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IOBUNJIEN

Baagumup MBanosuy KupuiioB (K 75-1eTHI0 CO THS POXKIAEHHS)

B oxtsi6pe 2020 . MBI OTMETWIM IOOWJIE M3BECT-
HoOro mnemuartpa, Hedpoiiora mpodeccopa Bragmmupa
WBanosnua Kupuiosa.

B.1. KupumioB — 1OKTOp MEIUIIMHCKUI HayK, TIPO-
deccop kadenpel neamatpur MOCKOBCKOTO rocynap-
CTBEHHOTO MEIMKO-CTOMATOJIOTMYECKOr0 YHUBEPCUTETA
nmenu A.U. EsnokumoBa M3 PO.

Bnagumup MBaHOBMY  3aKOHYMJT  TleAUATpUYE-
ckuit pakynprer 2-ro MOJITMU um. H.U. TTuporosa
B 1970 . 1 cBO¥t TPyIOBOI MyTh HAYUHA B JOJKHOCTU
crapiiero yabopaHTta Ha Kadenpe rneguaTpu MocKoB-
CKOTO TOCYIapCTBEHHOTO MEINKO-CTOMATOJIOTUYECKOTO
YHUBEpPCUTETA, IJIe TPYAUTCS 10 HACTOSIIIETO BPEMEHU
yxe 50 Jier: accUCTeHT, NOleHT, Tpodeccop. Branu-
mup MBaHoBuY B 1974 . ycnelmHo 3alliMTHI KaHAWIAT-
CKy1o auccepraunio «KiimHUYecKoe 3HaUeHUe peakIuii
onactrpaHchopMaly JTUMMOLIMTOB, JEHKOIUTOIN3a
U KOXHO-aJUIEeprMYeckKux TMpod Mpu mnuesoHedpuTe
y nereit», a B 19901 — mMOKTOpPCKYylO auccepTaluio
«[TaToreHeTMUECKKME OCHOBHI MMMYHOKOPPHUTUPYIOIIEH
Tepanuu nuejaoHedpuTa y 1eTei».

Ha npotstkeHnu Bcex JIeT cBOel TPyIOBOM AesiTeNb-
HocTh Biaagumup MiBaHOBMY yBJIeUeH HAyYHBIM ITOMCKOM,
BHEC CYIIIECTBEHHBII BKJIAJ B pellieHe MHOTUX MpooJieM
HedpOoJIOrMU JETCKOTO BO3pacTa, SIBJIsSIeTCsl aBTOpOM Oosiee
180 nHayuHbIX pabot. Bramumup MBaHOBMY — mpekpac-
HBIW KIIMHULIUCT W OTTBITHBIN TIPEIToIaBaTelib, OH aKTHBHO
Y4acTBYeT C JOKJIAJaMU, TTOCBSIIECHHBIMU aKTyaJbHbIM
BOIpocaM TieAMaTpuM U HedpOoJIOTUU, B HaydHO-TIpaK-
TUYECKMX KOH(pepeHIusX u KoHrpeccax. [lox pykoBom-
ctBoM B.M. Kupnitosa 3aiiuiineHo 6 KaHIUAaTCKUX JUC-
cepranuii. B reuenne mHorux yier Branumup MBaHoBuu
COCTOMT WIEHOM Tipe3uanyMa TBopuecKoro o0beIMHEHUST
JIeTCKMX He(POJIOTOB.

Bnagumup MBaHOBUY, 00Jamasi MIMPOKUM HayuHBIM
KPYro30poM M 06oraThiM KJIMHUYECKUM OITBITOM, BCETIa
CTOWMKO OTCTamBaeT CBOM YOEXIEHMSI U B TO XK€ Bpems
OCTaeTCs BIyMUYUBBIM, YMEIOLIUM CIYIIaTh APYTUX YeJI0-
BekoM. B Hacrosiee BpeMst Bnagumup MBanoBud mpo-
JIoJKaeT TPYAOBYIO HEsITeIbHOCTh Ha Kadenpe rmeana-

Tpun MI'MCY B kadecTBe ITO4YeTHOTO Ipodeccopa,
SIBJISIETCSI OTBETCTBEHHBIM 3a HayIHYIO paboTy Kadeapsl,
MPONOJIKAET HEUThCSI CBOMMU 3HAHUSMU WM OIBITOM
C MOJIOZIBIMUA COTPYAHUKAMHU U CTYIEHTAMH.

Mpb1 ropasl TeM, uyTOo paboTaeM C HUM Ha OJIHOM
Kadenpe. CepmeuHo mnosxapasisieM Brammmupa WBa-
HoBuua Kupumiosa ¢ wobouneem! XKenaem emy kpermn-
KOTO 3I0POBBSI, CEMEMHOTO O6Jarornoaydyus, 00ApPOCTH
U ayiieBHOTro koMdopra!l

Compyonuxu kagedpsbl neduampuu

DI'BOY BO Mockosckoeo eocyoapcmeennoeo
MeOUKO-CMOMAmOoA02UMEeCK020 YHUBepCUmMema
um. A.U. Esdokumosa

Pedkonneeus ncyprana

«Poccuiickuil eecmuuk nepurnamonoeuu u neouampuu»
npucoeduHsemcs Kk n030pasaenuro u Jyceaaem Houisapy
300p06bs U 0anbHelluUux ycnexos
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NMEPELOBAS

DKoJorHyecKas neAuaTpuss — aKTyajIbHas MPo0JIeMa COBPEMEHHOCTH

JI.C. banesa, A.E. Cunseuna

OCIN «Hay4yHo-1ccnenoBaTenbCKUn KIMHUYECKUIA MHCTUTYT NeavaTpum nuMmexn akagemuka tO.E. Benbtuwesa»
®raoy BO PHUMY um. H.U. Muporosa Muxsapasa Poccun, Mockea, Poccus

Ecologic Pediatrics is a Pressing Challenge of Our Time

L.S. Baleva, A.E. Sipyagina

Veltischev Research and Clinical Institute for Pediatrics of the Pirogov Russian National Research Medical University,
Moscow, Russia

3nopoBbe Jereil — onuH U3 HaubOIee YYBCTBUTEIBHBIX MOKa3aTelieil, 0TPaXKAoIWUX COCTOsIHUE OKpYy:Katomeii cpeasl. OTveueHa
OTYETIMBAS CBA3b CTPYKTYPHI 3200J1€BAEMOCTH JeTeil ¢ IKOJIOTMYECKUMH 0COOEHHOCTSMH PeruoHa npoxkusanus. Tak, B 3K0JI0ru-
YecKH HeOJaronpusTHbIX PErHoHAX MOBbIIIEHbI 00Ias 3200J1eBaeMOCTh JeTeil, PUCK Pa3BUTUS BPOXKIAEHHBIX AHOMAJIHIi, XPOMO-
COMHBIX ¥ T€HETHYECKHX 3200JI€BaHUIl, AJJIEPrHYECKHX, XPOHUYECKUX HEPBHO-NICMXHYECKUX, OHKOJOTMYECKNX M MHOTHX JPYTHX
done3neii. Camoe CJI0XKHOE — ITO ONpe/ieieHne U BblIe/ieHne U3 MHOXKeCTBA (hakKTOpOB MMEHHO TeX XUMHYECKHX, (hH3HUeCKHX
WY OMOJIOTHYECKUX ATeHTOB, KOTOPble HETaTHBHO BO3/IEHICTBYIOT HA 3/10POBbe YesioBeKa. V0XKHO NPOCieIUTh TECHYIO CBS3b 11EJI0r0
pana nemorpaduueckux U dMUIEMHOJOTHYECKUX TOKa3aTelleii ¢ 3arps3HeHneM OKpyKamoleii cpeapl. OHAKO YCTAHOBJIEHHE ITOM
CBSI3H C JIeliCTBUEM OMNpe/ie/IeHHbIX IKOJOTHYECKUX, AHTPONOreHHbIX (PAKTOPOB WJIH UX COYETAHUII HEPeIKO NPeACTABISET TPYIHYIO
3agady. OTcyTcTBHE €AMHOTO YHU(HIIMPOBAHHOTO O0INEOCTYHOTO CONMOIOTMYECKOT0, MEAMIIMHCKOTO H 3KOJIOTHYeCKOro MOHHTO-
PHHIa He MO3BOJISIET B MOJHOI Mepe OLIEHUTb MeJUIMHCKYIO 3(¢eKTHBHOCTH MPUPOLOOXPAHHBIX MEPONPHSTHIA, a CJIEA0BATENBHO,
000CcHOBATb NMPO(UIAKTHYECKHE MEPBI 10 CHIKEHHIO YPOBHS 9KO3aBUCHMOI MATOJIOTHH Y JeTeil

Karoueswte caosa: demu, sxonoeuueckas neouampus, 0emckoe HaceneHue, IKONAmoeeHHble, AHMPON02eHHble YaKmopbl, SKONamo-
A02ust, demozpagpuueckue u SNUOEMUOA0UHECKUe NOKA3AmeN.

Ans ynrtuposaums: banesa J1.C., CunsarvHa A.E. Skosniornyeckas neanatpus — aktyasabHas npobsiema coBpeMeHHOCTU. POc BECTH NepuHaTos
v neanarp 2020; 65:(6): 6-11. DOI: 10.21508/1027-4065-2020-65-6-6—-11

The children’s health is one of the most sensitive indicators of the environmental condition. A clear connection of the structure of the
child morbidity with the ecological characteristics of the region of residence has been registered. Thus, the general child morbidity,
risk to develop the congenital anomalies, chromosomal and genetic diseases, allergic, chronic neuropsychic, oncological and many
other diseases are increased in the environmentally unfriendly regions. The hardest part is to identify and isolate from the multiple
factors those chemical, physical or biological agents that affect negatively the human health. It is possible to observe the close con-
nection of the wide range of the demographic and epidemiological indicators with the environmental pollution. However, to determine
this connection with the action of the certain environmental, anthropogenic factors or their combinations is rather a challenging task.
The lack of a single unified, publicly available sociological, medical and environmental monitoring does not allow to assess to the full
extent the medical efficiency of the environmental measures, and, therefore, to justify the preventive measures to reduce the level
of the eco-dependent pathology in the children.

Key words: children, ecological pediatrics, child population, ecopathogenic, anthropogenic factors, ecopathology, demographic and ep-
idemiological indicators.

For citation: Baleva L.S., Sipyagina A.E. Ecologic Pediatrics is a Pressing Challenge of Our Time. Ros Vestn Perinatol i Pediatr 2020; 65:(6):
6-11(in Russ). DOI: 10.21508/1027-4065-2020-65-6-6-11

HaDaCTa}OH_[aSI VHIYCTpUaIu3alus, HepallioHalbHast
XO3SIICTBEHHO-OBITOBAST JIEATEIBHOCTh YeJIOBEKa,
JUTUTEIBHOE WCITOJIb30BAaHME YCTAPEBIINX TEXHOJIOTHIA
Ha (OHE TPOUCXOMSIINX COIUATBHO-9KOHOMUIECKUX
npeobpa3oBaHuili B O0OILECTBE CIOCOOCTBYIOT TOMY,
YTO MecCTa TIPOXWBAHUS B TOPOMAX WM CEIIbCKOXO3STii-
CTBCHHBIX  palloHaX CTaHOBITCS  HeOE30MaCHBIMU
IUTST 3M0poBbsi. Ha denmoBeka, KaK TIPaBUJIO, BIIMSICT

© banesa J1.C., CunarunHa A.E., 2020

Anpec nns kKoppecnonmenumm: banesa Jlapuca CrenmaHoBHa — [.M.H.,
npod., pyk. OTHeNa paIMallMOHHOW 9KOMATOJOTMM JETCKOTO BO3pa-
cra Hay4yHo-uccienoBaTebcKOrO0 KIMHUYECKOTO WHCTUTYTA TeAUATPUK
um. akanemuka FO.E. Benbruiiesa

CunsirnHa Ajuta EBreHbeBHa — 1.M.H., [JI. Hay4. COTp. OT/eJ]a paguallMOHHON
SKOMATOJIOTUM AETCKOro Bo3pacta HaydHO-MCCIenoBaTeIbCKOTO KIMHUYE-
CKOT0 MHCTUTYTa neauatpuu uM. akagemuka 0. E. Benbruinesa

125412 Mocksa, Tangomckas yi., 1. 2

He onnH (haKTOp, a HECKOJBKO, T.€. OPTAHU3M MCIIBITHI-
BaeT CYMMapHYIO Harpy3ky B pe3yJbTaTe MOCTYIUICHUS
GU3NIECKNX, XUMUYECKUX, OMOJOTUYECKUX BEIIECTB
B OpraHM3M M3 aTMOC(EPHOTO BO3AyXa, BOIBI, TTOYBHI,
MPONYKTOB TUTAaHMS, TIOABEPTAETCS BO3NEWCTBUIO JKC-
TpeMasibHbIX cutyauuii. [lo manusim BO3, B cpeaHem
no 30% Bkiaga B 300pPOBbE KaxKJOro M3 HAC BHOCHUT
COCTOSTHME OKpyXKalolleil cpenbl. B 30Hax sKojiornye-
CKOTO HeOJIaromojydust 3TOT BKJIAI MOXKET OBITh CYIIe-
CTBEHHO BBIIIIE.

OCHOBHBIMU KJIETOYHBIMU MUILIEHSIMU B OpraHu3Me
yenoBeka ciayxatr JJHK u Guonornueckue memMOpaHbI.
VIMeHHO ¢ TTOBpeXIeHNEM 3TUX KJIETOYHBIX CTPYKTYP CBSI-
3bIBAIOT OCHOBHBIE 3(MMEKTHI UTUTETHHOTO BO3IEHCTBUS
OOJIBIIMHCTBA ~ KCEHOOMOTHUKOB,  YJIBTPa(roIeTOBOTO,
PEHTIEHOBCKOTO W Y-U3JTyYeHMsI, BO3NEHCTBUS PaTUOHY-
KJIMIOB — MyTareHHbIe M KaHIIepOTeHHbIe 3(D(MEKTHI.
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banesa JI.C., Cunseuna A.E. DKosornyeckas neiuaTpusi — akryaabHas mpobiemMa COBpeMEHHOCTH

Mmerotest mokasaTesibcTBa, YTO Majble 103bl XUMUYE-
CKHX BEIIECTB, MOHU3WPYIOIETO W3JyYeHUsl, NeHCTBYS
Ha MeMmOpaHbl, W3MEHSIOT (YHKIMOHAJIBHYIO aKTHUB-
HOCTb KJIETOK, WX YYyBCTBUTEJIBHOCTb K HEMpPOryMoOpasb-
HbIM (akropam. [Ipu 3TOM OMOXMMUYECKHE U3MEHEHMUSI
B IMOBPEXIEHHBIX KJIETKAaX BApbUPYIOT B IIIMPOKOM JThara-
30He. OHU UHULIMUPYIOT MPOLIECCHI TIEPEKMCHOTO OKHCIE-
HUSI JTUTIUIOB, OEJTKOB, KOTOPbIE, B CBOIO OYepe/b, Hapy-
AT CTPYKTYpY U pyHKIMI0O 6uomemOpaH [1]. B To xe
BpeMsl IeCTpyKIus OroMeMOpaH, MpOAYKThI UX Jerpaia-
LIMM BHOCSIT CYIIECTBEHHBIN BKJIa/ B TEHETUYECKUE U KJIe-
TOUYHBIE 3(P(PEKTH IKOTOKCUYECKUX TTOBPEXICHUA.

MexaHU3MBbl IJTUTEJIBHOTO BO3IEWCTBUST Ha JIeT-
CKMI OpraHu3M pas3JIMYHbIX 3KOIATOTeHHBIX (PaKTOpOB
CJIOXHBI 1 MHOTOOOpa3HbI B peanu3aunu. lerckuit opra-
HU3M B CBSI3U C HEIMPEpPbIBHBIM POCTOM M Pa3BUTHUEM,
KPUTUUYECKUMHU BO3PACTHBIMU TIepuogaMu, ¢ (YyHKIIMO-
HaJIbHOW HE3peJIOCThbIO TKaHE U CUCTeM OCOOEHHO UyB-
CTBUTEJIEH K BJIIMSTHUIO CJIIOXKHOTO KOMILIeKca (akTopoB
oKpyxKalolei cpenpl. HebmaronpusTHoe 9K0JIOTMYECKOE
BO3JIENCTBUE CIOCOOCTBYET TEPEeCTpoiike MeTaboau-
YECKUX MPOLECCOB OpraHu3Ma pedeHKa, 4To B Tociie-
NYIOIIEM MOXKET TPUBOAWUTH K (DOPMHUPOBAHMUIO pa3-
JIMYHBIX MATOJOTMYECKUX COCTOSTHUI. DTO MOXET ObITh
CBSI3aHO C TeM, 4YTO aJamnTallMOHHBIE TPOLIECCHl JET-
CKOTO OpraHM3Ma HEYCTOMYMBBI, OCOOCHHO TION BIUsI-
HUEM T1aTOJOTUYECKUX (haKTOPOB OKPYXKAIOIIEH Cpebl.
®opmupylomasics B Mpolecce pocTa W Pa3BUTHS
UMMYHOOUMOJIOTHYECKasi CUCTeMa JeTell M MeXaHU3Mbl
JIETOKCUKAIIMM TaKXKe OTPENe/IsIioT OTpaHUYeHUE ajari-
TaTUBHBIX BO3MOXHOCTE W MNPOTUBOMHMEKIMOHHOMI
PE3UCTEHTHOCTU OpraHu3Ma pedeHKa.

CJIOXHOCTb OILIEHKM HeOJIaronmpHUsITHBIX 3KOJIOTH-
YeCcKMX BO3MCHCTBUI 3aKJIIOYAETCSI B TOM, YTO OOBIYHO
MPUXOAUTCSI UMEThb eN0 C KOMILJIEKCOM (haKTOPOB,
HaXOMSIIMUXCSI B Pa3HBIX B3aWMOOTHOIIEHMSIX MEXIY
co0oit, yalie BCero coyeTtasCb M yCUJIWBas JEHCTBUSI
npyr npyra. [Ipymepom 3TOMy MOXET OBITh COYeTaHue
9HAEMUU MECTHOCTU Y MOHU3UPYIOIIIEeH paaraiiu B Tep-
PUTOPUSIX, TMOJBEPTIINXCS MOHM3UPYIOLIEH panvanuu
B pe3yibrate aBapun Ha YepHoObLTbcKO ADC B 1986 T.
[Tpu onieHKe B3aMMOCBSI3M MEXKYy COCTOSTHUEM 3/10POBbSI
U U3MEHEHUSIMU YCIIOBUI OKpYXalolleil Cpeabl Hesb3sl
HE YYMTHIBATh U YPOBEHb COIMATbHO-3KOHOMUUYECKOTO
pa3BuUTHS CTpaHbl. HebmaronpustHoe BIUSHUE 3arpsiz-
HEHUsI OKPYKalolllel cpelibl Ha 3[I0POBbE JETCKOT0 Hace-
snieHust Poccun yrposkaeT mposiBAEHUIO pa3IMuHbIX BUIOB
pucKa — TeHEeTUYECKOTo, TepaTOreHHOro, UMMYHOIIaTO-
T€HHOTO, OHKOT€HHOTO U PENPOAYKTUBHOTO.

MzyuyeHrem OMOJIOTMYECKU HEOJIArompUsITHBIX BO3-
NEWCTBUI HA 3MO0POBbE TOMYJSIIIMN 3aHUMAETCS pa3aes
MEIUIIMHBI, Ha3BaHHBI «environmental epidemiology»,
T.e. BMNUAEMUOJNOTUSI 3a00J€BaHUI, DPA3BUBAIOLIUXCS
BCJIEACTBUE HETaTUBHOTO BO3JCHCTBUSI OKpYXKaroIIe
cpenbl. YCTaHOBJIEHUE CBSI3U CTPYKTYPhl 3a00JI€BaEMO-
CTU JIeTeil ¢ JeWCTBUEM OIpeNe/IeHHBIX 3KOJIOTUYECKUX
AHTPOMOTEHHBIX (haKTOPOB, KCEHOOMOTUKOB WU WX

COYETAaHUI HEpeaKO TIPeACTaBIsIeT CIOXHYIO 3a7ady.
Tak, MOXHO MPOCIEAUTb TECHYIO CBSI3b C 3arpsi3HEHUEM
OKpYyXalollleil cpenbl 1eJoro psaa aemMorpaduyeckux
W BMUIEMMUOJIOTMYECKUX TTOKa3aTeei.

TIpyHUMTIMAIBHO BaXKHBIM SIBJISIETCS OTOOp MOCTYII-
HBIX JUIsI yyeTa 0oJie3Hei M COCTOSTHUI. DTO TaK Ha3bl-
BaeMble MapKepHble 3a0ojieBaHUs, KOTOPbIE MOTYT
paccMaTpUBaTbhCsl KaK MHIMKATOPBI «KadecTBa» OKPY-
JKarollel cpebl 1o OTpeie/IeHHbBIM BUIAM XMMUUYECKUX
wim pusnyecknx (pakTopoB. Bbutu BbIIEIeHBI OMOTOTH-
YyecKMe MHAUKATOPbI pUCKa JIJIsT 3JI0POBbsI TIPU 3arpsi3He-
HUM OKpYyXalolleit cpeas [2]:

1. lemorpaduueckre IIoKa3aTeJu: pPOXKIAEMOCTD,
yacTtota OeCruIofHBIX OpakoB, MepuHaTajibHas CMepT-
HOCTb, MJIaJIeHYeCKasi CMEPTHOCTb.

II. buonoro-reHeTyeckue TIOKa3aTeJIM: 4acToTa
CaMOTIPOU3BOJIbLHBIX a00OPTOB, MEPTBOPOXIECHUI, BPO-
JKIEHHBIX TIOPOKOB pPa3BUTUSI, XPOMOCOMHBIX 0o0Je3-
HEW, pOXIEeHUS NeTe C HU3KOW MAacCOi Tesia, POXIECHUS
JeTell ¢ MHOXKECTBEHHBIMU CTUTMaMM T1U33MOpHUOTeHes3a.

III. O6Gmue MemuIIMHCKME TIOoKa3aTeau: YacToTa
YMCTBEHHOM OTCTaJ0CTH, aHOMAJIM Pa3BUTHS U TIOBe-
NeHUsI, XPOHWYECKUX COMATUYECKHUX U HEHpPOsHIIO-
KPUHHBIX 3a00JIeBaHWii, HapylIeHU IIOJOBOTO pas-
BUTHSI, aJIJIEPTUUECKUX U ayTOMMMYHHBIX 3a00JIeBaHUM,
MEePBUYHBIX U BTOPUYHBIX (POPM MMMYHOIEPUIIMTHBIX
COCTOSTHUM, YUCJIO JE€TEU-NHBAIUAOB.

1V. Onxonornueckue 3aboJieBaHMS: YacTOTa JICMKO-
30B, BPOXJIEHHBIX OIYXOJEN, COTUIHBIX OMYXOJIEH.

DKomnaToreHHbIe BO3IEUCTBUS OOYCTOBUJIU TOSIB-
JIeHWe HOBBIX, HEW3BECTHBIX paHee OoJie3Hel, cpeau
koropbix lO.E. Bensruies [2] Bbyaensur ciemyrouive:
XuMHuueckass actma — (cysabhuTHasl, M30THOIIMAaHaT-
Hasl); KUPUILICKUI CUHIpPOM (acTMa y nereid, cCeHCUOM-
JIN3POBAHHBIX BbIOpOCAMU 3aBOAOB T10 TMPOM3BOJCTBY
MOJYCUHTETUYECKUX KOPMOB ISl JKUBOTHBIX); CUHIPOM
HarpsDKeHUSI—yTOMJICHMSI, WJIM 3KOT€HHOM au3ananTa-
LI TMOKCUHOBBIN CHHAPOM (XJIOpaKHe, MTUTMEHTAIIUS
KOXH, UMMYHOIE(MUIINT); «CTpaHHass» 6oyie3Hb MmuHa-
MaTa (anmaTu4yecKue Tapajiudu, YMCTBEHHasl OTCTalIOCTh
BenenctBue mopaxkenus LHHC merunpryrteio, Hakor-
JICHHOW B MOPCKUX TIPOAYKTaX TATaHUs); OO0JIe3Hb
IOmo  (mopaxxeHue KOXM  TMOJUXJIOPUPOBAHHBIMU
OoudeHnIaMu, MOCTYIMABIIMMM C 3arpsSI3HEHHBIM TIHILE-
BbIM PaCTUTEJbHBIM MAcCJIOM); CUHIPOM TOKCHYECKOTO
MCITAHCKOTO MacJia (MopakeHre COeIMHUTETbHOM TKaH!
W MBI TUJIAaHTOMHAMU CYPPOTATHOTO PACTUTEIHLHOTO
Macia); cuHapoM Pest (ocTpast Tokcuueckas aHuedano-
rermaroriatusi, Bbl3biBaemasi apJIOTOKCMHAMU, BUpycaMu
M, BO3MOXHO, TMOJUXJIOPUPOBAHHBIMU OubEeHUTIaMM);
obmass UMMyHHas aernpeccusi — «xumudeckuii CITU/I»
(ero BBI3BIBAIOT TUOKCHUHBI, TSIKEIbIE METaJUTbl, TOKCHUY-
HbIe paauKalibl, TUAPA3UHbI U JIp.); O0JE3Hb UTAU-UTAU
(MUoOTaTUM, BBI3BaHHBIC KaaMHWEM); CUHIPOM YepPHBIX
HOT (mucTpodryecKre U3MEHEHUST KOXU HOT 1O/ BIUsI-
HUEM MBIIIbsIKA); aKpOAWHUsSI, Wian Ooje3nb Deepa
(Heiipoasepruuecke peakuuu Ha pPTyTh); pecrupa-
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TOPHBI JAUCTPECC-CUHAPOM <«B3POCJIOrO» TUIa (Jei-
CTBHE Ha JIeTKME TOKCUYHBIX pPaauKaloB KHUCIOpOJa,
cyb(UT-aHUOHA); «KEJITble 1eTh» (TTPOJIOHTUPOBaHHAs
KOHBIOTAIIMOHHAS KeJITyXa HOBOPOXKIEHHBIX TTOM BITUSI-
HUEM KCEHOOWOTUKOB); CUHIPOM <«HE3IOPOBBIX 37a-
HUI» (COCTOSTHUE XPOHUYECKOTO YTOMJICHMS TTOM BITWSI-
HUEM pajioHa, (popmaibaervuaa) U MHOTHE Jpyrue. DTOT
HETOJHBIN TepeYeHb dKOTEHHBIX 0OJIe3HEH W CHHAPO-
MOB CJIeflyeT TPUHUMATh BO BHUMaHWe TTPU TUAarHOCTHKE
JIETCKUX 3a00JIeBaHUA.

B KpymHBIX TPOMBIIIUIEHHBIX TOPOAAX C 3arpsi3He-
HUEM OKMCBIO YIJiepojaa, OKHCIaMU a30Ta, CEPHUCTHIM
ra3oM, TbLIBIO TIepUHATaIbHAs CMEPTHOCTD B 2 pa3a Tpe-
BBIIIIAET MOKA3aTeN «IUCThIX» 30H. B 30HaX aKoJlornye-
CKOTO KpHU3Hca JOCTOBEPHO TPEBBIIIEHBI MJIaJeHUeCKasT
U IeTCKasi CMEPTHOCTD, YaCTOTa HeBBIHAIIIMBAHUS Oepe-
MEHHOCTH TI0 CPaBHEHUWIO CO CPEIHUMU 3HAYCHUSIMU
no Poccum [3]. B 30Hax sKos0ornmueckoro HarpsKeHUs
U Kpu3nca HabJIomaeTcss oTCTaBaHUe IeTel B (hu3mde-
CKOM, HEPBHO-TICUXMYECKOM pa3BUTUU, OTMEUYaeTCsI
BBICOKAsl PACIpPOCTPAHEHHOCTb XPOHUYECKUX 3a0o0Jie-
BaHWIi, JOCTOBEPHO IIPEBBIIIAIONIAS TaKOBYIO y JeTeid
«IUCTBIX» PETUOHOB.

MHorue KCeHOOMOTUKM CTYXKaT TPUUIMHOMN TXKETbIX
peakuuii 1 nopaxenuss HHC — cHmxkenust 1Q (koad-
(uumreHTa MHTENIEKTYyaJbHOTO pa3BUTHSI), MUHU-
MaJIbHOW MO3TOBOM AUCHYHKIUM, aHOMAaJIWil TOBeIe-
HUSI, HEBPOTMYECKUX PeaKIUii, CHIKEHUS IITKOJbHOM
ycrieBaeMoct. OmHAKO B HACTOsIIIee BpeMsT TaHHBIE
00 m3meHeHusx B LIHC y nereit 13 30H 3K0JIOTMYECKOTO
HeOJIaronoyumst 3aHUKEHBI.

ITouTn Bce TSTKeTble MeTaIbl, TMOKCUHBI ¥ TTOJTUXJIO-
pPUpPOBaHHBIE YTIJIEBOIOPOIBI, MOJULIMKINIECKIE YTIIEBO-
JIOPOABI OKA3BIBAIOT YrHETAoIlee BIUSHUE HAa MECTHBIN
U CUCTEeMHBII MMMYHUTET pebeHKa. [ToaToMy B 30Hax
SKOJIOTMYECKOTO HeOJIaronoydrsi JOBOJBHO pPacrpo-
CTpaHEeHBI TOJABJIcHUEe WMMYHOOMOJOTUYECKOM peak-
TUBHOCTHM W TIPU3HAKU YMEPEHHOTO BTOPUYHOTO MMMY-
HopeduiuTa. 10 B OOJBIIMHCTBE CIy4yaeB OObBSICHSET
Y4acTyIo 3a00J1eBaeMOCTb, MOSIBJIeHe KOHTUHTEHTA YacTo
ooneromux neteil. OmHAKO BBIPAKEHHOCTH MMMYHOJIO-
IMYeCKON HeOCTaTOUHOCTH He JOCTUTAET KpaiiHe TsoKe-
JIBIX CTEeTeHeil, KOTOphle XapaKTepHBI JIJIs TEePBUYHBIX
HacJIeICTBeHHBIX UMMYyHOne(UIUTOB [4, 5].

Yrpo3y ajst 3M0poBbsl AeTe, MPOXUBAIOIINX B CETb-
CKUX peTMOHaX, MPeICTaBIsieT KOHTAKT C TEeCTULIMIAMU
U  MHWHEPAJTbHBIMA  yOIOOPEHUSIMU, 4YTO BBIpaXKaeTcst
B OOJbIIIe YacTOTe HEMpOBEreTaTUBHBIX AMCGHYHKIIUIA
1 GYHKIMOHAJTBHOM TTAaTOJIOTUY IIUTOBUIHOM XKeJIe3hl.

KnuHudyeckuii  CHeKTp 9KOJIOTMYECKU  JIEeTepPMU-
HUPOBAHHBIX CHUHAPOMOB U 0O0JIe3HE Ype3BbIYAITHO
LIUPOK, TTO3TOMY MX pacrio3HaBaHWe 1 TUddepeHInaTb-
HBII JAUATHO3 CBSI3aHBI ¢ OOJBIIMMM TPYIZHOCTIMU [6].
I0.E. Benbruien (1994) [2] BnepBble MpeaioXul Mpo-
eKT pabouell KjTacCU(UKAIINU SKOJIOTUUECKU IEeTePMMU-
HUPOBAHHBIX 3a00JIeBaHUI M OMUCAT MX KIMHUYECKUE
XapaKTepUCTUKH.

NMEPELOBAS

I. Cunapom 3KoJI0rMYeCcKoii 1e3aJanTaniuu Win 00mei
9KOTeHHO# (XUMHYeCKOoil) cencmOmmsamun. [lpu mu-
TEJbHOM BO3[E€HCTBUU IKOMATOreHHbIX (PAKTOPOB KO-
JIOTUYECKU 1€TEPMUHUPOBAHHbBIE COCTOSIHUS U 00JIE3HU
MIPOSIBIITIOTCS. B BUIE (DYHKITMOHATHHBIX OTKJIOHEHWIA,
001X CUMIITOMOB U MIPU3HAKOB HE30OPOBbS, KOTOPHIE
TPYIAHO YJIOXHUTb B OMPENESEHHYI0O HO30JOTUI0 U KOTO-
pble HEPEIKO TPAKTYIOTCSI BpayaMU KaK MHTOKCUKAIIMSI.
Kinmangeckn peOGeHOK BsI, 3aTOPMOXEH WM, peXe,
rurnepakTuBeH. [etu OoJiee cTapiliero Bo3pacTa Kaiy-
I0OTCS Ha 4YacTble TOJOBHbIE 00JIM, HEONpeaeeHHbIe
601 B XKMBOTE. BBIpaskeHBI HelipoBereTaTUBHBIC HAPY-
meHusl (aprepuanbHas TUCTOHUSI, apUTMUM Cepilla,
uzmeHenust Ha KT u np.). MHorna ormeyvarorcst oTcra-
BaHUE B OU3NUECKOM W WHTEIICKTyaTbHOM Pa3BUTHH,
HEBPOTUYECKUE pPEaKIUU, TPOSIBICHUS BTOPUIHOTO
UMMyHonehUIUTA.

Takue nposiBEHUST TPYAHO CBSI3aTh C BO3IEHCTBUEM
KOHKPETHBIX 3KOMATOTCHOB. [IaHHBIN CUMITTOMOKOM-
MJIEKC, KaK MpaBWIO, pa3BUBAETCs MPU KOMOMHUPOBAH-
HOM BO3JIEMCTBUM HECKOJbKUX IKOMATOT€HHBIX (hakK-
TOPOB, KOTIa KOHLIEHTpAlMsl KaXIO0ro M3 HUX HU3Ka
IUTST TOTO, YTOOBI BBI3BATh CIEIMGbUICCKAE CIOBUTH
B OpraHu3Me Win cretuduieckue CUMITOMBI.

ITatorenes cuHapoma 00IlEl 5KOJIOTMYECKON CEeH-
cubuaM3alMu CBsI3aH C OJOKMUPYIOIIMM BIUSHUEM
Ha MeIMaTOPHbIE U PELIENTOPHbIE CUCTEMbI MEXKJIIETOU-
HOTO B3aMMOJCUCTBUSI (HEHpOMenuaTopbl, UHTEpJei-
KWHbI, LIMUTOKUHBI, KJIETOYHbIE PELENTOPbI, BKIIIOYAs
ropMoHasbHble). [Ipu BMemIaTenbCTBE B PEryJISITOPHBIE
TporiecCchl HEPBHOMW, SHIOKPUHHOW, UMMYHHOU CHCTEM
BO3HUKAET MIUPOKUI CIEKTP (DYHKIIMOHATBHBIX Hapy-
1IeHui, yvame obpaTuMbix. CuUHIpOM OOIIEl 3KO-
JIOTUYECKON CEeHCUOUIM3AMU HE MOXET TPaKTOBAThCS
KaK WHTOKCUKAIUS, XOTSI MHOTHE OTEYeCTBEHHBIE
MeauaTpbl Ha3bIBAIOT UHTOKCUKAIIMEN JIIOObIE MPOsIBIIE-
HUSI KomaTtojoruu y aereil. CUHApPOM ne3anantaluu—
CEHCUOWJIN3ALUU JIOJDKEH paccMaTpuBaThesl Kak (DyHK-
LIMOHA/IbHAST 2Komarosiorusi. Ero BaxHasi 0cOOEHHOCTb
COCTOUT B TOM, YTO Yy JieTell 0OHAPYKUBAETCS MOBBIIIEH-
Hasl YyBCTBUTEIBHOCTh K HECKOJBKMM 3KOTIATOTEHHBIM
(xumuyeckuMm) akTopam, 4YTO TIPUOIMKAET JaHHbBIN
CUHJIPOM K COCTOSIHUIO Mapaajepruu (cneuuduieckoi
CEHCUOWIU3ALIUN).

I1. Cunapom runepuyBCTBUTEIbHOCTU K HU3KHUM 103aM
XUMHYECKUX areHToB. [1pyu JaHHOM CUHIAPOME BO3MOXKHO
O0BEKTUBHOE TOATBEPXACHUE CYIIIECTBOBAHUSI TIPU-
YUHHO-CJICNICTBEHHBIX CBSI3EU MEXITy HATUIMEeM B OKPY-
JKawIIel cpee KOHKPETHBIX aHTPOIOTEHOB (0COOEHHO
BBICOKMX KJIACCOB TOKCUYHOCTH) M TMATOJOTMYECKUMU
peakissMu opraHu3mMa. CHHIPOM THIIEPIYBCTBUTEb-
HOCTU TaKXe XapaKTepu3yeTcsi M3MEHEHUsIMU OOllei
U HMMMYHOJIOTMYECKON PpPEeaKTUBHOCTU JIETCKOTO Opra-
HU3Ma, HO €ro nposiBjiieHusi 6osee oTYeTIMBBL. B KOM-
MJIEKCE MOJUOPTAaHHBIX OTKJIOHEHU MOXHO BBIWIEHUTh
BeIyIIWid, WU TJaBHbI KoMmrmoHeHT (peakuuu L[IHC,
KOXMU, OPOHXOJIETOYHOW CUCTEMBbI, XKeJyI0YHO-KUILIeY-
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HOTO TpaKTa, OpPraHOB MoOuYeBOW cuctembl). Hapsny
C 9TUM YIAETCS BBIIEIUTb MPU3HAKKA BO3IEHCTBUS KO-
MaTOT€HHOTO (XMMMYECKOT0) areHTa. JTO MOXET ObITh,
Harpumep, ITMOKCUHOBBII [IE€PMAaTUT, XJIOpaKHE, KOH-
TaKTHBIN IepMaTUT WX aJUIeprusl Ha MUIIeBbie 100aBKH,
cynbUTHAS acTMa M Ap. XpOHUUYECKasl TUTIEPUyBCTBU-
TEJIbHOCTh MOXET TIPOSIBUTBCS KaK B YTHETEHWHU, TakK
B aKTUBAIIMM peakldii opraHn3mMa. OTo ajuieprust B mep-
BoHavanbHOM TipeactaBieHuu C. Pirquet (1907), koto-
pBIii TIOHMMaJI TOJI MAaHHBIM TEPMUHOM U3BpallleHue
YyBCTBUTEJBHOCTU OpraHMW3Ma B CTOPOHY €€ CHUKEHUs
WJTV TIOBBIIIIEHUS.

HaubGonee netanbHO M3yYeHBl peaklMM XUMUYECKOMN
TUTIEPUYYBCTBUTEILHOCTH MMMYHHOU cucTeMbl. K HUM
OTHOCSITCS CJIEIyIOIINE:

— BTOpMYHAs UMMYHOJIOTMYECKAasl HeTOCTaTOUHOCTD;

—ajuylepruyeckMe peaklMu HEeMEIJEeHHOro THuMa
u aTornuueckas auaeprusi (OpoHxuajabHasi acTMma, Heii-
pPOJIEPMUT, MUTPEHb, ApTPUTHI, MOJMOPraHHas ajuiep-
rust). AyTroajiepruyeckue Tpolecchl (ayTOMMMYHHbIC
00JIe3HN) TaKXKe B CBOEl OCHOBE MMEIOT HAaCJIeJACTBEH-
HYIO MPeapacrnooXeHHOCTb («ayTOMMMYHHBIN HUATE3»)
U CBSI3aHBI OOJIBIIEN YacTbhlO C OMNpeAesieHHbIMU (heHO-
TUIIAMM aHTUTEHOB TKaHeBOl coBMecTuMocTn HLA
WJIM C HACJIEICTBEHHBIM 1e(UIIUTOM OTIAETbHBIX KOMIIO-
HEHTOB cucTeMbl KoMItnMeHTa C2 unn roanMopdHOI
cuctembl C4. KceHOOMOTMKM HEPEeIKO BEHITIOIHSIIOT POJib
ranTeHoB (HEOETKOBBIX CTPYKTYP AHTUTEHOB);

— peakuuu TUIMEPYYBCTBUTEIHLHOCTH 3aMeUIEHHOTO
TUIa BO3HUMKAIOT B pe3yJibTare aKTUBAllUU CEHCUOWIM-
3MPOBAHHBIX LUTOTOKCUYECKUX JTUMpouToB. CeHcH-
OMIM3UPYIOLIYI0 POJb MPU 3TOM UIPAlOT MUKPOOHbBIE
areHThl (HampuMep, MUKoOaKTepuu TyOepKyJsesa, CTpern-
TOKOKK), a TaKXe XMMHUUYECKHE areHTbl (IMHUTPOXJIOP-
OeH30/1, aHWJIWH, aMUHOMEHOJ, PTYyTh, HUKEIb, XPOM,
Kay4yyK, CHHTeTUYeCKHUe TKaH! 1 JIp.);

— TICEBIOAJIJIEPTUS. — OCOOBIN TUIT peaKIMii, B OCHOBE
KOTOPBIX JIEXKUT MPSIMOE BBICBOOOXIEHHWE MEIMaTOpOB
BocmajieHUsl U ajepruu. HemocpenctBeHHOe BHICBOOO-
KIEHWE TUCTaMWHA TYYHBIMU KJeTKamMu, Oaszoduiamu
BO3HUMKAET IO/ BIUSIHUEM XJIOPOPraHUUYECKUX MeCTULIM-
JIOB, TOKCUYHBIX PalMKaJIOB KMCIOPO/a, 030Ha, CyIb(pu-
TOB, OEH30MHOI KHCJIOTHI.

IIpu rurnepYyBCTBUTEILHOCTH K HU3KWM [103aM
KCeHOOMOTUKOB BeJylllee TMaTOTeHeTUYeCKoe 3Haye-
HUE WMeeT HapylleHWe PeTYIITOPHBIX MEXaHU3MOB
MEXKJIETOUHOTO B3aMMOJCHCTBUSI, KOTOPbIE HE MOTYT
paccMaTpuBaTbCs KaK WMHTOKCUKAIIMS WM TOKCHUKO3.
K mposiBIeHMSIM XMMUYECKOM TMIEePUyBCTBUTETLHOCTH
JIOJKEeH OBbITh OTHECEH CUHIPOM OPOHXMAJIbHOI TUTIep-
PEaKTUBHOCTU WJIM CHUHAPOM OpOHXMAJIbHOW HppUTa-
LMW, TIPENCTaBISIONINI HecTelU(PUIECKyl0 peakiinio
OpOHXOJIETOYHOI CUCTeMbl Ha Pa3HOTO poia UPPUTAHThI
(caxka, TbUTb, acOecT, NBYOKHUCH cepbl, (hopMasbaeTu/l
u np.). Ilpu 3TOM yacTo pa3BMBAETCSI HEAOCTATOYHOCTh
CUCTEMBl MECTHOTO MMMYHMTETa YW MYKOLUMJIMAPHOTO
KimpeHca [7].

IT1. Xponuueckasi KceHoreHHass uHTOKcukanus. [Topa-
JKEHHME Pa3INIHBIX CUCTEM W OpPraHoB (HEPBHOM, cep-
NIEYHO-COCYAMCTOM, TeUYeHU, TTIOYeK U JAP.) MOXKET Ipo-
SIBJISITBCSI  CUHIPOMOM  XPOHUYECKOM  KCEHOTEHHOM
WHTOKCHUKAILIMM B pe3yJibTaTe XPOHUYECKOTO HEeNCTBUS
Ha OpraHu3M TSKENbIX METaJlJIOB, JWMOKCUHOB, TTOJTH-
XJIOpPUPOBAHHBIX OMeHWIoB 1 Ap. OOBIYHO peyb MIET
00 areHTax, KOTOpbIe MEUIEHHO BBIBOISITCS W3 Opra-
HU3Ma, JJINTETbHO HAKAITUBAIOTCS B KOCTHOM, JKUPOBOI
TKaHU, TOJIOBHOM MO3Te.

ITpy XpoHWYECKOW KCEHOTEHHOW WHTOKCUKAIIUU
MOBpeXIalolee NeWCTBE XMUMUYECKMX areHTOB Ipo-
SIBJISIETCST YK€ Ha YPOBHE KIETOK M TKaHeil BIUIOTh
JI0 HEeKpo3a U TOTJa IMaTOJOTMYECKU TIPOLIeCC MOXKET
CcTaTh HEOOpATUMBIM Jaxke TOCie SJIMMUHAIIMU T1aTo-
JIOTUYECKN areHToB (HampuMmep, THOedb HEHPOHOB
MpU CBUHIIOBO WHTOKCUKALMK). [Ipy WHTOKCUKALIUKA
MPOSIBIIIIOTCST TakKue (heHOMEHBI, KaK aIromnTo3 M IIUTO-
M3 (MeMOpaHOU3), pa3pylleHre KJIETOYHbIX MeMOpaH,
YTO BeleT K KJIETOYHOU rudenu, Ogokane GepMeHTHBIX
CHCTEM OMOHEPTETUKY C TUCTOTOKCUIECKUMU U IeTeHe -
pPaTUBHBIMU TIOCJIEACTBUSIMM, HapyIIEHWIO TOMEOCTa3a,
aHa0OJIMYECKUX MPOLECCOB U KIMHUUECKN MOXKET MpO-
SIBJISITECST B BUIE acTeHU3AllMU, 3aJepKKe pocTa, TUC-
Tpodun.

BbIpaskeHHOCTh MHTOKCUKAIIMA BO MHOTOM 3aBHCHUT
OT KJ1acca TOKCUYHOCTH BEIIECTBA, MTPOIOJIKUTEIBHOCTH
€ro TOCTYIUIEHUS] W WHAWBUIYATbHON YYBCTBUTEIHLHO-
CTU K HeMy. DKoOJIOTMYecKast MeauaTpus paccMaTpUBaeT
B OCHOBHOM XpOHMYeCKHe (hOPMbI MHTOKCUKAIIUM, TOTIA
KaK OCTpBIE OTpaBJICHUS — TIPpeIMET TOKCUKOJOTUH.
TTpumepamMu XpOHUUYECKOI KCEHOTEeHHON MHTOKCUKAITUN
MOTYT CIIY>KUThb CBUHIIOBAsT dHIe(DaTONaThsI, apCeHUKO3
WA XPOHNYECKOE OTpaBJIeHNE MBIIILIKOM (pa3BUBaeTCS
npu npesbimenun TTJIK" B 100—1000 pa3), xpoHude-
cKas pTyTHast MHTOKcuKalus (6one3Hp Meepa, 601e3Hb
Munamara).

IV. Xponuyeckue 00Je3HH. BOJBITMHCTBO XPOHU-
yeckMx OoJie3Hel uesloBeKa MMeeT MYJIBTU(AKTOPHYIO
MPUPONY — OHU Pa3BUBAIOTCS NMPU HAJIWUUKM HaCIe[-
CTBEHHOTO TIPEIpacroyioKeHUs (I1aTe30B) U MPU COOT-
BETCTBYIOIIEM BO3JIEWCTBMM HEONArONMpUITHBIX (haK-
TOPOB OKpYKaloIlel Cpelabl, B TOM YUCJIe XUMUYECKUX
9KOMATOTEHOB.

TTpuunHO#t XpoHUUECKMX OOJIe3HEN HEPEIKO CIIy>KaT
ayToaJuIlepruuecKre TPOIECChl, MPU KOTOPBIX KCEHO-
OMOTMKM BBICTYMAIOT KaK TaNnTeHbl, WHAYLUPYIOLINe
peakiuyu WMMYHHOU CHCTEMBI TIPOTUB COOCTBEHHBIX
TKaHel (ruapasvHbl, COJIM 30yi0Ta U ap.). Jdpyrue Bapu-
AHTBI KOIMATOJIOTMHU JETCKOTO BO3pacTa BKITIOYAIOT pa3-
BUTHE OTpeNe/IeHHBIX HO30J0TUYeCKNX (GopM, hopMu-
poBaHUE KOTOPBIX B OOJBIICH CTETIEHU OIpeaesieTCs
MyTSIMU TIOCTYTICHMS, JTETTOHUPOBAHUST M DJTUMUHALIUKA
KOTOKCUHOB. TaknM 06pa3oM, yKe B IeTCKOM BO3pacTe
BO3MOXHO pa3BUTHE 3a00JieBaHUI, KOTOPHIE paHee pac-
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CMaTpUBAIMCh Kak TpodeccuoHanbHble 0oe3Hu. Yaiie
BCEro TakKoro poja 0oJjie3HM, Kak (roopo3, MHEBMO-
KOHMO3, HAOJI0JAI0TCS Yy JKUTEJIel B HETTOCPEACTBEHHOM
OJIM30CTH OT MTPOMBIIIUIEHHOTO MPOU3BOJICTBA.

KceHoOnoTuk MOryT MHAYLIMPOBATh MyTallMu TEHOB
COMAaTMYECKUX KJIETOK COOTBETCTBYIOIIMX OpraHoOB
U cucteM Ha (hOHE TOJUTEHHOTO MPEeapacIiONOXEHMUS.
JpyrumMu cioBaMM, OHM MOTYT CJIYXWUTb SIMUTEHETUYC-
ckuMu (haKTOpaMU pa3BUTHUSI XPOHUYECKUX OOJIE3HEH.
B Ttakom ciyyae oHM MOTYT cTaTh MPUYMHON aCUHXPO-
HUU pa3BUTUSI TKaHel (TKaHeBas TUIIOTIacTUYeCKast
NUCTIIA3Usl, IU33MOPUOTEeHE3), UYTO TakKXe HepenKo
CJTY>KUT OCHOBOI (hOPMUPOBAHMST XPOHUUECKUX BOCIIA-
JIMTEJIBHBIX TIpolieccoB. [ XpOHUYECKON 3KOreHHOM
MaTOJIOTUU XapaKTepPHbl aATUIMUYHOCTb KJIMHUYECKUX
MPOSIBJIEHUI, TIOJMOPTaHHBI XapakTep TOPaXKeHUi,
PE3MCTeHTHOCTD K JIEYCHUIO U Hajuuue y pedeHka map-
KEpOB MPEIPacToOKEHUSI.

JIlnarHOCTMKAa  9KOMATOJOTMUYECKUX  COCTOSHUIA
B TeAUaTPUU OTIMYAETCS OIpeNeIeHHOM Crelu@uKoi,
KOTOpasl BKJIIOYAeT COIMOCTaBJICHUE JaHHBIX O 3arpsi3He-
HUU OKPYXaIoIIeH cpeibl C TOKa3aTeIsIMU TUTIEPYYBCTBU -
TEJbHOCTU JETCKOTO OpraHu3Ma 1o OTHOIIEHUIO K TIpe/l-
roJjlaraeMbIM TTOJIJTIOTAHTaM U CBEJIEHUSIMU O HAKOTUICHU N
9KOIATOreHoB (KCeHOOMOTMKOB) B opraHusme. [Ipu-
HUMAaeTCsl BO BHUMaHUE MEIMKO-3KOJIOTMYecKasi Xxapak-
TEPUCTUKA TEPPUTOPUU TIPOXKUBAHUSI CEMbM pebeHKa:
BO3MOXHBIE BBIOPOCHI MPOMBIIIICHHBIX U XUMHWUYECKUX
MPEANPUSITAIN, 2KOJOTUYECKOe 3arps3HeHUEe CeIbCKUX
PErMOHOB, XWJIMIIIHBIE YCIOBUSI, MEAUKO-AeMorpacduye-
CKMe UM SMUAEMUOJIOTMYEeCKHUe TTOKa3aTeiM yKa3aHHOTO
pervoHa, Hajauuue TMPodQeCCUOHATBHBIX 3a00IeBaHUIA
Y UJIEHOB CEMbM, OCOOEHHOCTU CEMEMHOTO TIPeapacIoio-
JKeHUs K 0oJie3HsIM. HeoOxommMo Takske OIeHWUTH COLIM-
aJTbHO-9KOHOMUWYECKUI CTaTyC CeMbHM, TaK KakK HU3Kasl
colMaibHasi 00eCTrIeueHHOCTh CEMbH, €€ HEBBICOKU KYJTh-
TYpHBI YPOBEHb TIOBBIIIAIOT BEPOSITHOCTH KOHTAKTOB
pebeHKa ¢ pa3IMYHbIMU 9KOMATOTeHHBIMU areHTaMu.

BaxHo oueHuBaTh:

— (pn3UKO-XMMUYECKUE CBOMCTBA BelllecTBa, MMEIO-
1I1e OTpeIesisiiollee 3HaUeHUe 11T XapaKTEPUCTUKH €ro
MOTEHIMAIBHON OTMACHOCTHU, B YaCTHOCTU 3aBUCUMOCTb
€ro aKTUBHOCTU OT XMMUYECKOM CTPYKTYPHI;

— MCTOYHMKU TIOCTYIUICHUSI B OKPYXKAIOIIYI0 4eJio-
BeKa cpejy, IMyTH U XapaKTep BO3IEUCTBUS;

— MeTabonnyeckue M (papMaKOKMHETUYECKHE OCO-
OEHHOCTH, T.. TpeBpallleHUs], KOTOPbIE BEIIECTBO Mpe-
TeprieBaeT B OpraHU3Me, U CBOMCTBA TeX MPOAYKTOB €ro
pacmaga, KOTOpble MOTYT JaBaTh 0oJiee BbIpakKeHHBIE
ToKcrmueckure 3 PEeKTHI.

PeGenok, y KOTOporo mnomo3peBaeTcsl 3KOJoTrhye-
CKM JIeTepMMHMpPOBAaHHOE 3abojieBaHUEe, TTOMJICKUT
TIIATEJIBHOMY  KJIMHUKO-J1abopaTopHOMY oOcjeaoBa-
HUIO C TIpoBeJeHUEM (DYHKIMOHAIBHBIX HAarpy304HbBIX
TECTOB, MOJIHOTO KJIMHWYECKOTO aHau3a KPOBU U MOUU
u (110 TIOKa3aHUsIM) — OTIpe/ieJieHUe BUIa U YPOBHS KCe-
HOOMOTHKOB B OMOJOTMYECKMX CyOCTpaTax, BKIIIOUYas

NMEPELOBAS

BOJIOCHI, BBITIaBIINE 3yObl, yaaJIeHHbIE TTOJTUITBI, MUHIA-
JuHbL. [ToATBEpANTh WHTOKCUKAIIMIO TTO3BOJISIET OIpe-
JeJieHe KOHLIEHTpAIMK MpeAroiaraeMbIX 9KOTOKCTHOB
B OMocybOcTparax (B KpOBM, MEHee HaleXHO — B MOYe
M1 BOJIOCAX) M CHelUaIbHble MCCIeA0OBAHUS, BBISIBIISIO-
1€ TOKCHYECKUE M3MEHEHMSI KIIETOK KPOBW (TOKCH-
yeckasi 3epHUCTOCTh HelTpodwmioB, Tenblia [eiiHIa
B 3pUTPOLIMTAX, TPU3HAKK MeMOpaHoiu3a u 1p.). Heo6-
XomrMa pa3paboTKa HOBBIX TECTOB W METOJIOB, TMO3BO-
JISTIOIINX BBISIBJISITE COCTOSTHUE THTIEPUYBCTBUTETBHOCTH
opraHM3Ma K 3KOIaTOTeHaM, BKJIIOYasi TeHETUYECKHE
HCCIIEIOBAHUS COMATUYECKUX KIJIETOK, aJTyKThl KCEHO-
onotukoB ¢ JIHK, 6enkamu, reMmoriioouHom u ap. [8].

CyI1ecTBYIOT pa3IuvHbIe TTOAXOABI K PEIIEHHIO MPO-
01eMBbI «3[I0pOBbe—OKpYyKatoiasi cpena». OauH U3 To-
XOMIOB TIpEAToJaraeT TOMYJISIUOHHbBIE WCCAeIOBAHUS
MO0 COOTHECEHUIO YPOBHEH 3a00jieBaeMOCTH Ha HCClie-
JIyeMOI TeppUTOpUM (B TOM YKCIIe C YIETOM CTPYKTYDPBI
MaToJIOTMM) M XapakTepa TOKCUYHBIX W TMOTEHIIMAIBHO
TOKCUYHBIX XUMUYECKUX COCTUHEHUM WIIN (hPU3UIECKUX
¢akTopoB. Bropoil momxom — aHalU3 METOAOM <«CIIy-
Yaii»—KOHTPOJIb TIPU TIPOBEACHUU CTIEIINATbHBIX HCCITe-
NIOBAaHWU C COONIONEHWEM TMpaBUJ WX BBIITOJHEHUSI.
Tpetnit moaXom — MPOCIIEKTUBHOE KOTOPTHOE MCCIIEIO-
BaHWeE, YIUTHIBAIOIIEE TENIBIIA psilT (haKTOPOB, XapaKTepH-
3YIOIINX KOTOPTBI: HACEICTBEHHOE MPEAPACITONOKEHNE
K 9KOMaToJIoTuu U (byHKIIMOHAJbHBIE XapaKTepUCTUKU
opranmu3Ma. [lociaemHue aBa TMOAXOAAa MOTYT OCYILIECT-
BIIATBCS BBIOOPOYHO (HAa OTpaHUYEHHBIX KOHTUHTEH-
Tax) B IEJISIX TTOTydeHUsT GoJiee TTOTHOTO TIPeICTaBICHUSI
0 BJIUSTHUM KCEHOOMOTUKOB Ha OPTaHU3M, HO OBITh 000C-
HOBaHHBIMHU C TIO3WLIMH JOKa3aTeTbHON MeIUIIUHBL. Bee
9T TOAXOIbI OCYIIECTBISIIOTCS Ha OCHOBE HOJTOCPOY-
HOTO MOHUTOPHWHTA COCTOSTHUSI 3MOPOBbSI JAETE U OKPY-
JKaloIel cpefbl Ha MECTHOM, perMoHaJbHOM U (dere-
paJibHOM YpPOBHSIX [9].

OmHaKo 3KOJOTUYECKU JIeTePMUHUPOBaHHBIE 3a00-
JIeBaHUS Y COCTOSTHUST TIPOSIBJISTIOTCS] HE Y BCEX YJICHOB
Mmomnyasaiuu. bojblioe 3HaueHWe HEOOXOMUMO YHENSITh
MpaBWJIaM aHAJUTUYECKON SMUAEMUOJIOTUM TIpU aHa-
JIN3e JAHHBIX, CBSI3aHHBIX C 3KOIMATOJOTMEl: pacyer
Mmokasarejieil abCONMIOTHOTO W OTHOCHUTEIBHOTO pHCKa
9KOJIOTUYECKA OOYCIOBJIEHHOW MaTOJIOTUU B  COOT-
BETCTBUM CO CTETMEHBbIO M XapaKTepoOM 3arpsi3HEHUS
okpyxatomeir cpeabl. OTHOCUTETbHBIN PUCK 3KOIMAaTO-
JIOTMH, KaK TPaBWJIO, HEBEJMK. Takasl IMaTOJOTHST BO3-
HUKAeT TMPU OTHOCUTEILHO HeOojbimoMm, B 5—10 pa3s,
npesbiieHnn 11K BeliecTB TOMBKO y OCOOBIX KOH-
TUHTEHTOB JeTei, OTIMYAIONINXCS TOBBIIIEHHONW YyB-
CTBUTEJLHOCTBIO K KOHKPETHBIM XUMHUYECKUM areHTaM.
KoHlleHTpamu 111 KCEHOOMOTHUKOB, TIPU KOTOPBIX
HacTymaeT XpOHWYecKassh MHTOKCUKALIMS, 3HAYUTEIBHO
Boie (80—100 IMAK) naxe nist BemiecTB I Kiiacca TOk-
cnyHocT. HeoOGXoanMo TOmYepKHYTh, YTO OTCYTCTBHE
eIMHOTO YHUDUIIMPOBAHHOTO OOIIEIOCTYITHOTO COIMO-
JIOTMYECKOTO, MEIUITMHCKOTO U 3KOJOTUIECKOTO MOHM-
TOPUHTa M WX B3aUMOCBS3M HE TIO3BOJISIET B TTOJHOM
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banesa JI.C., Cunseuna A.E. DKosornyeckas neiuaTpusi — akryaabHas mpobiemMa COBpeMEHHOCTH

Mepe OLEHUTh MEAULIMHCKYI0 3(D(HEKTUBHOCTH MPUPOIO-
OXpaHHBIX MEPONPUSITUI, a ClieoBaTeIbHO, 000CHOBATh
npoduyIaKTUIEeCKre MEPhl MO CHUXXEHUIO YPOBHS 3KO-
3aBUCUMOM TAaTOJIOTUU Y JETEM.

HecMotpst Ha TO 4TO Ha TIEPBBIN TUIaH BCe B OOJIbIIIEH
CTEMeHU BBIIBUTAIOTCSI COLIMATIbHBIE MPUYMHBI YXYIIIe-
HUs 3I0pOBbsI, OClabjeHUe BHMMaHUSI K 3KOJIOTMYE-
CKMM (paKTOpaM 4YpeBaTO HEBOCTIOJIHUMBIMU TOTEPSIMU
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HacneacTBennblii BpoKIeHHbI U MH(GAHTHIbHBIA HePOTUYECKMIA CHHIPOM Y JIeTeil:
cTparerus BeAeHus ¢ HOBLIMM BO3MOXKHOCTAMY IeHETUYECKON TUATHOCTUKY U Tepanuu

H.JI. Casenkosa

CaHkT-lMNeTepbyprckuii rocyaapCTBEHHbIN NeanaTpUYecKnii MeamLMHCKUIA yHnBepcuTeT, CaHkT-MeTepbypr, Poccus

Hereditary Congenital and Infantile Nephrotic Syndrome in Children: Strategy
of Management with New Possibilities for Genetic Diagnosis and Therapy

N.D. Savenkova

St. Petersburg State Pediatric Medical University, St. Petersburg, Russia

B pe3ysisTare BceMUPHBIX FeHETHYECKHMX MCC/IeI0BAHMIA MoJTyueHa yHaaMeHTa bHas nHGOpMAaNUs 0 naToreHe3e ropMOHOPE3UCTEHT-
HOTO BPOXKIEHHOTO ¥ MH()AHTHIBHOTO He(hpoTHIECKOro CHHIpPOMA y JeTeii. MyTaluu reHOB, KOUPYIONIMX OCHOBHbIE KOMIIOHEHTbI
0a3aJIbHOIi MeMOPaHbI KJIyOOYKOB MOYKH, CTPYKTYPHbIE H (DYHKIMOHAJIbHbIE O€JIKM MOJOIMTA, OTBETCTBEHHBI 32 PA3BUTHE BPOXKIEH-
HOrO ¥ MH()AHTHILHOIO HePOTHYECKOTO CHHAPOMA C THIIMYHOI THCTOIOTUYECKOI KAPTHHO! 11(h(hy3HOro Me3aHrHAILHOTO CKJIepo3a
WK (POKAILHOCETMEHTAPHOTO LIOMEPY/IOCKIepo3a. B cOOTBETCTBHM ¢ HAYYHO OOOCHOBAHHON MEXKIYHAPOIHOW CTpaTerueil KJInHM-
yeckoe eHOTUNMPOBAHUE B COYETAHUM C II€JIeBbIM reHeTHYECKUM AHAJM30M SIBJISIOTCS CTAHIAPTOM JUATHOCTHKU HACJIEACTBEHHOIO
He()POTHYECKOTO CHHIPOMA Y JeTeil, KOTOPbIM PEKOMEHIYIOT BbIIOTHEHNE TeHETHYECKOr0 TECTUPOBAHMS 10 HAYAJIA TePANUH CTEPOH-
JIaMM ¥ 10 Ovoncum Noyku. PanHmii reHeTMYECKMiA IMArHo3 00ecneynBaeT NepcoHAIM3MPOBAHHDIIA MOIXO0/ K BHIOOPY Jie4eOHBbIX BO3-
JIefCTBUI C Y4eTOM 0COOEHHOCTEli reHOTHNA U (h)eHOTHNA BPOKIECHHOTO WIH HH()AHTIIHLHOIO He(POTHUECKOTO CHHIPOMA Y KOHKPET-
Horo pedenka. CoBpeMeHHasl CTpaTerns BeJeH!s TAKUX JeTeil MpeycMaTpuBaeT OCyecTBIeHHe KOHCEPBATUBHOI Tepanuu U paHHei
TPAHCILIAHTALMHM POJCTBEHHOI MOYKH NMPU JOCTIKeHMH Maccehl TeJa 10—15 kr (B 3TOM ciIyyae MOYKH YIAISIOT U TPAHCILIAHTHPYIOT
TIPH OJTHO¥ U TOii JKe onepanuu) Ju00 IBYCTOPOHHE! He(hPIKTOMUM OJTHOBPEMEHHO WIIH MOITANHO OJTHOI, 3aTeM BTOPOii NOYKHU U NePH-
TOHEAJILHOTO INAJIN3a, 3aTeM TPAHCILIAHTAIMM TIOYKH JeTsIM NpU aocTikeHun maccbl Tesia 10—15 kr. ITo aannbivM peructpa ESPN/
ERA-EDTA (2016), 5-1eTHsis BbDKMBAEMOCTb JieTeil ¢ BPOXKIEHHbIM He(hpOTHIECKMM CHHAPOMOM, 00YCJIOBJIEHHBIM MyTalMeil reHa
NPHS1, noclie TpaHCILIAHTAMHA NOYKH cocTaBisieT 91%, amnorpadra — 89%. IlyTn pemenns akTyas bHOIl IPOGIEMbI 0T€Y€CTBEHHOM
neMaTPUU: BHEAPEHHE B IPAKTHKY MEXK/IYHAPOIHOM CTPATErMH BeIeH!s IeTeil ¢ BPOXKIeHHbIM U MH(AHTUIBLHBIM He()POTHYECKUM CHH-
JIPOMOM C HOBBIMH BO3MOKHOCTSIMH FeHETHYECKOii IMATHOCTUKHU ¥ TePANNH, 3aMeniaiomeil ()YHKIHIO 0YeK, UHTeHCHUKAIMs TPaHC-
TUIAHTALMH TIOYKH U ee JI0OCTYIHOCTH, MPoBeIeHHe SNMUIeMUOIOTHIECKHX UCC/IeIOBAHMIT HACJIEICTBEHHOrO He(hPOTHIECKOro CHHPOMA.

Karouesvte caosa: 1ogopoxcoentvie u epyoHsle demu, 8pOACOCHHbLI U UHDAHMUNBHBLI HeDPOMUHECKUT CUHOPOM, eHOMUN-(DeHOMUN
Koppeasyuu, U30AUupo8aHHbsle u CUHOPOMAanbHble hopmbl, cmpameeus: 6e0eHUs.

Ana untnpoBauns: CaseHkosa H./[. HacnencTBeHHbIN BPOXAEHHbIV N MHGaHTUIbHBIV HEPPOTUYECKUI CUHAPOM Y AETEN: CTpaTerus BeeHus
C HOBbIMY BO3MOXHOCTSIMU ANarHOCTUKM v Tepanun. Poc BecTH nepuHaton v neguatp 2020; 65:(6):12-21. DOI: 10.21508/1027-4065-2020—-
65-6-12-21

Due to the worldwide genetic research, the fundamental information was obtained regarding the pathogenesis of the hormone-re-
sistant congenital and infantile nephrotic syndrome in children. The mutations in the genes encoding the main components of the
basement membrane of the kidney glomeruli, structural and functional podocyte proteins are responsible for the development of the
congenital and infantile nephrotic syndrome with the typical histologic pattern of the diffuse mesangial sclerosis or focal segmental
glomerulosclerosis. In accordance with the evidence-based international strategy, the clinical phenotyping combined with the tar-
geted genetic analysis is the diagnosis standard for the hereditary nephrotic syndrome in children that are recommended to perform
the genetic analysis prior to start of the steroid therapy and prior to the kidney biopsy. The early genetic diagnosis assures the person-
alized approach to the choice of the therapies considering the genotype and phenotype specifics of the congenital or infantile nephrotic
syndrome in the particular child. The up-to-date strategy for the management of such children provides the carrying out of the con-
servative therapy and early transplantation of the related kidney when reaching 10-15 kg body weight (in this case, the kidneys are
removed and transplanted during the same surgery), or the bilateral nephrectomy simultaneously or one stepped, then the second
kidney and peritoneal dialysis, then kidney transplantation for the children reached 10-15 kg body weight. According to ESPN /
ERA-EDTA register (2016), the 5-year survival rate of the children with the congenital nephrotic syndrome caused by NPHS1 gene
mutation is 91% after kidney transplantation, 89% after allograft. The solutions for the pressing challenge of the domestic pediat-
rics are as the following: introduce the international strategy into the practice of the children management with the congenital and
infantile nephrotic syndrome with the new possibilities of the genetic diagnosis and therapy replacing the kidney function; enhance the
kidney transplantation and its availability; carry out the epidemiological studies of the hereditary nephrotic syndrome.

Key words: newborns and infants, congenital and infantile nephrotic syndrome, genotype/phenotype correlation, isolated and syn-
dromic forms, management strategies.

Key words: newborn and infants children, congenital and infantile nephrotic syndrome, genotype-phenotype correlations, isolated and
syndromic forms, strategy management.
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Cagenxosa H./I. HacnencTBeHHbIN BPOXICHHBII U MHDAHTUILHBIN HeDPOTUUECKIIA CHHAPOM Y €Teli: CTpaTeryis BeICHHUS. ..

A:TyaJTI)HOCTL MpoOJIeMbI, OCBEIIIEHHO B HACTOSIIIIEH
TaTbe, OOYCJIOBJIeHa OCOOEHHOCTSIMM pPa3BUTHUS,
TEYEHUsT M MCXOAa W30JMPOBAHHBIX M CUHIPOMAJb-
HBIX (OpM HACIEACTBEHHOTO He(PPOTUUYECKOro CHUH-
poMa, B OOJIBIIMHCTBE CJIy4aeB TOPMOHOPE3UCTEHT-
HOTO Y HOBOPOXKJIEHHBIX U IpyaHbIX neteit [1—8]. BaxkHo
MPeACTaBUTh TleAuaTpaM HOBelIle AaHHbIe O (heHOTH-
MUYECKUX U TEHOTUTTMYECKUX OCOOEHHOCTSIX 3TUX (hOopM
3a00JIeBaHUSI, CTpATETUM BEIEHUS JeTeit C HOBBIMU BO3-
MOXHOCTSIMM ~ MOJIEKYJIIPHO-TEHETUYECKON  TMarHo-
CTUKMU U JICUCHUSI.

B nmennatpuyeckoii Heposorun 66T 000CHOBAHBI
TePMUHOJIOTUS U OTpeieJIeHUe BPOXKIEHHOTO U MHpaH-
TWIBHOTO HE(PPOTUUECKOTO CUHIPOMA Y HOBOPOXIEH-
HBIX U TPYIHBIX JeTeli HA OCHOBAaHWU TOTO, YTO CYIIIE-
CTBYET BHYTPUYTPOOHOE MopaxkeHue ¢ MaHubecTaluuei
He(ppOTUYECKOTO CUHAPOMA MOCTIE POXIACHUS, TSKEJI0e
TeUeHUE C OCJIIOXHEHUSIMU, BBICOKMI PUCK JeTajlb-
Horo ucxona. Hedporuueckuii cMHIpOM, BO3HUKIIUIA
y nereit B Bo3pacte 0—3 Mec, MPUHSTO CUUTATh BPO-
KIEeHHBIM, B 4—12 Mec — nHGpaHTUIbHBIM. KitmHuYeckn
BPOXIEHHBIN 1 MH(OAHTWIBHBIA HEDPOTUUECKUIT CUH-
JIPOM TIPOSIBJISIETCSI U30JMPOBAHHOM MU CUHAPOMAJb-
HOt (OpMOIt C MYJIBTUCUCTEMHBIMU TIPOSIBICHUSIMU
[1-=5, 7-9]. Tlo orBeTy Ha Tepamnuio MPEeIHU30JOHOM
TPaAUIIMOHHO  BBUICJISIIOT TOPMOHOYYBCTBUTEJIbHBII
1 TOPMOHOPE3UCTEHTHbBIN BPOXIEHHBIN U MH(MAHTUIb-
HBIA HeppoTtuueckuit cuHapom [1-5, 7—9]. Crepounno-
PE3UCTeHTHBIN HEDPOTUUECKUT CUHIPOM, BOZHUKIIUHN
Y HOBOPOXXJEHHBIX M TPYIHBIX I€TEH, 4aCTO MPOTPeccu -
pYeT B TMTOYEUYHYIO HEJOCTATOYHOCTh YXe B JIETCKOM BO3-
pacte [1, 4, 5, 7-9].

B pesynbraTe mpoBeneHHBIX BO MHOTHX CTpaHaX Mupa
TeHEeTUYECKMX UCCIIeOBaHWI MojlydeHa PyHIaMeHTalb-
Hasi uH(oOpMalLMsI O TaTOTeHe3e BPOXIEHHOro MHpaH-
TWIBHOTO He(ppOTUYECKOro CUHApoMa y aeTeil. Myra-
1IMM B TeHaX, KOAMWPYIOIIMX KOMIOHEHTbl Oa3albHOM
MeMOpaHbl KJIIyOOYKOB TOYKHU U IeJeBOi auacdparmsl,
CTPYKTYPHBbIE WK (PYHKIIMOHATbHbBIE OEJIKU MOIOLUTOB,
JIOKa3aHbl MPU TOPMOHOPE3UCTEHTHOM U TOPMOHOYYB-
CTBUTEJILHOM BPOXIACHHOM W WH(paHTUILHOM Hedpo-
TMYeckKoM cunHapome y neteit [1—10]. B katanore Online
Mendelian Inheritance in Man (OMIM) [3] npencras-
JIEHbI HOMepa, KOJAMPYIOIINE XapaKTepuCTUKU (eHOoTUMa
U TEHOB, MyTalluM KOTOPBIX BEIyT K Pa3BUTHUIO yKa3aH-
HBIX (hOopM 3a00JIeBaHUSI.

B HacTos1iee BpeMst U3BECTHO, UTO Y JIeTeil Hacen-
CTBEHHBI BPOXACHHBI HEMPOTUUECKUN CUHAPOM
B 75% ciydaeB OOYCJIOBJICH MYTallUsIMU B OTHOM W3 5
reHoB: NPHS1, NPHS2, WT1, LAMB2, PLCEI, nacan-
TWIbHBI He(POTUYECKUI CUHAPOM dvalle OOYCJIOBJIEH
MyTauusiMu B ogHoM u3 9 reHoB: NPHS2, NPHS1, WTI,
PLCE1, TRPC6, ACTN4, ADCK4, COQ2wn COQ6 [1, 2, 5,
7-9]. B0 nosoxkeHue B JaabHENIIIEM MOXKET ObITh TIEpe-
CMOTPEHO Ha OCHOBAaHUM PETMCTPOB MEXTYHAPOIHBIX
SMUIEMUOJIOTUYECKUX  UCCAeAOBAaHUN  HAaCJIeACTBEH-
HOTO He(pPOTHUYECKOTro cuHApoMa y aeteid. [1o maHHbIM

A. Trautmann u coasr., peructpa PodoNet (2015) [10],
npu obciaemoBaHuu 1655 gereit B 64% ciydaeB OBLI
YCTaHOBJIEH CTEPOUJIOPE3UCTEHTHBIN He(hPOTUIECKUI
CHHJIPOM B TepBbIe 5 JIET XXU3HU U B 6% — BpOXICHHBII
HedpoTnueckuit CcUHIpPOM. [eHEeTHYeCKUil CKPUHUHT,
MpoBeIeHHbIN y 1167 meteit ¢ HePOTUIECKUM CUHAPO-
MOM, BBISIBUI B 23,6% ciydaeB Mytaunu reHoB NPHS2
(138), WTI (48), NPHSI (41).

R. Preston u coast. (2019) [2], 0000IIMB JaHHBIE
JINTepaTypbl, TIPEACTABWIM XapaKTepUCTUKU (eHo-
TAMA ¥ TEHOTUIA M30JMUPOBAHHOTO M CUHIPOMAJIbLHOTO
HedpoTUUecKoro CHHAPOMa. ABTOPbl PEKOMEHIYIOT
KJIMHWYECKOoe (PeHOTUNMpOBaHWE M 1IEJEBOW TEeHETH-
YyecKMi aHaau3 ACTSM C 1eJIbI0 AUAarHOCTUKM Haclie.l-
CTBEHHOTO BPOXIEHHOTO U WH(AHTUILHOTO He(poTHU-
yeckoro cuHapoma. H. Jalanko, C. Holmberg (2016) [1]
Ha OCHOBaHWMW T€HETUYECKUX MCCEIOBAHUIN BBIICIUIN
TMEPBUYHBINA BPOXIAEHHBIM W BTOPUYHBIA BPOXKIECHHBINA
HedpoTUUeCKUl CUHIPOM, aCCOLMMPOBAHHBINA C BHY-
TPUYTPOOHBIMU UH(DEKIIUSIMU.

W3onuposaHHble ¢popMbl HacNe[CTBEHHOrO
BPOXAEHHOro U UHPaHTUNbHOIO HePPOTUYECKOro
cuHgpomay aerteit

Bpoocdennwviit  Heghpomuueckuit  cundpom  ecredcmeue
mymayuu eena NPHS 1. Mytauuu reHa NPHS 1, nokanuso-
BaHHOTO Ha XpomocoMe 19q13.1 u Koaupyroliero CuHTe3
HedpUHA TIOIOLUTAMM, OOYCJIOBJIMBAIOT pa3BUTUE ayTO-
COMHO-PEIIECCUBHOTO  BPOXIEHHOr0 He(hpPOTUYECKOro
cuHapoMa (tut 1) [1—6]. Knuandeckuii heHOTHI U MyTa-
uuu reHa NPHS BrniepBble ObUTA BBISIBJICHBI B (PUHCKOM
MOMYJISIIAY, TTIO3TOMY UCITOIb3YETCSl TEPMUHOJIOTHS «BPO-
JKIEHHBIM He(pPOTUYECKU CUHAPOM (UHCKOTO THUTIa»
[1—6]. Mytauun NPHS] 4acto BBISIBISIIOT TIpU Hedpo-
TUYECKOM CHHIPOME Y JeTell pa3IMYHOro 3THUYECKOTO
npoucxoxnaeHus [1-5, 9, 10]. DTu MyTrauum KIMHUYECKUA
MaHudecTupytoT y nereit B Bozpacre 0—10 jieT mogHbIM
He(POTUIECKUM CUHAPOMOM C TeMaTypueil U/WIn apTe-
puanbHoit runepteHsueit [1—5, 7—10]. XapakTepHo MOBbI-
IIeHWEe YPOBHST ajibha-(heTONpoTenHa B MaTEPUHCKOM
CBIBOPOTKE M aMHMOTHUYECKOM KUIKocTH Ha 19-—21-ii
Henene recraumu [1, 7, 8, 11]. ¥V mnoma ¢ 16—22 Hen
recTalii OOHAPYKUBAIOT U3MEHEHUS KITYOOUKOB TOYKH
W IWIaTalMio KaHAJIbLIeB, y IeTel TIPU CBETOONTUYECKOM
MMKPOCKOTTMY OMONTATOB BBISIBIISIOT YBEJIMYEHNE Me3aH-
TMaJIbHOTO MaTpHMKCa, paclIvpeHue KaHaJbleB, WHTEp-
CTULMANbHBIA  (ubpo3, nuddy3HbIH Me3aHTUATbHbBIN
CcKJIepo3 Wi (hOKaTbHOCEIMEHTAPHBIN TJIOMEepYJI0CKIIe-
po3, pexke MUHMMaJbHbIe M3MEHEHMS T10 3JIEKTPOHHOM
MMKPOCKOTUU, TIPU UMMYHHOTUCTOXUMUYIECKOM HCCIIe-
JIOBAaHUM — OTCYTCTBUE 3KCMpeccuu HedpuHa B IIelie-
Boii nuadparmel [1, 5, 7—9]. BpoxaeHHslit HeppoTHUue-
CKUI CUHAPOM (DMHCKOTO THUIIA Y JEeTel MPOrpeccupyeT
B TIOYEUHYIO HEIOCTAaTOYHOCTb B Bo3pacte oT 7 mec 1o 15
ner [1-5, 7-9].

Bpooicoennutit u ungpanmunvHolii Heghpomuueckuit CuH-
dpom ecaedcmeue mymauuu eena NPHS2 (uau PDCN).
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Ien PDCN xaptupoBaH Ha Xpomocome 1q25—q31,
KOAUPYET TONOUMH — WHTETpaJbHBIA MeMOpaHHBIN
0eJIoK, Y4YacTBYIOIIMI B CTPYKTYPHOW OpraHusaluu
1eJeBoi nrnadparmMbl ¥ IIUTOCKeIeTa HOXEK TOTOIUTA
[1-5]. Myrauuu reHa PDCN OTBEeTCTBEHHBI 3a pa3-
BUTHE Y HOBOPOXKAEHHBIX, TPYAHBIX AETEH U B3POCIBIX
U30JJMPOBAHHOTO HEe(POTUUECKOTO CHHIPOMA C ayTo-
COMHO-PELIECCUBHBIM TUIOM HacjeaoBaHus (Tum 2)
[1—-5]. TucTonornueckre AaHHBIC MPU MYyTAlUSIX TeHa
PDCN xapakTepu3ylT KakK MUWHUMaJIbHble H3MEHe-
HUS Win (POKaJIbHOCETMEHTAPHBIN IIOMEPYI0CKIIepO3
C PE3MCTEHTHOCTBIO K CTEPOMIHON Tepamnuu, PeaKo
C YYBCTBUTEJILHOCTHIO K Heit [4, 5, 7—9], ¢ nporpec-
CHpOBaHMEM B TOYEUYHYIO HEJOCTATOYHOCTh y ACTEi
B Bo3pacTte 2—5 et [4].

Bpoocdennviit  u  ungpanmuavHuill  Heghpomuueckuil
cundpom ecnedcmeue mymayuu eena PLCEI. Hedpo-
TUYECKUN cUHApPOM (TUMl 3) ¢ ayTOCOMHO-PELEeCCUB-
HBIM TUIIOM HacJieJoBaHUs O0YyCJIOBJIEH MyTallueil reHa
PLCEI, xaptupoBaHHoro Ha xpomocome 10gq23q24
u xomupytouiero ¢dochonumnazy C ancunon-1 [1-5,
12—14]. B pesynbrare MyTauumii yKa3aHHOTO TeHa
SKCIpeccust TOAOLMHA U HedpuHaA B IIEJIeBOM IHa-
(bparmMe ymeHbIIIaeTCsI, YTO MPUBOIMT y NETE B BO3-
pacte 0—8 JIeT K pa3BUTHIO MOJOLMTONATUN ¢ Hedpo-
TUYECKUM CUHAPOMOM ¢ AUMPOY3HBIM Me3aHTUATbHBIM
CKJIEPO30M WMJIM (DOKATbHOCETMEHTAPHBIM TJIOMEPYJIO-
CKJIEPO30M, PE3UCTEHTHOCTBIO K CTEPOMIHON Teparuu,
pa3BUTHEM TIOYEUYHON HEAOCTaTOYHOCTH B BO3pacTe
ot 5 Mec go 12 net [1, 4, 5]. Y OonbHBIX HeTeil n3peaka
OTMEYalOT MOJTHYIO YyBCTBUTEIBHOCTh K TepaIrvu Tpe-
HU30J0HOM M IIMKJIOCTIOPUHOM [5].

Bpoxcoennwiit u ungpanmuavhblli Heghpomuueckuil cumH-
dpom ecaedcmeue mymauuu eena CD2AP. Ten CD2AP
KapTUpOBaH Ha XpomocoMme 6pl2.3, KommpyeT acco-
nurpoBaHHblii ¢ CD2 mpoTenH, 3KCIpeccupoBaHHBIN
B mesieBoit auagparme. Myranuu reHa CD2A P npuBoast
K HapylIeHUIO ee CTPYKTYpbl U pyHKmuU [1-5]. V nereit
JUarHOCTUPYIOT ~ayTOCOMHO-PEIECCUBHBIN  TOPMOHO-
PEe3MCTEeHTHBIN BPOXIEHHBIN M MHDAHTUIbHBIN Hehpo-
TUYECKUI CUHAPOM C (hOKaIbHOCETMEHTAPHBIM TJIOMeE-
PYAOCKIIEPO30M, UCXOAOM B TIOUEYHYIO HETOCTATOYHOCTh
1o 3-JeTHero Bo3pacTa [2—5].

Bpoxcoennwiit u ungpanmuavhblli Heghpomuueckuil cumH-
dpom ecaedcmeue mymayuu eeva LMXIB. Ten LMXIB
KapTUpoBaH Ha XxpoMocoMme 9q34, KomupyeT MpOTeUH
LmxlIb [2—5]. Okcnpeccus moyeuHoro LmxIb Bbipa-
’)KeHa B TIOJOIWTAX, BCIEACTBUE MYTAllUM pa3BUBAETCS
MOJOLIMTOIIATASL C W30JUPOBAHHBIM He(hPOTHUECKUM
CUHIPOMOM ayTOCOMHO-IOMWHAHTHOTO THUIIA HACJEI0-
BaHus [4, 5, 15]. O. Boyer u coasnrt. (2013) [4, 15] yka-
3ayid Ha myTtanuio reHa LMXIB (p.R249Q) y nauueHTOB
¢ HePOTUIECKUM CHHAPOMOM C (hOKaJTbHOCETMEHTApP-
HBIM TJIOMepyJiockepo3oM. Y. Harita u coasr. (2017), N.
Andeen u coast. (2018) [16, 17] BLISBUJIM MyTalluy reHa
LMXIB y nereii 1 B3pOCJIbIX C U30JIMPOBAaHHBIM Hedpo-
TUYECKUM CHHAPOMOM ¢  (hOKaJTbHOCETMEHTapHBIM

Ob30Pbl JINTEPATYPbI

TJIOMEPYJIOCKIIEPO30M 0e3 KIMHUYECKUX TTPOSIBICHUIA
OCTEOOHMXOIUCITIA3WM, XapaKTePHBIX IS CUHIPOMa
HoTTel-HankoneHHuKa (nail-patella syndrome).

Bpooicoennuiii u unganmunvublii Heghpomuueckuii cuH-
dpom ecnedcmeue mymauuu eena CRB2. Ten CRB2, xap-
TUPOBaHHBIE Ha Xxpomocome 9q33.3, komupyeT Ipo-
teuH Crumbs homolog protein 2, 3KcnpeccCUpoOBaHHbIM
B 1iesieBoit auadparme [1—5, 18]. Myrauuu 3toro reHa
BBI3BIBAIOT ~ ayTOCOMHO-PELECCUBHBIA  BPOXICHHBIN
1 UHGpaHTWIbHBINA HEDPOTUUECKUI CUHIPOM C (hOKaTb-
HOCErMEHTapHBIM TJIOMEPYJI0CKIEPO30M, PE3UCTEHTHBIN
K TIpeIHn30JI0HoTeparuu [1-5, 18].

Bpoxcdennuiit u ungpanmunvuolli Hegppomuueckuil cuH-
dpom ecaedcmeue mymayuu eena MYOIE. AyTocOMHO-
peleCCUBHBIN HeDPOTUYECKUIN CHUHAPOM C (hOKaTb-
HOCETMEHTapHBIM TJIOMEPYJIOCKIEPO30M  BCIIEACTBUE
myTaiiuu reHa M YO 1E, kKapTUpOBaHHOTO Ha XpOMOCOME
15q 22 un xonmupytoniero muo3uH 1E, manudectupyer
y neteil B Bo3pacte oT 2 mec a0 9 ner [1—4]. Hedpo-
TUYECKUH CUHIPOM TOPMOHOPE3UCTEHTEH, WCXOJ
B IMOYEYHYIO HEJIOCTATOYHOCTh HAOIIOMaeTCS B BO3pacTe
1—6 et [1-4].

Bpooicoennniii u unganmunvublii Heghpomuueckuii cuH-
dpom ecaedcmeue mymayuu eena TRPC6. Ten TRPC6,
JIOKaJIM30BaHHBI Ha Xxpomocome 11q21—q22, KonupyeT
MEePEXOIHBIN peLenTop MNoTeHIManbHoro KaHama C6
B 1eneBoit auadparme u nogouurtax [1—5]. Myranuu
reHa TRPC6 OTBETCTBEHHBI 3a pa3BUTHE AyTOCOMHO-
JOMUHAHTHOTO TOPMOHOPE3UCTEHTHOTO HeMpoTude-
CKOTO CMHIpoMa ¢ (hOKaIbHOCETMEHTAaPHBIM TJTIOMEPYJIO-
CKJIEPO30M, MaHU(MECTUPYIONIETO Yy NeTeil B BO3pacTe
0—18 et [4, 5]. Ucxon 3T0i1 hopMbl 3a00€BaHUS B TEP-
MWHAJTbHYIO CTaIUIO MOYEYHOM HETOCTATOYHOCTH IPO-
WCXOIUT B paHHEM U JOIIKOJBHOM Bo3pacTe [4].

Bpooicoennniit u ungpanmunvublii Heghpomuueckuii cuH-
dpom  ecaedcmeue mymayuu eena ARHGDIA. Hedpo-
TUYECKUI cUHApoM (TuUm 8) y aeTeil oOyCIOBIeH ayTo-
COMHO-pelieccuBHOi ~ MyTtauueit reHa ARHGDIA,
KapTHpOBaHHOTO Ha xpoMocoMe 17q25.3 u Koaupyro-
mero Rho-GDIA-anbdha-unrudbutop [1-5]. Dra myra-
LIVST TIPUBOAMT K HAPYIIEHUI0 aKTUHOBOTO IIUTOCKEJIETa
nogouuToB [1—5]. CTeponaope3ucTeHTHBIN He(poTHUIEe-
CKHUii CUHAPOM ¢ TU(h@PY3HBIM Me3aHTHATbHBIM CKJIepO-
30M MJIM (POKATbHOCETMEHTaPHBIM TJIOMEPYIOCKIIEPO30M
MPOTPEeCCUpyeT B MOYEUYHYIO HEIOCTATOUHOCTh y AeTei
B Bo3pacTte oT 3 Mec 1o 3 yet [1, 4, 5], pexxe oTMedaioT
YACTUYHYIO YYBCTBUTEJIBHOCTh K T€paAIrUM TMPeIHU30JI0-
HOM WJIM IIUKJIOCITOPUHOM [2, 5].

Bpooicoennviit. 1 ungpanmunvhbii  Heghpomuueckuii
cundpom ecnedcmeue mymayuu eena WT. Ten WTI —
cympeccop onyxoiun BuiibMca, KapTMpOBaHHBIN Ha XpoO-
mocome 11pl3, komupyer Oeynok omyxonu BuiabMmca
(Wilm’s Tumor Protein) [1-5]. Myrauuu sToro reHa
OTBETCTBEHHBI 3a Pa3BUTHE Yy HOBOPOXIECHHBIX U TPYI-
HBIX JeTeil W30JUPOBAHHBIX (HhOPM HEePPOTUIECKOTO
cuHapoma (tur 4) ¢ 1nddy3HBIM Me3aHTUAJIbHBIM CKJIe-
pPO30M M ayTOCOMHO-PELECCUBHBIM WM ayTOCOMHO-
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JIOMUHAHTHBIM HacjienoBaHuem [2—5]. Hedporuueckuit
CUHIIPOM XapaKTepU3YIOTCSI TOPMOHOPE3UCTEHTHOCTHIO
U YCXOJIOM B TTOYEYHYIO HEAOCTATOUHOCTD JTNOO UyBCTBU-
TEJTBHOCTBIO K TEPAITUM U BEIXOIIOM B peMuccHio [2—5].

Bpooicoennuiii u unpanmunvublii Heghpomuueckuii cuH-
dpom ecaedcmeue mymavuu eena LAMB2. V3onupoBaH-
HBII HedpoTUUecKUit CUMHAPOM (TUI 5) ¢ ayTOCOMHO-
perieCCMBHBIM TUITOM HaclleIOBaHUS Y eTel 00YCITOBIeH
MyTauuei reHa LAM B2, KapTUpOBaHHOTO Ha XpOMOCOME
3p21 1 Koaupyoiero KOMIOHEeHT 0a3aabHO MeMOpaHbI
Kiayobouka Oera-2-namuHuH [1-5]. Hedpornueckuii
cuHApOM ¢ AUGh@Y3HBIM Me3aHTHAJbHBIM CKJIEPO30M
i (pOKaTbHOCETMEHTAPHBIM  TJIOMEPYIOCKIIEPO30M
MpoTeKaeT 6e3 aHOMaJInii TJ1a3a, XapaKTepHbIX ST CUH-
npoma Pierson, mcxom B TOYEYHYIO HEIOCTATOUHOCTH
Habmopaercs B Bo3pacte 0—20 et [4, 5].

Hnpanmunvubiiit Heghpomuueckuii cuHdpom ecaedcmeue
mymavuu eena EMP2. Ten EMP2 xkapTupoBaH Ha XpOMO-
come 16pl3, KommpyeT SIMUTEIUATbHBIA MeMOpaHHBIN
MPOTeVH 2-TO TUIA, 3KCIPECCUPOBAHHBI B HOXKAaxX
nogounutoB [2—35]. BceneactBue myraumu reHa EMP2
y JieTeid MaHUMECTUPYET ayTOCOMHO-PEIIeCCUBHBIN Hed-
pornueckuii cuHapoM (tur 10) ¢ coxpaHHO# GyHKUMEH
MOYeK, YaCTO PEIUANBUPYIOIINI, TOPMOHOUYBCTBUTEb-
HBII ¢ UICXOIOM B PEMHCCHIO, peXKe CTEPONIOPE3UCTEHT-
HBII C peMHuCcCcUell B pe3ysbrare Tepanuu nukiodocda-
HOM [2-35].

Bpooicoennuiii u ungpanmunvublii Heghpomuueckuii cuH-
dpom ecaedcmeue mymayuu eena TBCIDSB. Myranuu
reHa TBCIDS&B, xaptupoBaHHoro Ha Xq22.3, o0yc/oOB-
JINBAIOT pa3BuTHEe HedpoTtuueckoro cuHapoma (tum 20)
¢ X-CIEMJIEHHBIM pPEeLleCCUBHBIM TUTIOM HaCJeIOBaHUS
[3, 19]. G. Dorval u coaBt. (2019) [19] BbIsIBUIM B OAHOM
ceMbe Y 3 HOBOPOXKIEHHBIX U TPYIHBIX AT TOPMOHO-
PE3UCTEHTHBIN He(PPOTUIECKUN CUHAPOM ¢ (DOKATbHO-
CEerMEeHTapHBIM TJIOMEPYJIOCKIEPO30M BCJIEICTBHE MyTa-
LIMY JAHHOTO TeHa.

CuHppomManbHbie GopMbl HACNIEeACTBEHHOr0
BPOXAEHHOro u UHPaHTUIbHOrO HeppPOTUYECKOro
cuHppomay aeten

Bpooicoennuiii u unganmunvublii Heghpomuueckuii cuH-
dpom npu cundpome Denys—Drash eciedcmeue mymauuu
WTI. P. Denys u coanrt. (1967) [20], A. Drash u coaBr.
(1970) [21] omucanu cUHAPOM, BKIHOYAIOIIUN Hedpo-
TUYECKUII CUHIpPOM, HedpobsacToMy, MYXCKOH TCeB-
norepmMadpoauTusM.  AccolManuio  HedpoTUueckoro
cuHapoma ¢ TUG@Y3HBIM ME3aHTHATBHBIM CKJIEPO30M,
omyxoJiblo Bunbmca (amMOpuoHanibHast HedpobiacToma)
U MYXCKUM TICEBIOTEPMADPOIUTUIMOM XapaKTEePU3YIOT
kak cuHapoMm Denys—Drash ¢ ayrocoMHO-mOMMHAHT-
HBIM TUTIOM HacjenoBaHus [1—5, 22—26]. Myrtaumus reHa
WTI, nokanuzoBaHHOTrO Ha xpomocoMme 11p13 u konupy-
folero 6e0K onmyxonu BuibMmca, OTBeTCTBEHHA 3a pa3-
Butre cuHapoma Denys—Drash [15]. R. Habib, T. Bois
(1973) [22] BrepBble yKazaiu Ha TUMEOY3HBIH Me3aHTH-
aJTbHBIN CKJIepO3 KaK Ha OTYETIWBBIM THI MOPGhOIOTHU-

YECKMX M3MEHEHMI, MPUBOIMIIMI K IOYEYHOI HeIo-
CTATOYHOCTU TIPU M30JMPOBAHHOM HEe(PPOTUIECKOM
CUHIpPOME WIM B CTPYKType cuHiapoma Denys—Drash
y nmeteit. [IporenHypust UM HeDPOTUUECKUI CUHIPOM,
MaHudecTupyloue y nereid B Bozpacre ot 0 mo 10 Jer,
PE3UCTEHTHBI K CTEPOUAHON Tepanmu U TPOrpecCUpyioT
B TOYEYHYI0 HEJIOCTAaTOYHOCTh B Bo3pacte (0—15 jer
[1-5, 22-25].

Bpooicoennniit u unganmuavhblil Heghpomuueckuil cuH-
dpom y demeii npu cundpome Frasier ecnedcmeue mymayuu
eena WTI. Accouuaiiusi He(pOTUYECKOTO CHHApPOMa
1 ToHamobjacToMbl Obla ommcaHa S. Frasier (1964)
[1-5]. AyrocomHo-penieccuBHbIii cuHapoM Frasier
obOycnopyieH myratueii reHa WT1 [3—5]. Y HoBopoxIeH-
HBIX U TPYIHBIX JeTell TUarHOCTUPYIOT He(POTUUECKUIA
CUHIPOM C MOpP(OJIOrMYecKoll KapTUHOUN (oKalbHO-
CEerMEHTapHOTO TJIOMEPYJIOCKIIepO3a W TOHATO00IACTOMY,
MPOTrpeccUpoBaHre B MOYEUHYIO HETOCTATOYHOCTh MPO-
UCXOIUT B Bo3pacte 5—7 et [4, 5, 24—-27].

Bpooicoennniit u unganmuavhblil Heghpomuueckuil cuH-
dpom npu cundpome Pierson ecredcmeue mymayuu eeHa
LAMB2. M. Pierson (1963) ormcan HepoTUIECKUIT CUH-
JIPOM B COUETaHUU C aHOMaJIUsIMU T71a3a [ 1—5]. Myrauuu
reHa LAMBZ2, nokanu3oBaHHOTO Ha Xpomocome 3p21,
KOIUPYIOIIEro 6eta-2-JaMUHUH, TTPUBOISIT K pa3BUTHIO
HedpoTtnueckoro cuHapoma (tum 5) y gereit [1-5, 27,
28]. B HopMe aKcIpeccust TTouyeyHoro 0eTa-2-1aMUHIHA
BbIpakeHa B 0Oa3aibHON MeMOpaHe KJIyOOUYKOB TTOYKH,
OKYJISIPHOTO — B MHTPAOKYJISIPHBIX MBIIIAX; B PE3yJIb-
TaTe MYTallMd pa3BUBAETCS TUIOTUIA3Usl IMIMAPHBIX
W 3paykKoBBIX MBI [5]. AyTOCOMHO-pEeleCCUBHBIN
cuHapom Pierson y mereit xapaktepusyercsl COueTaHHOM
MaToJIOTUEH TToUeK U T1a3 (MUKPOKOPUSI, 3aHUI JTEHTHU -
KOHYC, KaTapakTa, aHOMaJIUX XPYCTaIMKa W POTOBMIIBI)
[1=5]. Crepoumope3ncTeHTHbINT HEe(POTUYECKUIT CHUH-
IpoM ¢ (hOKaTbHOCETMEHTAPHBIM TJIOMEPYJIOCKIEPO30M
MPOTPeCCUpyeT B TOUECYHYIO HETOCTATOYHOCTh B paHHEM
M JTOILIKOJBHOM Bo3pacTte [1-5, 27, 28].

Bpooicoennniit u unganmuavhblil Heghpomuueckuil cuH-
dpom npu cundpome Lowe ecredcmeue mymauuu eeHa
OCRLI. Hedpornueckuii cuHIpoM c (poKalbHOCET-
MEHTapHBIM TJIOMEPYJIOCKJIEPO30M TIpU X-CLEIJIEHHOM
peliecCCMBHOM cHHApoMe Lowe y Majlb4MKOB BCTpeE-
yaercst penko [1-5, 24]. Cunapom Lowe o0ycioBiieH
mytanueit rena OCRL I, kaptupoBaHHoro Ha Xq25—q26
u  Komupywouiero dochatuauanHo3uTo-4,5-6udoc-
dar-5-docdarazy, >sKCMpeccUpyrollyocss B arrmapare
Tonbmxu [1-3, 24]. CuHAPOM BKIIIOYAET MATOJIOTHIO IJ1a3
(HucTarm, MukpodTanibmMus, 3K30(hTaTbMUSI, MUKPOKO-
pusi, KatapakTa, riiaykoMma), roJJOBHOTO Mo3ra (Metabo-
JIn4YecKas sHIedaaonaTs, aHoOMaJauu 6eJIoro BellecTBa,
YMCTBEHHAs! OTCTAJIOCTh, MBIIIIEYHAsI TUTIOTOHUSI ), TIOUEK
B BuIe cuHApoMa MaHKOHM (TJIIOKO3YpHsl, TUTIEPAMUHO-
aluaypusi, MeTaboIMYecKuii auuao3, runodocdaremus,
docharypus, KalablIUypus, paxuT) ¢ MPOTEUHYpUEH
WA He(POTUYECKUM CUHAPOMOM C (POKaTbHOCETMEH-
TapHbBIM IJIOMepyJiockiaepo3om [1, 2, 24].
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Bpoxcoennwiit u ungpanmuavhblli Heghpomuueckuil cumH-
dpom ecnedcmeue mymauuu 6 eewax LAMB3, ITGB4,
ITGA3, CDI151. AyTOCOMHO-pelleCCUBHBINI  Hedpo-
TUYECKUIl CUHAPOM C KapTUHOW Aud@y3HOro mesaH-
rMajJbHOTO CKJepo3a WM  (hOKaJTbHOCETMEHTAPHOTO
TJIOMEpYJIOCKJIepo3a B acColMallMd C TMPOSIBIEHUSIMU
OyJUIe3HOTO 3IUAEPMOJIN3a, OHUXOAUCTPO(PUM, HEHpo-
CEHCOPHOI TYTOYXOCTH U JIPYTYMX aHOMAaJWii (paciieJnHa
MSITKOTO Heba, aHKWJIOTJIOCCUSI) OOYCJIOBJIEH MyTalluei
TeHOB, KOIWPYIOIINX KOMITOHEHTBI 0a3ajJbHOW MeM-
OpaHBbl KJIyOOUYKOB MOYkd W nepmbl [1—4]. OnucaHbl
MyTaiuu B 4 reHax: LAM B3, KapTUpOBaHHOTO Ha XpPOMO-
come 1q 32.2 u komupytoiero 6eta-3-naMmuHuH; [TGA3,
KapTUpOBaHHOTO Ha xpomocoMe 18qll, Komupylomero
a3 unterpuH; ITGB4, kapTupoBaHHOrO Ha XpOMOCOME
17925.1 u xonupytouero 6eta-4-unrerpun; CD151, kap-
TUPOBAaHHOTO Ha xpomocoMe 11pl5.5 m Kommpyromiero
terpacrmtanuH TM4 [1—4]. Hedporuueckuit cuHapom
¢ OYJUIe3HBIM 3 TTUIEPMOJIM30M BCJICCTBUE MYyTallMY FeHa
LAMB3 mporpeccupyeT B TIOYEUHYIO HEIOCTaTOYHOCTb
y nereil B Bo3pacte oT 5 mec a0 2 jet [1, 4]. B Hamem
HaOJIIOIeHUN Y cMOCOB (MabuuK 7 JIET U eBoYKa 4 JieT)
C KIMHUYECKUMU (peHOTUNIaMKU MH(MAHTUIBHOTO Hedpo-
TUYECKOTO CUHAPOMA, OHUXOIUCTPOGUH, OYIIIE3HOTO
SMUIEPMOJIN3a, HEMPOCEHCOPHOI TYTOYXOCTH (BKIIHOYAsT
Y JI€BOYKU PaCIIEIMHY MSITKOTO He0a M aHKUJIOTJIOCCUIO)
BciencTBue Myrtaiuu reHa CDI5] umenach coxpaHHast
dbyHKk1MS TIOUEK [29].

Bpoxcoennwiit u ungpanmuavhblli Heghpomuueckuil cumn-
dpom npu cundpome Galloway—Mowat écaedcmeue myma-
yuu 6 eenax WDR73, TP53RK. AyToCOMHO-PelleCCUBHBIN
cuHapom Galloway—Mowat oOyciioBieH MyTaluei reHa
reHa WDR73, xkonupytoiero nporenH WD40 [1-5, 30].
CuHIpOM BKITIOUaeT He(POTUUECKUIT CUHIPOM, MUKPO-
nedannio, auadparMalbHYl0 TPbBIXKY, TMOPOKU YIIHBIX
pakoBMH, T71a3 1 yepemna [1—5, 24, 30]. Iucronornueckue
M3MEHEHUsl TMoYeK Kiaccuuuupyor Kak auddy3Hblii
ME3aHTHaJIbHBIN  CKJIepo3 WK (hOKaTbHOCEeTMEHTap-
HBII TJIOMEpYJIOCKIIEpO3, peXe MUHUMAaTbHble H3Me-
HeHust [1—5]. Mcxon B TepMHUHAJIBHYIO CTAJUIO TTOYEY-
HOI HEIOCTAaTOYHOCTU KOHCTAaTUPYIOT B BospacTe 0—6
et [4]. Hedpornyeckmii cMHIAPOM ¢ MHUHUMAaJIbHBIMU
U3MEHEHUSIM SIBJISIETCSI TOPMOHOUYBCTBUTEJIbHBIM [24].
H.S. Hyun u coasrt. (2018) [31] oOHapyXuin roMo3u-
rotHyto Mmytaiuio reHa 7P53RK y 3 cubcoB, MMEBIINX
(beHOTUTIBI BPOXKIEHHOTO HE(DPOTUYECKOTO CUHAPOMA,
MUKpolleau 1 MUKPOTHATHM, C JIETATbHBIM MCXOIOM
B HEOHATaJIbHOM TEPUOJIe U TPYAHOTO BO3pacTe.

Bpoxcoennwiit v ungpanmunvublit  Heghpomuueckuil
cunopom npu Oducnaazuu Schimke ecaedcmeue myma-
yuu eena SMARCALI. Ten SMARCALI, xapTupoBaH-
HBIIE Ha XpomocoMe 2q34—q36, xommupyer SWI/SFN-
MaTPUKC-aCCOIIMMPOBAHHBIN TIpoTeuH [3—5]. Myranuu
reHa SMARCALI mipuBOIST K pPa3BUTHUIO WMMYHHOTO
neduunTa, KOCTHOM OMCIUTa3UM U HedPOTUIECKOTO
cuHapoma, onmcaHHbIX R. Schimke (1974) [1-5]. Ayto-
COMHO-PEILIECCUBHBIN CUHIPOM KIMHWYECKU TIPOSIBIISI-

Ob30Pbl JINTEPATYPbI

ercsl CroHIMIoANMGU3apHON TUCTIIa3uei, HepoTude-
CKUM CUHIPOMOM, T-KJIETOYHBIM WMMYHOIEMUILIMTOM,
HepeOpadbHOM WIeMUe W HEBPOJOTUYECKMMU Hapy-
mweHusiMu  [1-5, 24]. TopMOHOpPE3UCTEHTHBIN Hehpo-
TUYECKUI CUHIAPOM C (HOKATbHOCETMEHTAPHBIM TJIO-
MEpYJIOCKJIEPO30M Y AETei MpPOrpeccupyeT B MOYEUHYIO
HEAO0CTAaTOYHOCThL B paHHEM Bo3pacTte [4].

Hupanmunvubiiit neghpomuueckuii cunopom npu Nail —
Patella cundpome 6caedcmeue mymauuu eena LMXIB.
Mytauuu reHa LMXIB, KapTUpOBaHHOTO Ha XpPOMO-
come 9q34 1 KOIMPYIOIIEro TPaHCKPUTIIMOHHBIN (hakTop
Lmx1b, obycnoBiuBaloT narosoruto KosiareHa IV tumna
C HapylIeHHeM CTPYKTYphl 6a3ajbHOW MeMOpaHbI KITy-
OOUYKOB TTOYKHM, a TaKKe HaIKOJEHHWKA, KOCTEe M Tjia3
[1=5, 15, 32]. ApTpOOHMXOOCTEOAMCILIa3Usl C ayTo-
COMHO-JIOMUHAHTHBIM THUITIOM HAacJIeAOBaHUs XapaKTe-
puU3yeTcsl TMIO- WM arja3ueil HanKoJeHHUKa, TUIO-
ruiazueit u nuctpodueit Horreit, KOCTHBIMU BBIPOCTaMU
Ha TpeOHSIX TMOAB3IOIIHBIX KOCTEM, aHOMAaIUSIMU TJia3
(kaTapakra, Tjaykoma), TaTojorueil rmodek (Hedpo-
TUYECKUII CUHAPOM WJIM TIPOTeUHYpUsi, reMatypusi) [4,
5, 24-26, 32]. Y aerteit ¢ CHHAPOMOM HOTTel-HAIKOIEeH-
HuKa B 25—50% nuarHoCTUPYIOT HePPOTUIECKUI CUH-
JIPOM C MWHHUMAJIBbHBIMM U3MEHEHMSIMM WM (hOKallb-
HOCErMEHTapHbIM TJIOMEPYJOCKIEPO30M C OTJIOKEHUEM
Gubpui KoyutareHa [4, 5, 24]. Pa3zsutue TepMuHaIbHOM
CTaJIK TTIOYEYHOM HEAOCTATOUHOCTHU Y TTAIIMEHTOB B IET-
CKOM BO3pacTe KOHCTaTUPYIOT B 5—15% ciydaes [4, 5].

Bpooicoennviit. 1 ungpanmuavhbii  Heghpomuueckuii
cunopom ecaedcmeue mymayuu eeva SGPLI. Myrta-
uuu reHa SGPLI, XapTUpOBaHHOTO Ha XpOMOCOME
10922, OTBETCTBEHHBI 3a pa3BUTHE Y HOBOPOXIEHHBIX
W TPYIHBIX JETeil ayTOCOMHO-PELIeCCUBHOTO TOPMOHO-
PE3UCTEHTHOTO HedpOTUYECKOro cuHapoma (tum 14)
C CHHApOMaTbHON MaHUdecTalmeil (HaAMOUYeYHUKO-
Basg HEIOCTAaTOYHOCTh, KaJblM(PUKALMI HaIImodey-
HUKOB, TUITOTOHAIW3M, MXTHO3, Tiyxorta) [3, 33-36].
Hedpornuecknit cuHapom ¢ (doKaabHOCETMEHTAPHBIM
TJIOMEPYJIOCKIEPO30M  WIM JIUPDY3HBIM Me3aHTUaTb-
HBIM CKJIEPO30M U 3KCTpapeHaJIbHON MaHUbecTaluei
MPOrpeccupyeT B MOUYEYHYIO HEIOCTaTOYHOCTh [3, 24,
33-36]. A.R. Janecke m coaBt. (2017) [33] BBIABWIN
myTauuto reHa SGPL1 y neteit ¢ HeppOTUUECKUM CUH-
IPOMOM M KalbIM(pUKaLME HAAIIOUYeYHUKOB. S. Lovric
u coaBt. (2017) [34] o6Hapyxunu myTtauuu reHa SGPL 1
y JmeTeil ¢ He(POTUYECKUM CUHIPOMOM U TOYEHUHOIM
HEIOCTATOYHOCThIO, ACCOIMUPOBAHHBIM C WXTHO30M,
HaAIMOYeYHNKOBOW HEIOCTATOYHOCTBIO, HeNpOCceHCop-
Hoit ryxotoit. R. Prasad u coast. (2017) [35] omnpene-
JIMJIA MYTallMM 3TOTO TeHa y JeTeill ¢ HepPOTUIECKUM
CUHIPOMOM, KalbIU(UKaLel HaAMOYeUHUKOB U HaJ-
MMOYEYHUKOBOM HEIOCTATOUHOCTHIO.

W3 mpenctaBaeHHBIX JAHHBIX CIIEAYET, YTO MOHO-
TeHHbIE M30JIMPOBAHHBIE WU CUHIPOMAaTbHBIE (POPMBI
He(pPOTUUYECKOTO  CUHIpPOMA Yy  HOBOPOXIEHHBIX
W TPYIHBIX JIeTel XapaKTepu3yloTcs (heHOTUTMUECKOM
BapuabeIbHOCTBIO, B OOJIBITMHCTBE CIy4aeB TOPMOHO-
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Cagenxosa H./I. HacnencTBeHHbIN BPOXICHHBII U MHDAHTUILHBIN HeDPOTUUECKIIA CHHAPOM Y €Teli: CTpaTeryis BeICHHUS. ..

PE3UCTEHTHOCTHIO, KaK IpPaBWIO, TUIWYHOM TMCTO-
JIOTUYECKON KapTUHOU AU(h@PY3HOrO0 Me3aHTHaIbHOTO
cKJIepo3a WiIn (HhOKaTbHOCETMEHTAPHOTO TJIOMEpYJI0-
ckiepo3sa [1-5].

Crtparterus BegeHus HacnencTBeHHOro
BPOXAEHHOro U UHPAHTUIIbHOTO HePPOTUHECKOrO
CUHppomMmay [eTen ¢ HOBbIMU BO3MOXHOCTSMU
ANarHoOCTUKU U ie4eHuq

B mpouiom Beke y meTeii ¢ BpOXKIEHHBIM M MH(DaH-
TWJIBHBIM HEOPOTUYECKUM CUHIPOMOM THCTOJIOTHYE-
CKOe MccieoBaHre OMOIMTATOB MOYKH IITUPOKO MCITOJb-
30BaJIOCh B TIPAKTHKE M OLEHUBAJIOCh KaK BaKHEHIITUIA
IMATHOCTUYECKUI W TIPOTrHOCTUYECKMNI KpuTepuii [7—9,
22]. Knaccudukaiuy BpoXIeHHOTO U MHMAHTUIBHOTO
He(POTUUECKOTO CUHIPOMAa CTPOMIIMCH Ha OCHOBE KITU-
HUYECKUX 1 MOP(OIOTUYECKNX JaHHBIX [1, 7—9, 22, 24].

B mHactostiiee Bpemst cepur  MOP(HOIOTMIECKUX
WCCNeOBaHU TIPM  HACJIEACTBEHHBIX (hopMax BpO-
KIEHHOTO W WH(MAHTUIBHOTO HeMPOTUYECKOTO CHUH-
NpoMa y JIeTell, Pe3UCTEHTHBIX K CTEPOUIHON Teparuu,
JIEMOHCTPUPYIOT TUITMYHYIO TMCTOJOTUYECKYIO KapTUHY
I dY3HOTO Me3aHTUATBLHOTO CKIIepo3a I (hOKaTbHO-
cerMeHTapHoro rioMmepyJiockieposa [1—5, 10]. Cospe-
MeHHas Kiaccu@uKamus ¢ y9eTOM FreHeTUUIeCKUX UCCie-
JIOBAaHUI XapaKTepu3yeT (PeHOTHUIT Y TEHOTUTT YKa3aHHBIX
¢dopm 3aboneBaHus y aereit [1].

H. Jalanko u C. Holmberg (2016) [1], R. Preston
u coasT. (2019) [2], O. Boyer u coaBrt. (2016) [4], S. Weber
(2016) [5] yka3bIBalOoT Ha BapuabeJbHOCTb (PEHOTHUIIOB
HaCJIeACTBEHHOTO BPOXIESHHOTO M MH(PaHTUIIBHOTO He(-
POTUYECKOTO CUHApPOMAa (M30JIMPOBAHHOTO W CHHAPO-
MaJIbHOTO) y JeTel MPU OTHOTUITHON TMCTOJOTUYECKOM
KapThHe (HOKaTbHOCETMEHTAPHOTO TJIOMEPYIOCKIepo3a
win  audEPy3HOTO Me3aHTHaIbHOTO CKJIepo3a, PeaKo
MWHUMAaJBHBIX U3MEHEHMIT. ABTOPUTETHBIE YIeHBIE CUM-
TaloT, UTO ITOYEeYHast GMOTICHSI He PACKPBIBAECT STUOJIOTUIO
¥ maToreHe3 3aboneBanus [1, 2, 4—8].

B cBs13u ¢ oOHaApy:KeHHEM TUITUYHON TUCTOJOTHYE-
CKOIl KapTWUHBI (hOKATBHOCETMEHTAPHOTO TJIOMEPYJIO-
ckiepo3a win ITud@y3HOTO Me3aHTHATbHOTO CKJIepo3a
MPU TOPMOHOPE3UCTEHTHOM HE(PPOTUIECKOM CUHIPOME
CYUTAIOT, YTO PE3yIbTaThl TEHETUYECKOTO TECTUPOBAHUS
HCKITIOYAIOT HEOOXOAUMOCTh OUOTICUM TTOYKH B TMAarHO-
CTUYECKUX W TIPOTHOCTUYECKUX IIEISIX Y HOBOPOXKIECH-
HBIX ¥ TpyaHbIX aeteit [1, 2]. [Inst ycTaHOBIEHUS] 3THO-
JIOTMM M TIaTOTeHe3a BPOXIECHHOTO M MHMaHTUILHOTO
He(POTUUECKOTO CUHApPOMA y IeTell TOJIbKO TeHeTHYe-
CKOE€ UCCJIeIOBAaHUE CITY>KUT MEeTOI0M BhiOopa [1, 2].

R. Preston u coaBt. (2019) [2] peKOMEHIYIOT OeTIM
CO CTEpOMAOPE3UCTEHTHBIM HE(DPOTUYECKUM CHHIPO-
MOM TIPOBOIUTH T€HETUYECKOE TECTUPOBAHUE METOIOM
MapajieTbHOTO CEKBEHUPOBAHUST TyTeM TPUMEHEHUS
CEKBEHUPOBAHUS HOBOTO TIOKOJEeHUs (next-genera-
tion sequencing, NGS). Eciau BbICOKO MpOU3BOIUTEb-
HBI METON TapaJlJIeIbHOTO CEKBEHUPOBAHUST TOCTY-
MeH, cleayeT WCIOJIb30BaTh TaHedb TE€HOB, MyTalluu

KOTOPBIX SIBJISIIOTCS ¢ HauboJjiee pacnpoCTpaHEHHBIMU
MOHOT€HHBIMU TIPUYMHAMM  CTEPOUIOPE3UCTEHTHOTO
Hedportnueckoro cuHnpoma — NPHS2, NPHS1, WTI,
LAMB2, PLCE1, TRPC6, ACTN4, INF2, ADCK4, COQ2
u COQ6, LMXIB, APOLI [2]. Ecau texnonorus NGS
HENOCTyIMHA, CKPUHUHT TE€HOB MPOBOMAT IJIsI KaXIou
BO3pACTHOM TPYIIIbI: Y JIeTell ¢ BPOXIEHHBIM Hehpo-
TUYECKUM CUHIPOMOM PEKOMEHIYIOT aHalu3 6 TeHOB
NPHSI1, NPHS2, WTI1, LAMB2, PLCEl, LMX1B;y neteit
¢ WH(MAHTUIBHBIM HEe(DPOTUYECKUM CHUHAPOMOM — 9
reHoB — NPHS2, NPHS1, WTI1, PLCE1, TRPC6, ACTN4,
ADCK4, COQ2 n COQ6; y moapocTkoB — reHoB NPHS2,
TRPC6, ACTN4, INF2, ADCK4, WTI [2]. DTHOC M TUCTO-
JIOTUYECKUE HAXOAKU OINpEeaessioT TPenuMyIeCTBeH-
HBII CKPUHUHT OTpe/ieJIeHHbIX TeHOB [2]. KnmmHuueckoe
(eHOTUTIMPOBAaHWE B COYETAHUU C LIEJIEBbIM TEHETU-
YeCKMM aHajM30M CJIYy>KaT CTaHAapTOM AUarHOCTUKU
HACJIEACTBEHHOTO He(POTUUECKOTO CUHApPOMA y NETeH,
MO3BOJISIOT KIMHUIIMCTAM C YYeTOM KOHKPETHOTO (heHO-
TUTA U TEHOTHUIIA OLUEHUTDb U MPEATOI0XKUTh BEPOSITHBII
OTBET Ha CTEPOUIHYIO MY LIUTOCTATUYECKYIO Teparuio,
MPOTHO3MPOBATh CKOPOCTh IPOrPecCUpOBaHUsI B Tep-
MUWHAJIBHYIO CTaUI0 TTIOYEUHON HEIOCTATOUHOCTHU, PUCK
peuuaMBa Tocje TpaHCIulaHTauuy nouku [1, 2]. BoisB-
JIEHUE BBIIIEONMMCAHHBIX MyTallUil y IeTeli ¢ HeppoTruye-
CKHUM CUHIPOMOM TpPeOYeT MEeIUKO-TeHETUYECKOTO KOH-
CYJITUPOBaHUS CEMEN.

MeTtonbl TepcoOHANIM3UPOBAHHON MEIULIMHBI B JIET-
CKOIl He(dpoJoruu 1aroT BO3ZMOXHOCTDH BBISIBUTH MOJIE-
KyJISPHO-TEHETUYECKUE OCHOBBI Pa3BUTHS HACJIEICTBEH-
HBIX OOJIe3HEl TOYeK, OINPEeAeTUTh CTPATEeruio BEASHUS
OOJIBHBIX JIeTeli, Tepanuio 1 mporHo3 [27]. PaHHuii reHe-
TUYECKMI AuarHo3 obecreuyuBaeT MepcoHaIu3MpOBaH-
HBIH TTOXO/1 K BHIOOPY JIeueOHBIX BO3AEHUCTBUIA C yUIEeTOM
0COOEHHOCTEl reHoTuna U (peHoTumna HePOTUIEeCKOro
CUHIpOMa Y KOHKpeTHoro pebeHka [2]. M3omaupoBaH-
Hble (POPMBI BPOXKIEHHOTO WIM WH(PAHTWIBHOTO Hed-
POTUYECKOTO CHUHApOMA Yy JIeTEl XapaKTepu3yloTCs
PE3UCTEHTHOCTBHIO K CTEPOMIHON Tepanuu, MO3TOMY
MpU TIOJYYEHUU pe3ysibraTa TeHeTUUeCKOro TecTa, IMOJ-
TBEPXKIAIOLIETO MYTAlIMIO TeHa, PEKOMEHIYIOT OTMe-
HSITh CTEPOMIHYIO TEPATUIO B OTCYTCTBUE KIIMHUUECKOTO
addekTa, yUMThIBasE BHICOKUI PUCK MOOOYHBIX 3PdeK-
TOB CTEpPOUIOB Yy HOBOPOXICHHBIX W TPYAHBIX IeTel
[1, 2, 4, 5]. YacTMuHYIO U TOJHYIO YYBCTBUTEJIbHOCTH
K CTEPOWJHON W IUTOCTATUYECKON (LIMKIOCTIOPUHOM)
Teparnuy OTMeYaroT y IeTeil ¢ He)pOTUIECKUM CUHIIPO-
MoM Bcienctsue myrauuii reHoB WT1, NPHS2, PLCE],
TRPC6, EMP2; B Takux ciydasx JIedeHUe MPOIOJIKAIOT
o pemuccun [1, 2, 5].

H. Jalanko u C. Holmberg (2016) [1] mpencraBuin
BelleHWEe JNeTeil ¢ TIEPBMYHBIM BPOXIEHHBIM Hehpo-
TUYECKUM CHUHAPOMOM. sl JieyeHus: BPOXKIEHHOTO
HedpoTnueckoro cuHapomMa (UHCKOTO THUTIA Yy JeTel
3TU aBTOPbl PEKOMEHIYIOT KOPPEKIUIO TUIOATbOyMU-
HEMUU U OTEYHOTO CUHIpPOMA, OOECMEeYUTb BbICOKO-
kanopuiiHyto auety (130 kkau/kr/ cyT) ¢ aaekBaTHbIM
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MUTAHUEM, IS TIPaBUJIBHOTO KOPMJIEHUSI YCTaHOBUTH
HA30TacTPaJbHbIN 30H/ WIX TaCTPOCTOMY. 3aMECTUTE T b-
Hasl Tepanusi METOOM TPAHCIJIAHTALUU TIOYKU OCYIIe-
CTBJISIETCSI IETSIM TIPY TOCTHXKeHUM Macchl Teta 10—15 K

Jns  KOppeKIMM TUMoabOYMUHEMUU UM TUIIOBO-
JIEMUH, OTEKOB, IO MHEHUIO YKa3aHHbBIX aBTOPOB, AETIM
¢ HedpPOTMUECKUM CHUHIPOMOM HA3HAYaAlOT BHYTPU-
BeHHBbIe KareJdbHble MHMY3nu 20% annOymMuHa, 3aTeM
B KOHIIE — CTpyiHOe BBeneHue ¢ypoceMuaa/aa3mkca
(0,5 mr/kr), BHavyanme 3 nByxdacoBble wHpy3um 20%
aTbOyMMHA TIpU TSDKEJION TUIOATbOYMUHEMUU U THUTIO-
BojieMun (no3a 1—5 MJI/KT) U yepe3 HEeCKOJIbKO Helesb
OIHY mecThdacoByo WHYy3uio (1o 15—20 mu/kr/6 4,
3—4 r/xr /cyt). Cienyer OTMETUTh, YTO MPEIHU30J0HO-
Tepanuio He Ha3HavyaloT JAETSIM C MEePBUYHBIM BPOXIECH-
HbIM Hedporuueckum cuHapomom [1]. B.C. Reynods
u coanT. (2015) [37] neTsiMm ¢ HePPOTUUECKUM CUHIPO-
MOM TIPOBOAST BHYTpHMBeHHBbIe WMHMY3uu 20% anboy-
MMHa B 103¢ OT 6 10 1,5 r/Kr/cyT B TeueHue 6 uiam 2—3 4,
MPU  JIOCTVKEHWM YPOBHSI allbOyMUHA B CBHIBOPOTKU
>30 r/n1 mepexomsT Ha aJbTePHUPYIONIIUN  pPeXUM
(4epes IeHb) Un Kaxjable 72 4.

[Tporennypusi, ipuBonsIas K rMnoaTb0yMUHEMUH,
TUTIOBOJIEMUN, TUTEep(PUOPMHOTEHEMUM, TUTIEPIUTINA-
NIeMUU U CHUXXEHUIO YpoBHsST aHTUTpoMmOuHa I11 y nereit
C BPOXJIEHHBIM HEe(PPOTUYECKUM CUHIPOMOM, OOYCIOB-
JIUBAET Pa3BUTHE apTePUATIbHBIX U BEHO3HBIX TPOMOO-
30B, YTO SIBJISIETCSI TIOKAa3aHUEM K MPOdUIaKTUYECKON
MpoTuBOTpOoMOOTHMYEeCKOi Tepanuu [1, 7, 24, 25, 39].
H. Jalanko u C. Holmberg (2016) [1] aeTssm ¢ BpoxkaeH-
HbIM HedpoTrnyeckuMm cuHapomoM (NPHS1) nasznauator
BapdapuH HaTpusi B Bo3pacte 3—4 Henelb, KOTOPBIi
OTMEHSIIOT Tepel XUPYPruuecKMMM BMeIlaTebCTBaMU
u BHyTpUBeHHO BBOAAT aHTUTpoMOuMH III (50 ME/kr).
HetsiMm ¢ HePPOTUUECKUM CUHAPOMOM, UMEIOIIUM CHU-
xeHue aHtutpoMmOuHa Il B KpoBM BcieacTBue morepu
€ro ¢ Mo4Yoii, 0OOCHOBaHa BHYTPUBEHHass WHQY3Us
antutpomouna I1I [1, 25, 30]. s npodunakTuku Tpom-
0OTUYECKUX OCIOXHEHUI TaKUM JETSIM Mbl Ha3zHauyaeM
HU3KOMOJIEKYJISIpHbIE TerapuHbl [24, 25].

H. Jalanko u C. Holmberg (2016) [1] mnsa cHike-
HUs TIPOTEMHYPUU JIETSIM C BPOXIEHHBIM HedpoThie-
CKMM CHUHIPOMOM OOOCHOBBIBAIOT MPUMEHEHUE WHIU-
OMTOpPOB  aHTHOTEH3MHMpeBpaliawliero  @epmMeHTa
(AII®) u wHmomertanmHa. UuHTHOUTOP AIID (KamTo-
MpWJI) Ha3HAvaloT B 103 1—5 MI/Kr/CyT, B OTCYTCTBHUE
addekra yepe3 HECKOJIbKO HeleNb JeueHUsl J0OaBSIOT
Oi0KaToOphl pelenTopoB K aHruoTeH3uHy Il (io3apran
0,4—1,3 Mr/kr/cyt ) moj KOHTposieM (PYHKIHMU MOYEK
U ypoBHSI Kasusi B KposH [1, 7]. Ecnu netu ¢ HedpoTrue-
CKUM CUHAPOMOM BcJiefcTBUE MyTauuii reHoB NPHSI
i NPHS2 He oTBeuyaloT Ha 3Ty Teparnuio, TO pEKOMEH-
nytoT uHaoMmerauuH 1—5 mr/kr/cyt [1, 7]. B.C. Reynods
u coaBT. (2015) [37] npuMEeHSIIOT UHAOMETALIMH B MEHb-
weit goze 0,7—1,8 mr/kr/cyr. Mbl He Ha3HauYaeM UHIO-
METalH NIeTSIM C BPOXJIEHHBIM HEe(POTUYECKHUM CUH-
JIPOMOM C YYE€TOM ero 1mooouHbIX apdexkTos [24, 25].

Ob30Pbl JINTEPATYPbI

VY nereii ¢ BpoXKIeHHBIM HE(PPOTUUECKUM CUHIPOMOM
OBICTPO Pa3BUBAETCSl TUIOTUPEO3, MOITOMY IMOKa3aHa
Tepanust TAPOKCUHOM 110 6,25—12,5 MKT/cyT yTpoM (KOH-
Tposib ypoBHs T,, T,, THPEOTPONHOrO rOPMOHA B KPOBK)
[1, 7, 8, 24, 37]. Anst mpodmIakKTUKU OaKTepuaTIbHbIX
uHGpEKIUH aeTsIM ¢ He(GPOTUYECKUM CHHIPOMOM,
MOJIOCTHBIMU OTEKaMM Ha3HauyalT aHTUOAKTEepHabHYIO
tepanuio. MHby3un uMMyHOTIO0Y/JIMHA BHYTPUBEHHO
MoKa3aHbl C 1eJbl0 TMPODUIAKTUKNA U JIeYeHUs] OakTe-
puagbHBIX M BUpYcHbIX MHpekuuii [1]. HoBopoxneH-
HBIM M TPYAHBIM ACTSIM C HEPPOTUUECKUM CUHIPOMOM
HeoOxoanMbl BbicoKoaHepreTudeckast (130 kkay/Kr/cyT)
un OenkoBas (3—4 r/Kr/cyr) nuera, Ha3HaueHWE BUTa-
muHa D, (1000 ME/cyr), kambuus (500—1000 mr/cyr),
marHus (50 mr/cyT) u Kanus [1].

C 1eablo CHUXEHMST TIPOTEMHYPUM M YaCTOTHI BHY-
TPUBEHHBIX WHQPY3Uil anbOyMuHa B KPYIHBIX Teaua-
TPUUECKMX LIEHTPAX OCYIIECTBISIETCS BeIeHUE JeTeil
C BpPOXIEHHBIM HEMPOTUUECKUM CHUHIPOMOM, MME0-
IIMX COXpaHHYI (YHKIIMIO MOYeK; BelAeHHUE OOJbHBIX
JeTeil mpenycMaTpuBaeT MPEeBEeHTUBHYIO He(GPIKTOMUIO
W TIEpUTOHEATbHBIN IHAIN3, 3aTeM TpaHCIUIAaHTAILIUIO
nouku [1, 7, 8]. Karerep nisi mepuToHeaJbHOTO IMa-
JIN3a yCTaHaBIMBAIOT 3a 2 Hefd 10 HedpakTtomuu [1, 7, 8].
Hetsam ¢ HePOTUUECKUM CUHIPOMOM, OOYCIOBICHHBIM
myTauusiMu reHa NPHS1, 000CHOBBIBAIOT MPOBEICHNE
JIBYCTOPOHHEN He(PIKTOMUU U TEPUTOHEATBHOTO Jara-
JIM3a WIM TeMOoJuain3a Mpu JTOCTHKEHUM Macchl Tena 7
KI, paHHEW TpaHCIUIAHTALMU TIOYKU MPU JOCTHUKEHUU
maccel Tenta 9—10 kr [1, 7, 8]. ITo H. Jalanko u C. Holm-
berg (2016) [1] cTpaTerust BeneHUs AeTell C BPOKIECHHBIM
Hedpornueckum cuHapomoMm (NPHS1) 3akmiovaercs
B eXeIHEBHBIX BHYTPMBEHHBIX MHGY3usax 20% anb0y-
MMWHA M Jla3UKCa, BBITIOJIHEHUW OJHO- WU JBYCTOPOH-
Helt He(PIKTOMUY U TEePUTOHEATbHOTO auain3a, paH-
Hell TpaHCIJIaHTallUM TIOYKW TIPYU TOCTHMXXKEHUUW MacChl
tena 10—15 k. Bospact nereii ¢ ykazaHHbIM 3a0oJieBa-
HUEM Ha MOMEHT OJIHOCTOPOHHEI He(PIKTOMUU BapbU-
pyet oT 4 no 11 mec, Bo3pacT K MOMEHTY JBYCTOPOHHEH
HeDPIKTOMUM U MIEPUTOHEATTBHOTO auajin3a — OT 3 Mec
o 7—16 mec [1, 7, 39—43].

B nutepatype npopoiikaercsi odbcyxneHue BOMpo-
coB  2(MEOEKTUBHOCTU KOHCEPBATUBHOW Teparuw,
11€J1eCO00Pa3HOCTU  OJHOCTOPOHHEN HedpPIKTOMUHU,
MoKa3aHWN K JBYCTOPOHHEW HEDPIKTOMUU U TEPHU-
TOHEAJIbHOMY JMalu3y y JeTeil ¢ HeppOoTUYECKUM
CUHJPOMOM, MMEIOIINX COXpaHHYI (YHKIMIO TToYeK
[1, 7, 8, 39, 40]. B psne KpymHBbIX NeauaTpUIeCKUX
LIEHTPOB TPAaKTUKYIOT 0o0jiee KOHCEpBaTMBHOE Bele-
HUE TaKuX JeTeil: coueTaHWe BHYTPUBEHHBIX MH(DY3UT
20% anbOyMHHa M aHTUIIPOTEMHYPUIECKOTO JIEUSHUS
(maruburoper AP u/wiM WHIOMETAIIMH), OIXHO-
CTOPOHHIOIO HE(MPIKTOMUIO C 1IEJIbI0 YMEHbIICHUS
MPOTEMHYPUU M KOJMYECTBA BHYTPUBEHHBIX WHG}Y-
3Uil abOyMUHA; IUaIU3 HaUMHAIOT TIPOBOAUTD AETSIM
IpHU pa3BUTUU IMMOYeUyHO HemoctaTouHocTH [38, 40].
DTO apryMeHTUPOBAHO T€M, YTO TPU KOHCEPBAaTUBHOM
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MOAX0/e K BEAEHUIO OOTbHBIX AETeil MOXHO COXPAaHUTh
(GYHKIIMIO MOYEK M MPOJIMTh BpeMsl 10 Havaja jaua-
JIn3a, KOHCEPBATUBHOE BeJeHUE CUuTaloT 3(h(HEKTUB-
HBIM MeToaoM [38, 40].

S. Dufek u coast.,, ESPN Dialysis Working Group
(2018) [38] onybamMKOBaIM pe3yabTaThl CPABHUTEIBHOTO
WUCCIeAOBAHUSI TEUYEHUSI M ucXola He(ppPOTUUYECKOTO
cuHapoMa y 25 nereit ¢ myrauusimu NPHS1, nonsepr-
IIUXCS JTBYCTOpOHHEl HedpakTomuu, m y 17 nereit,
MOJIyYaroluX KOHCEPBATUBHYIO Teparnuio. YacToTa pas-
BUTUS CENTUIECKUX WU TPOMOOTUIECKUX OCTOKHEHUIA
ObLTa cOMOCTaBMMa MEXIy CPaBHMBAaeMbIMU TPYITTIIAMU.
Bospact nereit Ha MOMEHT ABYCTOPOHHMX He(pPIKTO-
MUt 1 guanusa coctaBua 7—16 mec. [Ipu okoHUYaTe N b-
HOM HaboneHnu (cpenHuii Bo3pact 34 mec) y 20 (80%)
u3 25 ngereii ¢ HeppaKTOMUEH ObLIa BHITIOJHEHA TPaHC-
TUIAHTaIMSl TIOYKWU, Y OJHOTO HACTYIMWI JieTaJbHbIN
ucxon. B rpymme koHcepBaTuBHOUN Tepamum 9 (53%)
nereit ¢ He(POTUUECKUM CHUHAPOMOM HE HYXIAIuCh
B nmuanu3se, 4 (24%) OblIa BBHITTOTHEHA TPAHCIIIAHTAIIHST
MOYKU, B 2 clydasix KOHCTaTUPOBAH JIETaTbHBIN UCXO/I.
ABTODPBI CYUTAIOT, YTO MHIMBUIYATbHBIN TTOIXOM C TN -
TeJbHBIM KOHCEPBAaTUBHBIM BeIeHUEM JeTeil (BPOKIeH-
HBII He(pOTUIECKUI CUHAPOM Tipu MyTauusix NPHST),
UMEIOIIUX COXPaHHYI (QYHKIMIO TIOYeK, TMO3BOJISIET
MPOJJIUTH BpeMs 10 Haualia Auajinia, OCyIleCTBUTD yia-
JIeHWE M TpaHCIUIAaHTAIMI0 TMOYKU B Mpollecce OTHOM
onepannu [38].

Y. Hamasaki u coast. (2018) [40] u3yyunu kaTamHe3
14 nmereii ¢ BpOXIEHHBIM HE(PPOTUIECKUM CHUHIPOMOM,
KOTOpPbIM OBbUIM TMPOBEACHBI 3aMECTUTENIbHAsI Teparusi
nuanu3omM B Bospacte 2,4t1,3 roma m METOIOM TpaHC-
IUTAaHTALIMU TTOYKY B Bo3pacte 5,2+2,0 roga. Cpok HaOm0-
JIIeHUs TIocje TpaHCIIaHTaluu coctaBui 14,3+8,9 roma.
V 2 nauueHTOB MocJie TpaHCIJIAHTALIMU TTOYKU BbISIBIEHA
MPOTEeUHYpHUsi, OTHOMY TIpOBeJCHA ITOBTOpHAsl TpaHC-
TUTAaHTAllUSI, Y BTOPOTO JOCTUTHYTA ITOJHAST PEMUCCUSI
rocJjie UMMYHOCYyTpeccuBHO Teparuu [40].

B coBpeMmeHHOIT cTpareruu BeneHUs JIeTeil C BpO-
KIEHHBIM ~ He(POTUYECKUM CUHIPOMOM  BBIIEJICHBI
JIBa HarlpaBJIeHUs: KOHCepBaTUBHAs Teparusi U paHHSIS
TpaHCIJIAaHTAIMsI TIOYKW TPU TOCTHXXKEHWM MacChl Tesa
10—15 K1, B 3TOM cjiyyae TIOUYKM yIaJsOT U TpaHCILJIaH-
TUPYIOT JIETSM B TIpOlecce OIHOM orepauuu; BBITOJ-
HEHME JBYCTOPOHHEW HEePPIKTOMUM OIHOBPEMEHHO
WJIM TIO3TAITHO OJHOM, 3aTeM BTOpPOW, U TIepUTOHEATb-
HOTO ain3a, TpaHCTUTAaHTALIMY TTOYKH TTPU JOCTUKEHU N
maccel Tena 10—15 xr [1, 4, 7, 38—41, 43]. TpancmiaH-
TalMsl POICTBEHHON IMOYKU TpU3HAHA 3(PEHEKTUBHBIM
METOIOM 3aMEeCTUTEJIbHON TOYeYHO Tepanuu y aeTei
C HaCJIEZICTBEHHBIM HEe(POTUYECKUM CUHAPOMOM, TIPO-
IrPECCUPYIOIIMM B TEPMUHAJIBHYIO CTauI0 TOYEYHOM
HepocTtaToyHocTH [1, 7, 8, 38—43].

VYV nereit ¢ He(pOTUUYECKUM CUHAPOMOM, BbI3BaH-
HeIM MyTamusmu NPHSI, B 25% ciydyaeB oOHapy-
JKMBAlOT TIOCTTPAHCIUIAHTAHTHBIA  pelUIMB  BCJEI-
cTBMEe 0Opa3oBaHMWs aHTUTeN K Hedpuny [1,7, 8, 41];

peruanB BCICACTBUE 00pa3oBaHUS aHTUTENT K TTOIO-
WHY TIpU HeDPOTUIECKOM CHUHApPOME, OOYCIOBIICH-
HoM wMyrtanusMu NPHS2, naGmopaercss peako [5].
Pemmuccuio mocTTpaHCIIIAHTAHTHOTO peluanBa Hedpo-
TUYECKOTO CUHIPOMA Yy JIeTel JOCTUTAIOT B PEe3ybTaTe
Tepanuu TutazMadepe3oM, PUTYKCUMaboM (aHTUTeNa
K TOBEPXHOCTHOMY aHTUreHy B-numdoiutor CD20)
[1, 5,41, 42]. CyiiecTByeT BHICOKMII pUCK HEMMMYHHBIX
MOBpEeXJAEHUI MoYyeuyHoro ajaorpadra y gerein [44].
PasButme xpoHmdueckoir Hedporatum amiorpadra
y PEIIUTIMEHTa OCTaeTCs aKTyaIbHOM MTPoOIeMoif Tieara-
TpUYeCcKOl TpaHCIUIaHTONOTHH [1, 9, 38—44].

Hannwie T. Holttd u coaBt. (2016) [43] nemMoHCTpH-
PYIOT COTIOCTaBUMOCTh S-JIETHE! BBDKMBAEMOCTH TIOCTIC
TpaHcTUIaHTaIuu mMovku (91%) 1 moyeyHoro amnorpadra
(89%) y neteit ¢ BpOKIEHHBIM HE(PPOTHMUECKUM CUHIPO-
moM (mytaumu NPHST) u CAKUT — (congenital anoma-
lies of the kidney and urinary tract, BpoxJeHHbIe aHOMa-
JIUY TIOYEeK M MOYEBBIBOSIIITUX TTyTEiT) CHHIPOMOM.

3akniovyeHue

B pesynbrate reHeTUYECKUX UCCIIEIOBAHUI TTOJTydeHa
¢dyHIaMeHTaabHast THGOpPMalIYs O TTaTOTeHe3e OOJIbIIUH-
CTBa CJlydyaeB TOPMOHOPE3WCTEHTHOTO W30JMPOBAHHOTO
WJIA CUHIPOMAJIBHOTO BPOXAEHHOTO W WH(pAHTUIBHOTO
HedpoTUUeCcKOro cuHIpoma y nereit. JlokasaHbl MyTa-
LIMY TEHOB, KOJMPYIOIIMX OCHOBHbIE KOMITOHEHTHI I1IeJIe-
Boil nuadparMbl UM OazajibHO MeMOpaHbl KIyOOYKOB
MOYKU, CTPYKTYpHbIE U (DYHKIIMOHAJIbHbIE OCJKU T0/10-
1IMTa, KOTOpPbIE OTBETCTBEHHBI 3a pPa3BUTHE BPOXICH-
HOTO U WH(MAHTWIBHOTO HE(PPOTUUYECKOTO CUHIpPOMa
C TUIMWYHOW TUCTOJIOTMYECKON KapTWHON auddy3Horo
MEe3aHTMaJIbHOTO CKJIepo3a Wi (POKaTbHOCETMEHTApPHOTO
rIoMepysiockiepo3a. B cooTBeTcTBUU ¢ COBpeMEHHOM
MEXIYHApOJIHOW CTpaTerneil KJIMmHu4eckoe (heHOTUITU-
pOBaHUE B COYETAHUU C LI€JIEBBIM T€HETUUECKUM aHaJli-
30M SIBJISIIOTCSl CTAHAAPTOM JIMArHOCTMKM HACJEICTBEH-
HOTO BPOXIEHHOTO UM WH(pAHTUIBHOTO He(PPOTUIECKOTO
cuHApoMa y nereit. JleTsaM peKOMEeHIYIOT BBITIOJIHEHUE
TeHETUYECKOTO TECTUPOBAHUS IO Havyajla UMMYHOCYIIpEC-
CUBHOI Tepanuu u 1o Ouoricuu nouku. Cremayer ocobo
OTMETUTh, YTO B COOTBETCTBUM C TTOCTaHOBJIeHMEM [Ipa-
putenbetBa PO or 10.12.2018 Nel506 «O Ilporpamme
TOCyIapCTBEHHBIX TapaHTUI1 OECIJIaTHOrO OKa3aHUS Tpa-
KIaHaM MeIUIIMHCKOM rmomornu Ha 2019 ron 1 Ha rutaHo-
BbIit iepuon 2020 1 2021 rogoB», NeTsiM ¢ He(pOTUUECKUM
CUHIPOMOM TapaHTUPOBAHO MOJIEKYJISIPHO-TEHETUYECKOE
ncciaenoBanue [45].

Ilytu pemieHMs1 pacCCMOTPEHHOR B CTaThe aKTyallb-
HOl TIpoOJieMbl OTEUYECTBEHHON TIeMaTpUM: BHEIpE-
HUE B MPAKTUKY MEXIyHapOJHOI CTpaTerMu BeIeHUS
JeTeil ¢ BPOXIEHHBIM M MH(pAHTWILHBIM HedpoTHuye-
CKMUM CHUHIPOMOM C MCITOJIb30BAaHMEM HOBBIX METO/IOB
MOJIEKYJIIPHO-TEHETUYECKOM AUAarHOCTUKM U Teparuu,
3aMelaronieid  (pyHKUMIO TI04YeK, WHTeHCUDUKALIUS
TPaHCIJIAHTALIMU TIOYKU 1 €€ JOCTYITHOCTH, TIPOBEIeHNE
AMUAEMUOJOTMYECKUX UCCIETOBAHUIA.
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ITaToreneTHyecKne acneKThl NOBPEKIECHHIA TOJIOBHOTO MO3Ta NpH 00J1€3HI
Buincona—KoHoBasioBa

B.H. Canvkos, P.M. Xydoepkos, B.C. Cyxopykoe
PrBHY «Hay4yHbIn LeHTp HeBponoruu», Mockea, Poccus
Pathogenetic Aspects of Brain Lesions in Wilson—Konovalov Disease

V.N. Salkov, R M. Khudoerkov, V.S. Sukhorukov

Research Center of Neurology, Moscow, Russia

Bonesnp Bunbcona—KoHoBanoBa — HaciieayemMoe N0 ayTOCOMHO-PELIECCHBHOMY THITY 3a00JieBaHue, BbI3BAHHOE MYTAlLUAMH IeHa
ATP7B. TIpn MyTanusax yKa3aHHOTO reHa MPOMCXOJIUT HApyLIeHHe TPAHCIOPTA MeU, YTO MPUBOJUT K ee HAKOIUIEHHIO B KJIETKaX
NeYeHH M HelPOrINM TOJI0BHOrO Mo3ra. Hakonsienne Mequ B HEPBHOI TKaHM HAO0II0AAaeTCS B EPHOJ OT NEPBOro 0 MATOrO JAecs-
Tiierus xu3nu. Kpome Toro, mpu atom 3a0osieBaHMM CTpajsaeT MeTado/u3M Keje3a, KOTOPOe HAKAIIMBAETCA B ACTPOLUTAX
" Makpodarax. Hakomienne yKa3aHHBIX METAJUIOB MPUBOIUT K MOPGOIOrHIeCKAM N3MEHEHHAM [IHAJBHBIX KJIETOK: H3MEHEHHIO
(hopmb1 acTponuTOB, hOPMUPOBAHHUIO MPOMENKYTOYHBIX TUIIOB MUKDOLINH, YBEJHYEHHUIO ee PA3MePOB M OTEKY OJIUTOJEHAPOLTHH, A B
TSKEJBIX CIIY4asiX — K yMEHbIIEHUIO YMC/Ia Hef{POHOB U AeCTPYKIMH MHEJMHOBBIX HEPBHBIX BOJOKOH.

Karoueswte caosa: demu, 6one3nv Buavcona—Konosanosa, 2010610l M03e, HaKOnAeHUe Medu U dceae3d, 8UOOUMeHeHHble acmpo-
Yumot, 0eCMpyKuuss MUCAUHA.

Ans untuposanus: Canbkos B.H., Xynoepkos P.M., Cyxopykos B.C. lNaToreHeTnyeckue acrnekTbl NOBPeXAEHWI ro1oBHOro Mo3ra rpu 6ose3-
Hu BunbcoHa—KoHoBasnoBa. Poc BecTH nepuHaton n neguatp 2020; 65:(6): 22-28. DOI: 10.21508/1027-4065-2020-65-6-22-28

The Wilson—Konovalov disease is the autosomal recessive hereditary disease caused by ATP7B gene mutation. With the mutations
of the gene specified, the copper transport is disrupted, which causes its accumulation in the liver cells and neuroglia of the brain.
The copper accumulation in the nervous tissue is observed in the period from the first to the fifth decade of life. In addition, this
disease affects the metabolism of iron, which accumulates in the astrocytes and macrophages. The accumulation of these metals
leads to the morphological changes in the glial cells, as follows: changes in the shape of astrocytes, formation of the transition types
of microglia and increase in its size, and edema of the oligodendroglia, and in the severe cases, the decrease in the number of the neu-
rons and destruction of the myelinated fibers.

Key words: children, Wilson—Konovalov disease, brain, copper and iron accumulation, modified astrocytes, myelin destruction.
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I ;OJ‘IGSHB Bunbcona—KoHoBaioBa — HaclienyeMoe  He B IMOJHOW Mepe OTpaxaeT XapaKTep KIMHMYECKUX
10 AyTOCOMHO-PELIECCUBHOMY THITy 3a00JieBaHME,  TPOSIBIEHMI W TedyeHHe OOJIE3HM, TaK KaK IIpu Hel
O0OYyCJIOBJIEHHOE T€HETHUYECKM JIETEPMUHMPOBAHHBIM  IIOPAXEHUIO II€YEHU HEPEIKO COIYTCTBYIOT HEBPO-

HapylieHrueM oOMeHa Meau U ee M30BbITOYHBIM HaKOII-
JICHWEM BO BHYTPEHHMX oOpraHax (TpeuMyIIeCTBEeHHO
B TMEUYEHW) U HEPBHOUW TKaHU (B OCHOBHOM B CTPYKTY-
pax rosioBHOro Mmo3ra) [1]. BmepBble KIMHHUYECKYIO
KapTUHY 3TOro 3abosieBaHus omucan B 1912 . amepu-
KaHckuii HeBposior S. Wilson, ocHOBBIBasiCh Ha KJIH-
HUYECKUX TMPOSIBJICHUSAX Yy o0O0CHeaI0BaHHbIX MM 12
nmauueHToB [2]. TlepBoHauasbHO naHHOE 3abojeBa-
HUE Ha3bIBAJIOCh <«TeTMAaTOJEHTUKYJISIpHAs Heipoe-
reHepauusi», HO TM03Ke YCTAHOBWIM, YTO 3TO Ha3BaHUE
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JIOTUYECKUE CUMITOMBI, TIOSIBJIEHUSI KOTOPBIX MOXKHO
ObLTO OBl M30eXaTh MPU CBOEBPEMEHHOM Ha3HauYeHUU
afmekBaTHOM Tepanuu [3]. BriociencTBun HaydHbIe CBe-
JIeHUsI O TlaToreHe3e, MAaTOMU3NOJOTUU W KIMHUYE-
CKMX TIPOSIBIEHUSIX 3a00JieBaHUS OBIINM CYIIECTBEHHO
pacIMpeHbl U JOTIOJTHEHBI TAKUMM HCCIIEI0BATEISIMU,
kak H.C. Hall, A.G. Bearn u H.B. KoHoBanos, nocien-
HUW 1 TIPEIJIOXWIT Ha3bIBaTh 3TO 3a00JieBaHUE «TeTaTo-
nepedpanbHOI muctpodueit» [4].

Hakomnnenue menu npu 6osie3nu Bunbcona—KoHo-
BaJoBa CBS3BIBAIOT C NEe(PUIIMTOM WU TTOJTHBIM OTCYT-
CcTBHEM TpaHcropTupytomiero menb ATdaszHoro mpo-
TenHa P-Tuma, BbIpabaThHIBAEMOTO B TIEPBYIO OYepedb
B KJIETKaxX TIeUeHW. DTOT TPOTEUH Y 3MO0POBBIX JTIOACH
CITOCOOCTBYET TPAHCIIOPTY MeAW B KOMIUTEKC [OJbIKU
M 3aTeM €€ BBICBOOOXIECHMIO JIM30COMaMM B Xemdb [5].
CuHTEe3 yKa3aHHOTO mnporenHa KoaupyeT reH ATP7B,
MyTallMi KOTOPOTO TPUBOMAT K POXICHUIO HeTei
¢ 6onesnpio Bunmbcona—Konosanosa [6, 7]. K HacTosI-
1eMy BpeMeHu ornucaHo 6osiee 500 pa3iMuHbIX MyTalUid
rena ATP7B [8].
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Yacrota BBISIBJICHUSI MAllMEHTOB C JaHHBIM 3a00-
JeBaHueM coctapisier 1 caydait Ha 30 Tbic. neTei,
poauBIIuXcsl XKUBbIMU [9]. Mytauus reHa ATP7B peru-
crpupyetcss B ogHoM ciiydae Ha 90—150 yemoBek [10].
3abosieBaHUE BCTpeUYaeTCs TOBCEMECTHO 1 C OIMHAKOBOM
YACTOTOM y My>KUMH U XeHIluH [11]. Knunuueckue npo-
SIBJIEHUST 00JIe3HU OOBIYHO OOHAPYXKMBAIOTCSI B BO3pAcTe
8—16 neT m XapaKTepU3yIOTCsS CUMIITOMAMU TTOPasKEHUS
nedyeHu [11]. M30bITOUHOE KOMMYECTBO MEIM, HAKarUIM-
BaeMoe B reraroluTax, 3JIMMUHUPYETCS B KPOBb, a 3aTeM
OTKJIaJIbIBAETCS B CTPYKTYpaX rOJIOBHOTO MO3Ta, MPOKCH-
MaJIbHBIX U3BUTHIX KaHAJIbIIAX MOYEK U TUMOE pOTOBUIIbI
m1asHbIX 070K [12]. HeBposornueckasi cuMnromMaTruka
y MAlMEHTOB, HE IMOJyJYaBIIMX HEOOXOAUMOTO JICUCHMUSI,
BBISIBJISIETCS B IIIMPOKOM BO3PACTHOM JIMaria3oHe: OT mep-
BOTO U IO TISITOTO AecATuaeThs Xu3nu [13]. Bmecte ¢ TeM
B 50% ciydaeB 1e0IOT HEBPOJIOTUUYECKOM CUMIITOMATUKI
COBITaJIaeT C AMATHOCTUPOBAHUEM LIMPpo3a nedeHu [ 14].

B coBpemeHHO# JuTepaType CBEIEHMSI O IaTo-
reHese [15], kMMHUYeCKUX TposiBIeHMsAX [16] m maro-
MopdoJIoTUYeCKOll ~ KapTWHE TOpakeHWi  IeYeHU
npu 6os1e3Hu Buibcona—KoHoBaoBa M310XeHbI 10CTa-
TOYHO TIOJTHO [17], a onmmcaHusT BO3HUKAIOIINX ITPU 3TOM
3a00JieBaHUM MOP(HOJOTUUECKUX M3MEHEHUH B TOJIOB-
HOM MO3re pa3po3HeHbl M HE CUCTEMaTU3MPOBAHBI.
B cBs13m ¢ 3TMM B Hacrosieir padoTe MbI 00OOLIMIN
JIOCTYITHbIE HaM JIaHHbIE JIUTEPaTypbl O COJAEPXKAHUU
MEIM M Xeje3a B TOJIOBHOM MO3Te TalMeHTOB ¢ 0oJie3-
Hbi0 Bunbcona—KoHoBasoBa n maroMopdosiornyeckmx
U3MEHEHUsIX, KOTOpble OOYCJIOBJEHBI HapylIeHUEM
MeTaboJIM3Ma 3TUX MUKPO3JIEMEHTOB.

HakonneHue mepu v xxenesa B CTPyKTypax
roJIoBHOro Mmo3ra npv 6onesHu BunbcoHa—
KoHoBanosa

KoHueHTpamuss Menyu B 00pa30BaHUSIX TOJIOBHOTO
MO3ra U CIIMHHOMO3TIOBOM XUJIKOCTHU 10 CPaBHEHUIO CO
3I0POBBIMU B3POCJBIMU Y TIAIIMEHTOB C 00JIE3HBIO Buiib-
cona—KonoBasioBa ysenmuuBaetcst B 10 pa3 [18]. Oo61ie-
MU3BECTHO, YTO BBICOKOE COJepXaHWE MEAU JaeT TOKCH-
yeckuit 3(pdekT n nmaryOHO BO3AEHCTBYET Ha (PYHKIIMKU
HE TOJIbKO OTIEIbHBIX CTPYKTYPHBIX 3JIEMEHTOB HEpB-
HOI TKaHU, HO W BCEil LIEHTPaIbHOW HEPBHOI CUCTEMBI.
B uccnenoBanusix in vitro, Ha 1a00PaTOPHBIX KUBOTHBIX
U1 Ha ayTOTICMIHOM MaTepuajie MOoKa3aHO, YTO M30bITOK
MEeIX MOXET MOBPEXIaTh KJICTOUYHBIC DJIEMEHThI U1 MHU-
LIMMPOBaTh BOCMAJIMUTENIBHYIO pEakUMI0 TPU TOMOIIU
pa3IMYHBIX MEXaHMW3MOB, TaKUX KakK T[OBpeXIeHUe
MUTOXOHAPUI, OKUCIUTEIbHBIN CTpecc, TMOBpEXIeHNE
KJIeTouHoil MemOpanbl, ciiuBaHue JHK u mHrubupo-
BaHMe pepMeHTAaTUBHLIX TIpolieccoB [19]. Bmecre ¢ Tem,
MpU XPOHUYECKON WHTOKCUKALIMM MEIbI0 aCTPOLIMThI
MOTYT YacCTMYHO OKa3bIBaTh OydepHOoe MNpoTUBOICii-
CTBUE MOHAM 3TOTO MMKPORJIEMEHTA, aKTUBUPYSI CUHTE3
[JIyTaTMOHA, KOTOPBIN OIMOCPENOBAaHHO CTHUMYJIUPYET
MepeHoC MeIU B METAUIOTUOHEUH — TIETITUJL U3 TPYIIIThI
HU3KOMOJIEKYJISIDHBIX OEJIKOB C BBICOKHMM COJepXKa-

HUEM IIMCTEeNHa, KOTOPbI CITIOCOOEH TTPOBOAUTH IETOK-
cukaumio menu [20]. Kpome TOoro, M3BeCTHO, YTO TIpU
XPOHUYECKOM WHTOKCUKALIMU MENbI0 yBEJMINBAETCS
KOJIMYECTBO aCTPOILIMTOB UM OHU TIpeTeprieBaloT Mopdo-
JIOTUYECKUEe W3MEHEHMsI, OJHAKO TakXe I10Ka3aHo,
YTO CMOCOOHOCTH aCTPOLIMTOB OKa3bIBaTh Oy(epHoe Mpo-
TUBOJICMCTBUE NOHAM MM He Oe3rpaHUYHa.

Ilpu Gonesnu BuibcoHa—KoHoBanoBa menb penko
HakarJIMBaeTcss B HEPBHBIX KJIETKaX, HO ee OOHapy-
JKUBAIOT B OJINTO-2-TIO3UTUBHBIX TJIMATbHBIX KJEeTKax
MpU IBOMHOM MMMYHOTUCTOXUMHUYECKOM OKpAIlBaHWH.
OueBUIHO, YTO OJMTOAEHIPOLIUTHI Hanboyiee YyBCTBU-
TebHBI K TOKCUYHOCTU MEIM, TaK KaK caMble paHHHE
rnokasarejin Teperpy3ku Meblo OTIETbHBIX o0pa3oBa-
HUIl TOJIOBHOTO MO3ra — 3TO TMAPOIMYECKOe Halbyxa-
HUE MMEJIUHOBBIX 000JIOUEK UM JeMueauHuzauus [16].
TloBpexneHre MuearHa Ha paHHEM 3Tare MOopaXeHUs
TOJIOBHOTO Mo3ra Tipu 6osie3Hu Bunbcona—KoHoBasioBa
MOATBEPKACHO W MPWXKU3HEHHO C TTOMOIIBI0 MATHUTHO-
pesoHaHcHol Tomorpaduu (MPT) [21].

TokcMyHOCTL Meau Yy TAlUMEHTOB C OO0JIE3HBIO
Bunbcona—KoHoBanoBa MoXeT ObITh OOyCIOBIEHA
He TOJbKO neduumToM TedeHouyHoro ATMa3Horo mpo-
tenHa P-tuna, Ho u apyrumu dakTopamu [22], cBsI3aH-
HBIMU ¢ MyTalusiMu reHa ATP7B, B 4aCTHOCTH ¢ Jnedek-
TOM CHUHTe3a KymnpodepMmeHTa IepynoruiasMuHa [23].
B cBsI3M ¢ 3TUM anolepynoruia3aMuH — 1LepyJIoTIa3MUH
0 MIPUCOENVHEHUSI MOHOB MeAu, OBICTPO pasjaraercs
M €ero CIIOCOOHOCTb CBSI3BIBaTh W TPaHCIIOPTUPOBATH
MOHBI MEIM CYIIECTBEHHO CHUXXAeTCs, YTO ObLIO TOMI-
TBEPXXIEHO KakK B 3KCIEpUMEHTEe Ha J1abopaTOpHBIX
JKUBOTHBIX, Y KOTOPBIX MOJCIMPOBAIN O0Jie3Hb Buib-
coHa—KoHoBaJsioBa, Tak U y MallMeHTOB ¢ JaHHBIM 3a00-
JIeBaHMEM: B 000MX Cydasix 3aperdcTpupoBaHa HU3Kast
KOHIIEHTpAI1sI ChIBOPOTOUYHOTO 1iepyJoruia3MuHa [24].

BwmecTe ¢ Tem rokazaHo, UTO HEBPOJIOTMYECKUE CUMIT-
TOMbl TIpu OosiesHn BunbcoHa—KoHoBamoBa Moryt
OBITH OOYCIIOBJIEHBI HE TOJIBKO MOBPEXICHUEM HEPBHOM
TKaHU BCJIEJICTBUE IKCTparenaTuyeckKoil TOKCUYHOCTU
MeIu, HO U TIPY pa3BUTUH TTeYeHOUHOM dHIIehaTonaThu,
XapaKTepu3yleics HaKOIJIEHUEM B KPOBU HEMPOTOK-
CUYHBIX BEIIECTB, KOTOPbIE Y 37I0POBBIX JIIOJEH YTUIN3U-
PYIOTCS B TIeYeHU, HATTpUMeEpP TaKMX, KaK aMMHUaK U Map-
raserr [25].

Kpowme Toro, naHHbIe TUTEPATYPhl CBUAETEIbCTBYIOT,
YTO TPU paccMaTpuBaeMoM 3a00JIeBaHUU B CTPYKTY-
pax roJIOBHOTO MO3Ta MOXET HaKarlJIuBaThCsl HE TOJbKO
Menb, HO U kese3o [18]. Tak, y mauuneHTOB ¢ 60JIe3HBIO
Bunbcona—KoHoBasioBa ¢ HEWpOINCUXUYECKUMU pac-
crpoiictBamu criomotiblo  MPT 0ObLIO ycTaHOBJIEHO,
YTO TUIMOWHTEHCUBHBIE OO0JACTM TOJOBHOIO MO3Ta,
BbisiBIeHHbIE Ha T,*-B3BEILIEHHBIX U300paXeHMUsIX,
B YaCTHOCTU B CKOpJyIie W OJIeTHOM Iape, KOppeau-
pOBaJIM C TIOBBIIIEHHBIM COJEpPXKaHUEM 3Kelie3a, a He
menu [26]. ABTOpBI OTMEUAalOT, YTO HAa MUKPOCKOITH-
YEeCKOM YpPOBHE THITOMHTEHCUBHBIA MarHUTHO-PE30-
HAHCHBI CUTHAI OBLT CBSI3aH C HaJIMYKMEM YacTHII,
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WHTEHCUBHO OKpAIIeHHBIX Ha XeJIe30 U PeppuThH. DTO
HaOMofAeHue ObLJIO TOATBEPXKACHO TOJ0XUTETbHOM
KOppessaieil MexXay JoKalu3alueid TUTTOWHTEHCUB-
HBIX obOJlacTeit, BoIsiBIeHHBIX Tpu M PT, 1 konnyecTBeH-
HOI IEHCUTOMETpHUEl OKpaIIMBaHUsI 3TUX XKe CTPYKTYP
TOJJOBHOTO Mo3ra 1o TypHOymy, KOTOpoe TO3BOJISLIO
OTpeieNiITh Hauboyiee TIOTHBIE XeIe30MOJIOKUTETb-
Hble yacThIbl. COrTacCHO MHEHUIO aBTOPOB TTOHKEHUE
MarHUTHO-PE30HAHCHOTO CHUTHAJla B 3TUX CTPYKTypax
TOJJOBHOTO MO3ra MOXKET YKa3biBaTh Ha YBEIMYEHHOE
qucsio (aromuToB ¢ OOJBIINM COAEpKaHUEM Kejesa.
B3anMocBsI3b Mexkay HelpomereHepamueili W yBEJH-
YeHUEM KeJIe30CoAepKalnX (arouTapHBIX KIETOK
ObUTa TOKA3aHa U paHee IPYTUMHU aBTOPAMHU, HO €€ MpU-
YUHBI ¥ TTOCTEACTBUSI OCTAIOTCS 0 KOHIIA HE BBISICHEH-
HeiMHU [27]. Bo3MOXHO, 4TO Makpodaru nepeMeiaTcs
yepes MOBPEXACHHBIN reMaTosHIIeGaTndecKuii bapbep
B 00JJACTM TOJIOBHOTO MO3Ta C TOBBIIIEHHBIM COIEP-
KaHUEM KeJie3a JJISI TOTO, YTOObl pa3pylInTh OoraThie
JKEJIE30M OJIUTOACHIPOIUTHl M HEUPOHBI WJIM Hapy-
IIATh TPAHCTIOPT XeJe3a. [Ipeamnonaraercs, 4To Xeae30
MOXET OBITh TIPUBHECEHO W3 APYTMX OPTAHOB KeJIe30-
comepXaluMu  (haroUTapHBIMU KJIETKAaMH, KOTOpPbBIE
MUTPUPYIOT B LIEHTPAJbHYIO HEPBHYIO CUCTEMY Ha TIPO-
TSDKEHUM BOCITAJIMTENIBHON peaklUu, COMPOBOXAAIO-
mIeii HelipogereHepamuio [28].

KpoMe Toro, :keae30 MOXET HaKaIllJIMBaThCs
B acTpOLMTax MNpW IUCHPYHKUIWU LepyJoria3MuHa,
YTO, KaK yXe OTMeYajoCh, XapaKTepHO s OOJe3HU
Bunbscona—KonoBanoBa. XKene3o MoxXeT ocaxmaTbes
B GOJIBIIOM KOJUYECTBE B 1e(HhOPMUPOBAHHBIX U MHO-
rosIIepPHBIX PEaKTUBHBIX acTpouutax [29], HO 3TOT
adekT He gBasgercss crneuu@UUHON peakiueit
IJIS allepyJIoTuia3MUHEMUM TIpU 3TOM 3a00JieBaHUU,
TaK KakK eTo BBISIBJISIIOT U MPU APYIUX HellpomereHepa-
TUBHBIX 3a00eBaHuax [30].

CrenoBaTeIbHO, MOXHO YTBEpPXKIaTh, UYTO WOHBI
MeIU, M, B YaCTHOCTH, T€ U3 HUX, KOTOPbIe HAaKaTlJIMBa-
I0TCS B acTpOILMTaX, MEePBOHAYAIbHO NEWCTBYIOT TOK-
CMYHO Ha CTPYKTYpHI TOJIOBHOTO Mo3ra. HakoruieHue
MOHOB XeJie3a TakKe MOXKET CITOCOOCTBOBAThL Pa3BUTHUIO
aCTPOLUTAPHON AUCHYHKIUKM TIpU HelpoaereHepa-
TUBHOM TIpoliecce, JIeXallleM B OCHOBe 6oyie3HU Buiib-
coHa—KonoBasioBa. B To ke Bpemst moBpexneHne HepB-
HOI TKAHU TP 3TOM MATOJOTHU CBA3BIBAIOT HE CTOIBKO
C acTpOLMTApHOU ITMCOYHKIIMEH, CKOJTbKO C yBeaude-
HUEM B Hell 4Hhclia XeJe30CoAepXKalnX Makpodaros.
Bo3MoXHO, 4TO TIepeHachlllleHne acTPOLIUTOB MOHAMU
KeJie3a OyaeT ocnadisiTh CTOCOOHOCTH aCTPOLIMTOB K UX
CBSI3BIBAHUIO U B pe3yJIbTaTe peakKTUBHAs (popma kejaesa
MOXXET BBICBOOOXIATHCSI W y4aCcTBOBAaTh B pPeaKIUsX,
aHaJormyHbIX peakuun POentona [31], a 310, B CBOIO
oyepeb, MOXKET CITOCOOCTBOBATh MOBBIIIEHHOMY 00pa-
30BaHUIO0  OKHUCJIUTEIbHBIX CBOOOIHBIX pPaIMKalloB
U TIOBPEXIEHUIO UMM HEellpoHOB [32]. 3aKOHOMEpHBIM
CJIeICTBUEM TAKOTO Tpoliecca OyaeT akKTUBaIsI MaKpoO-
daros.

Ob30Pbl JINTEPATYPbI

Mopdonoruyeckue u3aMeHeHUs CTPYKTYp
roJIOBHOro Mo3ra npu 6one3Hu BunbcoHa—
KoHoBanosa

WccnenoBanue ayTOTNCUMITHOTO MaTepualia TOJIOB-
HOTO MO3ra y OOJIbHBIX JAHHBIM 3a00JIeBAHUEM BBISB-
JIIET  CYIIECTBEHHBbIE MOPMOJOTUYECKUE U3MEHEHMS
(B 75% cmyyaeB) B 6a3abHBIX sIIpax TOJOBHOTO MO3Ta,
B YaCTHOCTM B CKopJiyrne (putamen), KOTopasi 0ObIYHO
CMOPIIIMBAETCsI, pas3Msryaercss U obecliBeUuMBaeTCs:
KOpPWYHEBOE OKpalllMBaHUE MEHSIETCS Ha KeJITOBaToe.
ATpoUIECKUM U3MEHEHUSIM TTOABEPracTcsl He TOJIBKO
CKOpJIyTla, HO W XBOCTaTO€ SIAPO, TajaMmyc, BapoJiieB
MOCT W cpemHuii Mo3r. Kpome Toro, arpodudeckue
W3MEHEHUsI BBISIBIISIOT B OJIEAHOM Iape, MWHIAIWHE
1 9epHOM BeIleCTBE, a B TUIIOKAMIIE M MO3XKEYKe HX
He oOHapyxkuBatoT [33, 34]. B HaubGosee TSKeNbIX Ciy-
Yasx B CKOPJIyIe OOHApYKMBAIOT HEKPOTUIECKIE M3Me-
HEHUsI, TIPU 3TOM HEKPOTUYECKYIO TTOJIOCTh OKPYXKatoT
HarpyXeHHbIe 3KeJle30M Makpodaru [26]. 3HaYUTETBHO
pesxe TToI00HbIe U3BMEHEHHUSI BBISIBIISTIOT B Tajamyce, 3y0-
JaToM snpe W OeJIoM BellleCTBE TOJIOBHOTO Mo3sra [35].
MuKpoCKOMYeCcKOe UCCIeIOBaHUE CTPYKTYP FOJIOBHOTO
Mo3ra Tipu 6ose3Hn Buibcona—KoHoBagoBa Mo3BossieT
OTPENIeTUTh pa3pekeHre KIETOYHBIX 2JIeMEHTOB HEPB-
HOM TKaHW pa3TWYHONM WHTEHCUBHOCTH, aCTPOIUTHI
¢ aHOMaJIbHOM MOp@OJIOTHE, TTOTEpI0 MUEMHA, BbIpa-
6aThIBAEMOTO OJIMTONECHAPOLIMTAMU, W HarpyXeHHBIE
JKeJae30M MakKpodaru, pacrojioXKeHHbIe B LEHTPaTbHOMN
YacTU Ceporo BellecTBa 0a3aibHBIX raHrIneB. OOHapy-
JKUBAIOTCSl KPYITHBIE aCTPOLIMTHI ¢ aHOMaJIbHOM Mopdo-
snorueit (actpornust Anbureiimepa I u Il Tunos, kiueTku
OnanbcKoro).

PeakTBHBIE acCTpOLUTHI, Ha3bIBa€MBIE ACTPOTIUEH
AunblreiiMepa I ThIma, — 3TO yBeJIMUYeHHBIE B pa3Mepax
KJIETKW ¢ LUATOIIa3MOM, YYBCTBUTEIbHOM MIJIST UMMYHO-
OKpallMBaHUSI Ha KUCJbIA TAMO(GUOPUIUISIpHBIN Oel0K
1 METAJIOTUOHEWH, B KOTOPBIX TUCTOXUMUYECKU BBISB-
JISIIOT OTJIoXeHusT Menu [36]. KimeTku acTporiuy AJbIi-
reiimepa Il Tuma uMeEIOT yBeJIMYEHHBbIE OJIETHO OKpa-
IIMBaeMble siipa W HEeOOJBIINX Pa3MEpPOB ITUTOTLIA3MY.
SImpa TaKWX TMTAaHTCKUX acTPOTIUATbHBIX KJIETOK MOTYT
B 6 pa3 TIpeBbIIIaTh pa3Mepbl HOPMAJIbHOTO TIMATBHOTO
simpa. VI3MeHeHUsT 3THUX KJIETOK B Mpoliecce 3a00JIeBaHUs
MPOXOIAT MOCEIOBATEIbHbIE CTATUN: TUTIEPTPODUST Tel
KJIETOK, yBeJIMYeHNe 1 AedopMaLius siaep, 3HaUUTeTbHasT
nedopmanus saep U GopMUPOBAHUE ISP CO CIOXKHOMN
CTPYKTYpPOIi; pa3pyllIeHue SAepHO MeMOpaHbI, pacTiiaB-
JIEHUE siipa, UICYe3HOBEHUE SIIEpHO MeMOpaHbl U ¢par-
MEHTaI1sI HEUPUTOB.

Kiterkn Omanbckoro Takzke XapaKTepHBI 1T 00JIe3HN
Bunbcona—KoHoBanoBa 1 TOMOJIOTMYHBI KJIETKAM AJTbIT-
reifimepa, Tak Kak U TIepBbIe M BTOPbIE OTHOCSTCS K acT-
pountaMm [17]. Kietku OmnajabCcKoro MMEIOT TMPU3HAKU
HaOyxaHUs M OMUCHIBAIOTCS MOP(MOIOoraMu KakK KJIETKU
¢ «ImeHucToil uwmroruiazmoii» [37]. Knetku Aunbiireii-
Mepa | Tura o6HapyKMBAIOT UCKITIOUUTETHBHO B CTPYKTY-
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Canvkog B.H. u coasm. TTaToreHeTMUeCKME aCMIEKThI MOBPEXIEHMIA TOJIOBHOrO Mo3ra rpu 6osne3Hu BuibcoHa—KoHoBanoBa

pax CKOpPJIYITbl, TOTJa KaK KJaeTku Ajblreiimepa II tuna
HaXOJAT He TOJbKO B CKOPJyIe, HO U B IPYTUX OGa3ajib-
HBIX TAHTJIMSIX, U 3HAYUTELHO peXke — B KOpe TOJIOBHOTO
mosra. Knetrku Omnanbckoro pacnpeneieHbl audgy3HO
B ckopayre. Knetku Anbireiimepa Il Tuma xapakrepHbl
JIUIST paHHEH CTaINK acTPOTIMATIBHOTO OTBETa U UX KOJIU-
YeCTBO HAaMOOJIbIIIee CPEIN BCEX TPEX TUIIOB aCTPOIIUTOB
¢ aHoMmasibHOW Mopdosorueii. Knetku Anbureiimepa
I Tuma n knetrku OnaabcKOro OOHApPYXKWBAIOT TOJBKO
Ha TIO3IHUX CTaausx 3aboeBanus. [1o JTaHHBIM JHUTEpa-
Typbl, OOpa3oBaHUE KJIETOK AJblireiiMepa rnpu 00Je3HU
Bunbcona—KoHoBanoBa He  SIBIsIeTCS  CJIEICTBUEM
MOBpEXIECHNST HEUPOHOB W W3MEHEHUS acTPOLIMTOB
BO MHOTHX CJIy4asix He COIMPOBOXIAIOT W3MEHEHUS
B HelipoHax [38].

Ilpu ©Gonesnu Buibcona—KoHoBamoBa, Hapsay
C BHIOU3MEHEHHBIMU KJIETKAMU aCTPOTJIUU, pEeru-
CTPUPYIOT MOPMOJOTUYECKUE W3MEHEHUST MUKPOTJIUU
U MUETMHOBBIX BOJIOKOH. KJIeTKM MUKPOTIVU TP 3TOM
3a00JIeBAaHUM YBEJIMYEHBI B pa3Mepax U JeMOHCTPUPYIOT
B OCHOBHOM TIPOMEXYTOUHBIE (DOPMbI, HATTOMUHAIO-
Iye Kak TaJOYKOBUIHBIM THUI, TaK W Pa3BeTBICHHBIN
u aMeOouaHbIN ee TuIbl [39]. HepBHBIE BOJIOKHA, KOTO-
phIe TIPOXOAST Yepe3 dYedeBHileoOpa3Hoe Sapo, (PopMU-
PYIOT 3y0uUaTo-KpacHOSIAEPHBIM M MOCTOMO3KEUYKOBBIN
TpakThl, pazpexeHsl [37]. [ucronornyecku 3To MpoOsIBIIS -
eTcst 6JIeTHBIM OKpalllMBaHUEM MUEJTMHA, YTO, KaK MoJjia-
raroT, CBSI3aHO C €TO JECTPYKILMEN U YBeTUIeHUEM JuciIa
Makpodaron. JleMrenMHU3aIMs BOJIOKOH MOCTa MOXET
00ycyioBIMBaTh (DOpMUPOBAHUE TATOJIOTUYECKUX M3ME-
HEHMI, HaNOMWHAIOIIMX ULEHTPAJIbHBIM TMOHTUHHBIN
MMEJTMHOJIN3, KOTOPBI XapaKTepU3yeTcs OTEKOM MUe-
JIMHOBBIX 000JI0UEK, a TIPU TPOTPEeCCUPOBAHUU TIPO-
1ecca — X pa3pbIBOM U pa3pyleHUEM.

Mopdonaornaeckum U3MEHEHUSIM Helporauu
npu Oosesnu BunabcoHa—KoHoBamoBa B OOJBIIMH-
CTBe CJIyJ4aeB COMYTCTBYET IMATOJIOTUSI HEMPOHOB, KOTO-
past TIpOSIBIIIETCS] aKCOHAJBHBIM OTEKOM U 00pa3oBa-
HUeM aKcOHaJbHBEIX cepounon [40]. Yucio HelipoHOB
YMEHBbIIIAETCSI TP TSKEIbIX popmax 3aboneBaHus [41];
KaK M acTPOTJINO3, YMEHBIIEHWEe WX YUCIa PETUCTPU-
PYIOT B 0a3aJIbHBIX TAHTJIUSX: CKOPJIYIIEe, XBOCTATOM SIIpe
n OnegHOM 1mape [42].

B HayuHOIT TIepMOIMKE OIMMUCBLIBAETCS CXOICTBO
oone3nn Buibcona—KoHoBaoBa 1 10BEHWJIBHOTO TIap-
kuHcoHu3Mma [43]. TlomoOGHOe CcXOnCTBO OOBSICHSIETCS
T€M, YTO TIPM IOBEHWIBHOM TIAPKUHCOHM3ME, KaK |
npu Oone3nn BunbcoHa—KoHoBasioBa, y mnaiyMeHTOB
B JIETCKOM M TIOAPOCTKOBOM BO3pacTe MOKET BBISIB-
JIATBCS CUMITTOMATHKA TIOpaXKeHUsT JKCTparupaMUIHON
cucteMbl. BmecTe ¢ TeM mmatoMopdoiornyeckrie n3MeHe-
HUS B TOJIOBHOM MO3Te TIPH IOBEHUJTLHOM TTapKUCOHU3ME
B TEPBYIO Ouepedb CBSI3aHBI C TOPAKEHUEM YEPHOTO
BeIlleCTBa TOJIOBHOTO MO3ra, a He ¢ TOopaXXeHHeM CKOp-
JIynibl U XBoctaroro sifapa [44]. Kpome Toro, B orimuue
ot O6osiesHn Buiibcona—KoHoBanoBa, 11 00BEHUJIBHOTO
MapKUHCOHM3Ma HeXapaKTepHO MopaXkeHUe TTeYeH!.

B nutepaType TakKe paccMaTpUBAETCS CXOICTBO
6one3Hn Bunbcona—KoHoBanoBa (B ciiydasix MO3IHETO
YCTAHOBJIEHMSI TMarHo3a) u 0ose3Hu AublireiiMepa [45].
DTO CBSI3aHO C TeM, YTO YKa3aHHbIe 3200 1eBaHUST KITMHU -
YECKM XapaKTepHU3YIOTCS HapyIIeHUSIMU B TICUXWYECKOI
(KOTHUTUBHBIE W TIOBEIEHUECKUE PAcCTPOMCTBA) U JIBH-
raTeJIbHOW (IMCTOHUSI, TPEMOP W Ipyrasi CUMITTOMATHKA)
cepax, a UX OMOXMMHMYECKHE KOPPEISTHI — Hapylle-
HHeM MeTabonm3ma Memu [46]. CXOICTBO MEXIy STUMHU
3200JIeBaHUSIMU  YCUJTMBAaeT OOHApyXKeHHe JIOKYCOB BOC-
NPUUMYMBOCTHA K Oone3Hu Ajblreiimepa B reHe ATP7B,
T.€. B TOM Te€He, MyTallii KOTOPOTO OOYCIIOBIUBAIOT JIVC-
(GYHKIMIO TpaHCIOpTa Meau Tipu Oone3Hu BuibcoHa—
Konosamnosa [47]. B To e BpeMs maTomMopdojiornaecKkast
KapTHHA YIMOMSIHYTbIX 3a00JIeBaHU CYILIECTBEHHO pa3/iu-
yaetcst: st 6one3Hn Bubcona—KoHoBasioBa Hexapak-
TEPHBI YMEHBIIICHNE YK CIa HEHPOHOB B CTPYKTYPaxX KOPBI
TOJIOBHOTO MO3Tra U aTpoduiyeckrie N3MeHEeHHs B 0a3alib-
HBIX TAHIMSX, TOTJa KakK Tpu Ooe3Hu AJblreiiMepa
YMeHbBIIIEHHE YHWCia HEMPOHOB PETMCTPUPYIOT B KOpe
JIOOHBIX M TEMEHHBIX JOJIei, a HEHUPOHHBIE CTPYKTYpPHI
0a3abHBIX TAHIJIMEB B OOJIBIIMHCTBE CIy4aeB OCTAIOTCS
nHTakTHBIMU [48]. Kpome Toro, ripu 60s1e3Hu BuibcoHa—
KonoBaioBa B 0a3ajbHBIX TaHTJUAX HAXOMAT BHUIOM3-
MEHEHHYIO acTpOIJIMIO, B YacTHOCTH KieTku Omnalb-
CKOro, a Tpu 0osie3HM AJbIreiiMepa MOJOOHBIX KJIETOK
B CTPYKTypaX TOJIOBHOTO MO3ra He BBIABISIOT. Hapsimy
¢ 5TUM (PopMUPOBaHKE AMUJIOMIHBIX OJISIIEK U yBeIrue-
HUE B HUX KOHIIEHTpAIlUU IBYXBAJIEHTHON MeIN — M3Me-
HEHMsI, XapaKTepHble s Ooyie3Hum AublreiiMepa [49],
npu 6oe3H1 Bunbcona—KoHoBanoBa He 0OHapyKMBAIOT.

B coBpeMeHHOI JUTepaType M3Jaraetcs TUITOTe3a,
0OBsICHAIONIAST OTJAWYUSI B HapylIeHUM OOMeHa MeIu
npu ynoMsiHyTeix 3abosneBaHusix [50]. CornmacHo 3Toit
runore3e npu OosesHu BunbconHa—KoHoBanoBa pas-
BUBaeTCs o0O0Ilee TepeHachlllieHne KIeTOK TeYeHU
COeTMHEHUSIMHA OJHOBAJICHTHOM MeI, TTOCTYMalOIIUMU
W3 TPAHCIIOPTHOW CUCTEMBl KHIIEYHMKA C KpPOBBIO
yepe3 BOPOTHYIO BeHY, a TIpu 0oJie3HU AJbLreiiMepa —
TOKCUYECKOe TMOpaXkeHue CTPYKTYp TOJOBHOTO MO3Ta
MOHAMU JBYXBAJCHTHOW MeIU, KOTOPOE MPOUCXOAUT
B pe3yJIbTaTe TOTO, YTO OHU TMOCTYMAIOT B KPOBb, MUHYS
CHCTEMY BOPOTHOI BEHBI.

CregoBatebHO, HECMOTPS Ha TO YTO TIpU OOJIE3HU
Bunbcona—KoHoBanoBa u 6oyie3HM AsblireiiMepa BbIsIB-
JITIOT CXOJIHYIO TICUXOHEBPOJIOTUYECKYIO CUMITTOMATHKY,
OOYCJIOBJIEGHHYI0O ~ HeWpOIereHepaTUBHBIMU  U3MeHe-
HUSIMU, 3TH 3a00J1eBaHUS — pa3HbIe IO HO30JIOTMYECKIM
XapakTepuCTUKaM, TaK KaK TaTo(U3N0JIOTUIeCKHe
MeXaHU3Mbl U MaToMOp(hOJIOTUUECKUI CyOCTpart, Jexa-
1€ B OCHOBE KaXXIOro M3 HUX, CYIIECTBEHHO pa3jiu-
YaloTcs.

3akniovyeHue

TakuMm oOpa3oM, aHaJIM3 JIUTEpPaTypbl  TIOKa-
3aJI, 4YTO TIOBpPEXIEHUE CTPYKTYpP TOJOBHOTO MO3ra
npu 6one3nn Buibcona—KoHoBasoBa MoOXeT BCTpe-
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YaThCsl B IIMPOKOM BO3PACTHOM JMAra3oHe: OT MePBOTO
U JIO TISITOTO AECSTUIIETHS XXU3HU. B To ke Bpemst HeBpo-
JIOTUYECKUEe HapyIIeHMs, acCOLIMUPOBaHHBIE ¢ 00Jie3-
Hblo Bubcona—KoHoBanoBa, B OOJBIIMHCTBE Cy4yaeB
He ITUarHOCTUPYIOTCS B IETCKOM M TMOAPOCTKOBOM BO3-
pacre [51]. HauBaxHneiiue ycinoBusi 3GEeKTUBHOCTA
Tepanuy, Ha3HaYaeMoil TallMeHTaM TIpU 3TOM 3aboJie-
BaHUU — CBOEBPEMEHHOCTh IMATHOCTUKU HEBPOJOTHYE-
CKUX HapyIIEHUI ¥ Hayaio Tepallii B paHHEM Bo3pacTe,
B TOM YHCJie B TIeprojie HOBOPOXKIAeHHOCTH [52]. B cBsi3u
C OTUM HayuyHble 3HAHUS O TMaTOreHe3e TMOBPEXKICHUIA
TOJIOBHOTO Mo3ra Tipu 6osie3nn Bunbcona—KoHoBanoBa
U TTaTOMOP(OIOTMUECKOM CyOCTpaTe 3TUX TTOBPEKICHUIA
JIOJKHBI MPEACTABIIATh OCOOBIM MHTEpEC AJIs CIelraii-
CTOB B 00JIaCTU HEMpoTeauaTpuu.

Ipn sTom 3aboseBaHMM B 0Opa30BaHUSX TOJIOB-
HOTO MO3ra HapyllaeTcsi He TOJbKO TPAHCIIOPT MEIU,
HO M MeTabonm3M XeJie3a. PesyiabraT MOgOOHBIX Hapy-
IIEHWI — HaKOIJIEHWe METaJUIOB B KJeTKaxX HEeUpOTIuu
(Meaum u kenesa), a Takxke B Makpodarax (kesesa),
MWTPUPYIOIINX B HEPBHYIO TKaHb BCJIEICTBUE 3KCTpa-
SHIeDaATNIEeCKUX  HapyIIeHWd,  COMPOBOXIAIOIINX
HelpoaereHepaTUBHBIN Mpoliecc. ACTpoluTapHast Iuc-
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HHTecTHHAIBHBIH 0€JI0K, CBS3bIBAIOIIMIA JKUPHbIE KMCJIOTHI, KAK NMePCIeKTUBHbINA MapKep
NPOHUIIAEMOCTH TOHKO# KHIIKH
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Intestinal Fatty Acid Binding Protein as the Promising Marker of Small Intestine Permeability
A.A. Zvyagin, I.A. Bavykina, T.L. Nastausheva, D.V. Bavykin

Voronezh State Medical University named after N. N. Burdenko, Voronezh, Russia

B crarbe NPHUBE/ICHDBI JAHHbIC TUTEPATYPhI O BO3MO2KHOCTAX UCIOJIb30BAHASA HHTE€CTHUHAJIBHOIO 6em(a, CBA3BIBAIOILETO 2KUPHbIE KHC-
JIOTHBI, B KAY€CTBE JUATHOCTHYECKOIr0o MapKepa npyu nNoBpeKIACHUAX KHIICYHUKA pa3J1H'-lHOI7[ 9THOJIOTUH. PaCCMOTpeHbI ACNEKThbI MpH-
MCHCHUA MapKepa Nnpu neJIMakuu. H])eIlCTaBJ'leHbl CBEICHMA 0 pe3yibTaTaxX UCNOJIb30BAHUA PA3TUYHBIX IHATHOCTHYECKUX METOAUK
MPHA HEJIHAKHUA B CDABHEHUH C ONpeIeIeHneEM HHTECTUHAIBHOTO 68.)1](2[, CBA3BIBAIOIIETO 2XKUPHbIC KUCIOTBI.

Karoueevie caosa: 6emu, 6@/11614, cesA3blearowjue JHCUpHbvle KUCA0mol, yeaudkus, NPOHUUAEMOCHb KUUEYHUKA.

Ans untupoBanus: 3ssrvH A.A., baBbikuHa V.A., Hactaywesa T.J1., baBbikuH [.B. VIHTecTuHaibHbIvi 6€/10K, CBSI3bIBAIOLLMIA XUPHbLIE KUCIOTb,
Kak rnepcrnekTUBHbIN Mapkep MPOHULAEMOCTN TOHKOW Kuliky. Poc BecTtH nepuHaron v neguatp 2020; 65:(6): 29-33. DOI: 10.21508/1027-
4065-2020-65-6-29-33

The Article provides the literature data on the possibilities to use the intestinal protein binding the fatty acids as the diagnostic marker
for the intestinal injuries of different etiology. Aspects of the marker use for the celiac disease are considered. The information
on the results of use of the various diagnostic techniques for the celiac disease compared with the definition of the intestinal protein

binding the fatty acids is presented.

Key words: children, fatty acid binding proteins, celiac disease, intestinal permeability.

For citation: Zvyagin A.A., Bavykina I.A., Nastausheva T.L., Bavykin D.V. Intestinal Fatty Acid Binding Protein as a promising marker of small
intestine permeability. Ros Vestn Perinatol i Pediatr 2020; 65:(6): 29-33 (in Russ). DOI: 10.21508/1027-4065-2020-65-6-29-33

BHaCTOSIH_[ee BpeMsi OCHOBHBIMU METOAAMU THUAarHO-
CTUKU TTPOHUIIAEMOCTHA TOHKOM KUIIIKH, UCTTOTb3ye-
MBIMH BO BpayeOHOI MpaKTUKe, SIBISIOTCS MOPGhOIOTH-
YECKOEe MCCJIeIoBaHWE OMOMNTATOB U TECT C JIAKTYJI030i.
OpmHako BBUIY WHBA3WBHOCTU W CJIOXXHOCTU BBITIOTHE-
HUST 3TUX METOIOB MPOJOJIKAETCS TTOMCK HOBBIX MaJlo-
WHBA3UBHBIX U 3(G(MEKTUBHBIX TECTOB IJIsT JUATHOCTUKU
MOBBIIIIEHHOM TPOHUIIAEMOCTA KUIIEYHUKA W CBSI3aH-
HBIX ¢ Hell 3aboneBaHuii. K TakuM HOBBIM TTepCIieK-
TUBHBIM MapKepaM TOBBIIIEHHOW MPOHUIIAEMOCTH
KUIIEYHUKA OTHOCUTCS MHTECTUHAIBHBIN OETOK, CBA3bI-
BalOILIMK XXUPHBIE KMUCIOTHI (intestinal fatty acid-binding
protein, [-FABP) [1—4]. benku, cBsI3bIBamoIIMe XUPHbIE
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KUCJOTbI, OTHOCSITCSl K BHYTPUKJIETOUYHBIM U YYaCTBYIOT
B MeTab0JIM3Me U TPAHCIIOPTE IJTMHHOLIETTOYEYHBIX KUP-
HBIX KUCJOT. B 3aBUCMMOCTH OT TPOMHOCTU K TKaHSIM
BBIACJSIOT alunouuTapHblii (A), snuaepMaibHbiii (E),
KapauainbHblii U MbliieyHblit (H), Tonkokumeunstii (1),
neyeHouHbl (L), Toncrokumeunsiit (I1), mosrosoii (B)
U TecTUuKyJsipHblii (T) Oesnku, CBSI3bIBAIOIINE XXUPHBIE
kucaothl [5]. Cpeau NMarHOCTUYECKMX XapaKTePUCTUK
0EJIKOB MOXXHO OTMETUTh CJEIYIOIIME: OHU COJEepPKATCs
B KJETKE B BBICOKOW KOHIEHTpAllMU; PACTBOPUMBI
B LIMTOIJIA3Me; MMEIOT HU3KYI0 MOJIEKYJSIPHYIO Maccy
(15 x/la); BbIcOKOCIEIM(UUHBI K TKaHU, U3 KOTOPOit
npoucxonsT [6]. Takum oO6pa3om, GeIKM, CBSI3BIBAIOIIINE
SKUPHbIE KUCIOTbI, MOKHO OTHECTU K YYBCTBUTEIbHBIM
crneu@uUHbIM MapKkepaM NMOBPEXAeHUsT TKAHE.
1-FABP skcnipeccupyeTcst MCKIIOYUTETbHO B TOHKOM
KUILKE U BBICBOOOXKIAETCSI U3 KJIETKU MOCJe MOBPEXIe-
Hus TKaHel [7]. OH conepXUTCs B ANMUTETUATbHBIX KJIET-
Kax TOHKOU KUIIKU U TIPEeJICTaBISIET COOO0I IIUTO30JIbHbBIM
DHTEPOLMTAPHBIA 0€NIOK, KOTOPBIA CIYXWUT YyBCTBU-
TeJIbHBIM MapKepoM TTopaxkeHus dHTepounToB [1]. Cpen-
Hs1st koHLeHTpauusi [-FABP B KpoBu y 310poBBbIX JuIL
HE YCTaHOBJIEHA OKOHYAaTeJbHO, HO, COTJIACHO JaHHBIM
JIUTEpaTyphl, cocTaBisieT ot 69+14 no 172,7 nir/mn [8, 9].
Hecmotpst Ha To 4TO pedepeHCHbIe 3HAYeHUs HE ObLIU
YCTAHOBJIEHBI, HUCCIENIOBATENM  CXOISATCSI BO  MHe-
HUM 00 OAHO3HAYHOM TMoOBbIIeHUN YpoBHS [-FABP
MpU Pa3IMYHON TMATOJOTUU C TOBBIIIEHHOW MPOHU-
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1maemMoctu kuineyHuka. Hampumep, M. Voth u coaBT.
(2019) [7] ormeuatot, uro MenuaHa ypoBHeil [-FABP
JIOCTOBEPHO BBIIlIe B TPYINE MAalMEHTOB C TpaBMOM
JKMBOTA 110 CPAaBHEHMIO ¢ KOHTPOJILHOM rpyrnmnoit (7292,3
n 28,637 nr/min cootBeTcTBeHHO). Kpome Toro, ycra-
HOBJIEHO, uTO YpoBHM [-FABP y manmeHToB ¢ mocTrpan-
MaTU4ecKuM Iokom (844,4 mr/mit) okaszajluch JOCTO-
BEpPHO BBIIIE, YeM B TpyIire KoHTpous (28,637 mr/mi).
ABTOpaMM TakKxXe 3aMe4eHO, YTO MaKCHMAaJIbHBIN Yypo-
BeHb [-FABP ormeuasncs B ieHb TpaBMBI, a B OCJIEIYIO-
IeM TUIAHOMEPHO CHMXaJICSl, TaKMM O00pa3oM, Jena-
ercs BbIBoJ, uTO [-FABP oTpaxkaer Hu3Kyo nepdysuto
KUIIEYHUKA W MOXKET OBbITh MOJE3HBIM M TIEPCTIEKTUB-
HBIM TIapaMeTPOM B JWArHOCTUKE TeMOpparudeckoro
moka. S.F. Assimakopoulos u coast. (2019) [10] nmoka-
3au, uto ypoBeHb [-FABP noctoBepHo Huke y cenTuye-
CKUX OOJIBHBIX, TIPU 3TOM 00Jiee BhIpaskeHHBIM CHUKEHUE
ObUIO y TAIIMEHTOB C OaKTepUEMUUYECKUM a0IOMUHAb-
HbBIM cericucoM. S. Xie u coanT. (2019) [11] BbIsIBUIN
nosbilieHHYI0 cekpeuuio [-FABP mnpu centuyeckom
rnopaxkeHuu KuieyHuka. CorjacHoO pesyjbTaTaM Ucciie-
noBaHus, mpoBeaeHHoro B 2019 . X. Wang u coasr. [12],
MTOBBIIIIEHHAs TTPOHUIIAEMOCTh KUIIEYHWKA, a UMEHHO
noBeitieHue ypoBHs [-FABP, o6HapyxeHa ripu 6oie3Hu
Anblireiimepa, 4To KOCBEHHO TIOATBEPXKIAET TEOPUIO
TMOBPEXKIECHUSI SHTEPOLIMTOB TIpU 3a00JIEBaHUSX HEPB-
Hoit cucteMbl. CocrositennbHOCTh [-FABP kak BaxHoro
MapKepa TOBPEXICHUS TOHKON KWIIKM ITOCTe KpYyI-
HBIX a0JOMUHAJBHBIX OTepaluii MPOAEeMOHCTPUPOBAN
C. Kong u coasr. (2019) [13].

B pabore M. Zambruni u coast. (2019) [14] momny-
YeHbl JaHHbIe, JEMOHCTPUPYIOIINE POJIb ITOBHIIIEHHOM!
MPOHUIIAEMOCTU KMIIIEYHUKA KaK COITYyTCTBYIOIIETO (hak-
TOpa HM3KOPOCIOCTU (TIpU [UTMHE Tena Z-score <—2).
IMox HabmomeHeM B TedeHre 6 Mec HaXOAWIINCh 78 neTeit
B Bo3pacTe OoT 5 10 12 Mec, IpOXMBAIOIINX B CETHCKIX
paiioHax Ilepy, orieHka nmokasaTesieii (PU3MUECKOro pa3Bu-
THSI TIPOBOAMJIACH KaXKble 2 Hel. YCTaHOBJIeHO, uTo 21%
JeTet UMeJTM HU3KOPOCIOCTb, MIPU 3TOM Y HUX OTMeJasIcst
OoJiee BBICOKUIT ypoBeHb chiBopoTouHOro [-FABP, uem
Y POBECHUKOB CO CpeIHel ITMHOoM Tena [14].

HMMeroTcst emMHUYHBIEC TaHHbBIE TI0 COIEP>KaHUIO 3TOTO
Mapkepa npu ricopuase. M. Sikora u coast. (2019) [15]
IS M3YYEHUS KIMHUKO-MeTabOoIMYecKuX (PakTopoB,
BIMsiONIMX Ha KoHueHTpauuio [-FABP B miasme kposu
y OOJBbHBIX TICOPMA30M, BKJIIOYWIW B MCCIEIOBaHUE
80 mareHToB ¢ TicopraszoM 1 40 yenoBeK KOHTPOJbHOM
rpymmel. [Ipy aHanu3e ObLTO BHISIBJIEHO TTOBBIIIIEHNE KOH-
neHtpaunu [-FABP B cbIBOpOTKe ManieHTOB OCHOBHOM
rpynibl (243,00 (108,88—787,10) nr/mMj1) Mo cpaBHEHUIO
¢ koHTpobHOM (114,3 8 (51,60—241,60) rir/mit; p<0,001).
Kpome Toro, BbIsIBIeHAa JOCTOBEpHAsl TOJOXUTEIbHAS
koppensiuus Mexny ypoBHeM [-FABP u unnekcom macchl
tena (r=0,82; p<0,001), nHAEKCOM TSIKECTU 30HBI TICO-
puasza (r=0,78; p<0,001) u oTHOLIEHUEM HEUTPOGDUIOB
K qumponuram (r=0,24; p<0,001), T.e. Tpu yBeIUUECHUN
MPOHUIIAEMOCTH KMIIIEYHUKA OTMEYaJloCh BO3pacTaHue

Ob30Pbl JINTEPATYPbI

WHJEKCa MacChl Tejla, TSKECTU Tcoprasa U OTHOIIEHMS
HelTpoduaoB K tuMmdonnTtam [15].

Krnaccnyeckum npumMepoM UCIOIb30BaHUST B AUArHO-
CTUYECKUX LIEJsIX orpeneneHus: koHueHTpauuu [-FABP
B CBIBOPOTKE KPOBU CIIY>KUT TOBPEXIACHWE KUIIEUHUKA,
XapakTepHoe 151 lenuakuu. Llenmakus — xpoHuuyeckast
TEHETUYECKM JIETepPMUHUPOBAHHAsI ayTOMMMYHHasl 1aTo-
snorusi, T-KJIeTOYHO-OIMOCpenoBaHHAsE — BHTEpONaTus,
XapaKTEePU3YIOIIAsICsS CTOMKONW HENMEePEHOCHMOCTBIO CIie-
nuduuecknx OETKOB 3HIOCIEpMa 3epHa HEKOTOPBIX
3]IaKOBBIX KYJIBTYD C pa3BUTHEM THUIIeppereHepaTOpHON
aTpoduM CIM3UCTOI 000JIOYKM TOHKOU KUIITKU U CBSI3aH-
HOTO ¢ Hell cuHapoMa Majibabcopoimu [16, 17]. CortacHo
MEXIYHAPOIHBIM KPUTEPUSM ITUATHOCTUKKM EBporeii-
CKOro OO0IIlecTBa TMeAMaTpUUeCcKOi TacTPO3IHTEPOJIOTUH,
renarojsorun u Hytpuuuu (ESPGHAN, 2012) anroputm
JNIMATHOCTUKW  1IeJIMaKMKM  BKJTIOYAET CEpOJIOTMYECKUE
TeCThl, MOP(MOJOTUIECKOe UCClIeN0oBaHWE OMoNTaTta TOH-
KOI KUIIIKU U OTpeNie/ieHUe B KPOBU T€HETUUECKHX Map-
KkepoB marojoruu [18]. [Ipu3HaHHBIMU CEPOIOTMIECKIMU
Mapkepamy LeJMakKuud CIayXaT aHTUTela K TKaHEeBOW
TpaHCIJIyTaMMHa3e, SHIOMU3UIO W JAUAMUIMPOBAHHBIM
nenTuaam ravaauHa. OnpeneneHne reHeTHIecKuX MapKe-
POB LIEIMAKUY MOXKET ObITh TTPOBEIEHO Ha JIt00OH cTaanu
3a00J1eBaHMS UTS TIOATBEPXKACHWS AuarHosa [19—22].

Tucronornueckoe wuccienqoBaHre OWOMNTATOB  CJIM-
3UCTOI OOOJIOYKM TOHKOW KHWILIKA — <«30JIOTOM CTaH-
JapT» B IMArHOCTMKE LieJuakuu. B pa3BuUTUM KIMHUKO-
MOP(MOJOTUYECKUX U3MEHEHMI CIM3UCTON 000JOUKHU
no M. Marsh onpenenensl 4 cranuu. Hanmnuue nzmene-
HUM, XapaKTEepHbIX IS KaXTOW CTaauu, TOATBEPXKIacT
IMATHO3 LIEJMAaKUM C aOCONIOTHOM TOYHOCTBIO [23—25].
JloGaByieHe HEMHBAa3MBHOTO MapKepa MOBBIILIEHHOM MPO-
HUIIaeMOCTH KUIIIEYHMKA K MCTIOJIb3yeMbIM B HACTOSIIIIEEe
BpeMsl TlapameTpaM aKTMBHOCTM LEeJIMaKUU (CUMIITOMBI,
CepoJIOTMYECKNEe TECThl U OMOIICHSI) MOXKET CIOCOOCTBO-
BaTh MOBBIIIEHUIO Ka4eCTBa AMArHOCTUKY Lieauakuu [1].

OmHO U3 TIepBbIX UCCIEIOBAaHU, TTOCBSIIICHHBIX BO3-
MOXHOCTH JIaDOpaTOPHOI OILIEHKW TOBBIIIEHHOW IpO-
HULIAEMOCTU KWIIEYHOM CTeHKM ¢ momonipio FABP
npu ueauakuu, mposeaeHo B 2009 1. J.P. Derikx v coaBr. [9].
WMzyuanach nuarHocTuyeckasi IIEHHOCTb OIpeaeIeHUs
OEJIKOB JIBYX KJIAaCCOB, CBSI3bIBAIOIINX KUPHbIE KUCTOTHI —
I-FABP u L-FABP, no u niociie BBeaeHMs 0€3rTI0TEHOBOM
JIUETHI TI0 CPAaBHEHUIO C TAaKOBBIMU Y 3J0POBBIX JIIOMIEH.
B wuccrenoBanue ObUTM BKITIOUYEHBI 26 3M0pOBBIX W 13
MaIMEeHTOB C MOATBEPKACHHOI TTpU OUOTICUY 1IeTMaKUEH,
un3 HuX 10 BbITIOTHEHA MOBTOPHAasI olieHKa ypoBHeit FABP
yepes 1 roj ¢ MOMEeHTa UCKITIOUEHMSI TITI0TeHa U3 palioHa.
Yceranosneno, yro ypoBHu FABP B kpoBu 3HauuTesIbHO
MPEeBbIIIATN TAKOBbIE Y MALMEHTOB C LIeJMaKuel 1o cpaB-
HEHUIO CO 3[I0POBbIMU B KOHTpoJibHOH Tpymme (I-FABP:
784,7 nr/mn mporuB 172,7 nr/mn, p<0,001; L-FABP:
48,4 ur/mn npotus 10,4 ur/miu, p<0,001). I1pu nosTop-
HOM 00CJIeIOBaHUY TOC/e TOAMYHOIO Kypca Oe3rjoTe-
HOBOIl IHMETHI BBISIBIEHO, YTO KOHIEHTpAlLUs MapKepoB
npuxoaut B HopMmy [9]. Pesynbrarbel aToro uccienoBa-
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3eseun A.A. u coaem. IHTeCTHANBHBII 00K, CBSI3bIBAIOILMI XXUPHbIE KUCIOTBI, KaK MEPCHeKTUBHbI MapKep MPOHULIAEMOCTH TOHKON KUIIKK

HUSI CBUACTEJLCTBYIOT, uTo orpeneieHrne FABP moxHO
HCITOTh30BaTh B KAUECTBE HEMHBA3MBHOTO METO/IA OLIEHKU
MopakeHUsI KUIIeUHWKA TIpK Liearnakun. [ToMrumo momo-
HUTEJIbHOM posiu B tMarHocTuke tenuakuu FABP noteH-
LIMAJTLHO MOXKET OBbITh 3(P(HEKTUBHBIM TSI MOHUTOPUHTA
KayecTBa coOMI0IeHMS OE3TTIOTEHOBOM AUETHI.
JIlnarHocTMYeCcKoe 3HaueHWEe OIpeAe/ieHus] KOH-
neHtpaunu [-FABP mpu nenmakum Takke mnoxasanu
I.B. Oldenburger u coaBrt. [26]. B uccienoBanue ObLIN
BKJTIOUEHBI 95 geTeif ¢ KIMHWUYECKUMM TIpU3HAKAMU
LIEJTMAKWUK, TIOBBIIIEHHBIM YPOBHEM aHTUTEN K TKaHe-
Boit TpaHcriytamuHase (IgG-tTG) menee uem 10 HopM
U TIOATBEPKACHHONH MOP(HOIOTUIECKUM UCCIea0Ba-
HUeM OumornraToB. Bcem meTsM ompenessiiid copepkKaHue
I-FABP B cbiBopoTKe KpoBU. B KauecTBe KOHTPOJbHOM
rpymmel 06cienoBadH 161 pebeHOK ¢ ceMeiHOW HU3KO-
pociocTbio 1 HOpMasibHbIM ypoBHeM IgG-tTG. docrto-
BEpHO MOKa3aHo, 4To ypoBeHb [-FABP y 71 manuenra
co ypoBHeM IgG-tTG meHee 10 HOpM U TOJIOXUTEb-
HBIM OUOTICUITHBIM T€CTOM CYIIECTBEHHO He OTJINYaIiCh
(p=0,13) ot ypoBHs y 24 naumeHTtoB ¢ IgG-tTG mo 10
HOpPM U TIOKa3aTeJIsIMU OWONCUU B Tpeaesiax HOPMBI.
OmHaKO yYeHBIM YIaJIOCh BBISIBUTH CJEIYIONIYIO 3aKOHO-
MEpPHOCTb: TIpU KoMmMOMHUpoBaHuUM ypoBHeil IgG-tTG
u [-FABP y 11 13 24 nauieHTOB LIEJMAKUIO MOXHO ObLIO
Obl JMArHOCTMpoOBaTh HeWHBa3uBHO, eciu IgG-tTG
coctasisieT >50 en/mi u [-FABP >880 nr/mu, unu y 12
n3 19 marmmenTos, ecnu IgG-tTG >60 U/mn u [-FABP
>620 nr/ma. Takum o6pasom, BkimodyeHue [-FABP
B KOMITJIEKC TUATHOCTUYECKUX TIPOILIEIYP MOXET 0bec-
MEeYUTh HEMHBA3UBHBIN 1MarHo3 y naiueHTos ¢ [gG-tTG

>50 en/ma [26].
IpocnextuBHoe wucciaenoBanne M.P.  Adriaanse
u coaBT. [27] TOCBSIIEHO W3YYEHUIO BO3MOXHOCTHU

ucnosb3oBaHusi [-FABP kak uyyBcTBUTENbHOTO MapKepa
HE TOJbKO JUISl AMATHOCTUKM 1IEJIMaKUU, HO M MPU KOH-
Tposie 3(h(PEKTUBHOCTU OE3rIOTEHOBOW AUETHI. [pyrimy
uccienoBaHus coctaBuiiu 90 fgereit, y KOTOPBIX LEINaKusI
ycraHosjieHa 1o kputepusim ESPGHAN. Yposnau [-FABP
B rutazme u TUTphl IgA-tTG olieHUBaIM Mocie10BaTeIbHO
B TeueHUe 6 Mec HaOmoaeHUs. B mcciemoBaHUM TakxkKe
npuHuManu ydactue 70 gereil, y KOTOpPbIX TUTPbI [gA-
tTG 6N B ipenenax HopMBL. Y 61 (67,8%) u3 90 mereit
B HCCIeNyeMOl TpyIirne OblT OOHapyXeH TMOBBIIIICHHbI
yposeHb [-FABP, pu aTOM y HUX y Beex LieMakusi moj-
TBepkneHa Mopdosornuecku. ChenyeT OTMETUTh, UYTO Y
14 (46,7%) w3 30 mneteit ¢ HEOOBIIIMM TTOBBIIIEHUEM TUTPA
IgA-tTG (<10 HOpM) Takke OOHApyXeH ITOBBIIIEHHBII
ypoBeHb [-FABP. Ilocie coGmomenust 0e3riioTeHOBOM
JIAETHI YXKe B TeueHue TepBbIx 6 Hen ypoHM [-FABP cHu-
3UJIUCH JI0 YPOBHEHW MallMeHTOB KOHTPOJLHOW TPYIIIbI.
Takum 00pa3om, yudeHble [ealoT BBIBOJ, UTO OLIEHKA
conepxanusi [-FABP B mimasme KpoBuM B JOMOJIHEHUE
K CEepOJIOTUYECKUM M TeHETMUYECKHMM TeCTaM I1O3BOJISIeT
MPOBOINTH HEMHBA3UBHYIO TMArHOCTUKY LIEJIMAKUH Y 3HA-
YUTEIBHOTO YKCTIa JETeil U TT03TOMY MOXET OBbITh I0JIe3-
HOI Npy Bepu(UKaluu JaHHOM TTaTOJIOTUMU.

B npyrom nccnenoBanuu, mposeaeHHoM M. P. Adriaanse
u coanT. (2016) [28], uccmenoBamach TouHocTh [-FABP
KaK Mapkepa MUTeJIUaTbHOTO MOBPEXIEHUS KUIIIEYHUKA
B MepUOJ MPOBOKAIIMY TJIIOTEHOM Y TIAlIMEHTOB C lieua-
kueit. [Ton HaOmomeHMeM HaxoauIich 20 B3pOCIIBIX TTAI-
€HTOB C 1IeJIMaKUel B TIEPUOJ PEMUCCUU, KOTOPbIE B TeUe-
HUE 2 HeJ yNoTpeOssuid IIoTeH 3 Wwin 7,5 T eXeTHEBHO.
3a 2 Hen a0 BBeneHus TtoTeHa Ha 0, 3, 7, 14 u 28-it nHu
MPOBOIUJIACH OlLIeHKa coaepkaHusi B cbiBopoTke [-FABP,
IgA-tTG, aHTUTEN K AeaMUIMPOBAHHBIM TMENTUIAM TJIMa-
nvHa 1 antTruaktiHa. Kpowme toro, Ha 0, 3 u 14-i1 mHM otie-
HUBAJIOCh OTHOIIEHVE BHICOTHI BOPCMHOK K TJTyOMHE KPUTIT
U KOJIMYECTBO BHYTPUAMUTEINAIBHBIX JTUMMOLIUTOB. Ypo-
BeHb [-FABP B cbhiBOpOTKe KpOBU y TTAlIMEHTOB HeJIMaKnei
CpPaBHUMBAJICSI C TAKOBBIM Y TIALIMEHTOB 0€3 racTPO3HTEPO-
JIOTUYECKOW TTATOJIOTUH.

B pesynbrate ucciaenoBaHus yCTAaHOBJIEHO, YTO KOH-
ueHTtpauusi [-FABP 3HauuTenbHO yBenuuuaach B Teue-
HUE JBYXHEIEIbLHOrO Teproja YNoTpeOJeHUsl TIIoTeHa
OJTHOBPEMEHHO C YBEJIMYEHMEM YPOBHSI ayTOAHTUTEJ,
KOTOpbI€ JOCTUIJIM CBOEro MakCMMyMma Ha 28-i1 NeHb,
T.€. B TOT TIEPUOJ, KOTJa MalMeHThl 10 UCTEYCHUIO 2 Hel
YK€ BEPHYJIMCH K COOJIIOICHUIO CTPOTOil O€3rII0TeHOBOM
nuetbl. YpoBHu [-FABP u BHyTpusnutenuaibHbIX JTUM-
¢dounToB KoppenaupoBanu ucxomaHo (r=0,458; p=0,042)
u Ha 14-i1 nenb (=0,654; p=0,002) yrmoTpeGIeHus TJII0-
TeHa, ITPY 3TOM HM J103a IJIFOTeHAa, HU BpeMs COOJTIOIEHUS
OE3MIIOTEHOBOM METHI HE BIUSUIM HA UBMEHEHWE YPOBHS
I-FABP Bo Bpemst TpoBOKallMU INIIOTEHOM. B KOHTpOJIb-
Hoit rpynne ypoBeHb [-FABP He otnuuancs ot ucxom-
Horo. MccrnenoBarenu nenaioT BbIBO, UTO ONpeAeeHNe
1-FABP B kpoBU CITy>)KUT paHHUM TECTOM JIJI51 BBISIBJICHUS
SHTEPONAaTUM, BHI3BAHHOUW MIIOTEHOM, W JaHHBIA aua-
THOCTUYECKUI MapKep y MallMeHTOB C 1IeJTMaKueit MOXeT
OBITH MOJIE3HBIM KaK B KITMHUYECKHUX, TaK U B UCCIIeI0Ba-
TEJbCKUX yCI0BUsIX [28].

C 117110 OLIEHKU TSKECTH MOpaXKeHUsI SHTEPOLIUTOB
MpU LIeJUaKUM U ee TMHAMUKKU Ha (hoHe Oe3rTI0TeHOBOM
NIMETHI POBeIeHO rccenoBaHue yposHs [-FABP B kpou
y 96 B3pOCIBIX TAIMEHTOB MPU IMOCTAHOBKE JMarHo3a
LIeTMaKWH ¥ TIOBTOPHO y 69 TMaIleHTOB TIPYA UCITONTb30Ba-
HUU OE3MIIOTeHOBOM aueThl [2]. B KOHTpoJbHYIO TpyIITy
ot 141 yenmosek ¢ ypoBHeM IgA-tTG B mpenenax
HOpMBI. B pesynbraTe ycTaHOBIEHO, UTO KOHIIEHTpPALIUS
I-FABP Bbillle y manneHTOB C BIIEpBbIE YCTAHOBJIEHHBIM
JIVArHO30M Iefmakust (MemnaHa 691 mr/mi) To cpas-
HEHUIO ¢ KOHTPOJIbHOM Tpyrnmoit (MeauaHa 178 mir/mi;
p<0,001) 1 oHM KOpPpEIMPOBAIA C pe3yJbTaTaMU TMCTO-
JIOTUYECKOTO HMCCJIeOBaHUsI OMOMNTATOB TOHKOW KMIITKHU
(r=0,255; p<0,05) wu IgA-tTG (=0,403; p<0,01).
Tlpu pnureabHOM COOMIONEHUN OE3TIIOTEHOBOMN JIUETHI
ypoBeHb [-FABP 3HaumtenbHO CcHMXKaics, OIHAKO
He JOCTUTaJl 3HAYeHUI KOHTPOJBHOM TPYIIbI, HECMOTPS
Ha HaOmomaeMyo OOIIyl0 HOpMalu3aluio YpoBHs IgA-
tTG 1 cocTOsTHUSI CTM3UCTON 000JOYKM TOHKON KHUILKUA
no Marsh. Kpome Toro, 6s110 yctaHoBieHO, uto [-FABP
KOppeupyeT C BBIPAXKEHHOCTbIO aTpoduu BOPCUHOK
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(r=0,265; p<0,05) mpu TUCTOJIOTMYECKON AMATHOCTHUKE
nenvakuu 1 ypoHsiMu IgA-tTG (r=0,403; p<0,05). Xots
MopaXkeHWe SHTEPOLIMTOB HMBEIMPYETCSl TIOC/e IUeTO-
Teparnuu, TOBPEXICHNE KIIETOK COXPaHSIeTCs, HECMOTPS
Ha OTCYTCTBHE aTpoUu BOPCMHOK M HOPMaJIbHBIN ypoO-
BeHb IgA-tTG B GonblMHCTBE ciaydyaeB. JlaHHOe uccie-
JIOBaHME HE TOJbKO ITOATBEPKAAeT JMATHOCTUYECKYIO
1eHHocTh onpeneneHusi [I-FABP B kpoBu, HO 1 neMOH-
CTPUPYET JUTUTEIbHOCTD TpOoliecca BOCCTAHOBICHUSI IHTE-
POLIMTOB TTOCJIE MaThbaOCOPOIINH.

AHaJloTMYHbIe JaHHBIE TIOJIYYeHbI U y JeTeli B paboTe
A.C. Vreugdenhil coaBrt. [1] mpu peTpocneKTUBHOM aHa-
nm3se ypoBHs [-FABP y 49 nereii ¢ rucronornuecku moju-
TBEPXJIEHHBIM JTUArHO30M LeJIUakust Uy 19 mauueHToB
C TOJIOXKWUTEJIbHBIM CKPMHUHTOM Ha HENepeHOCUMOCTh
[JII0TeHa, HO 0€3 TMCTOJIOTMYECKOTO TOATBEePKIACHMS
nenrakuu. HavyanbHbie kKoHlieHTpauuu [-FABP B kpoBu
o OWoricMM y TIallMeHTOB ¢ liejuakueidt (MeauaHa
458 nr/ma) obutm mocrtoepHo (p<0,001) BbIle, yeM
B KOHTpoJsie (MeauaHa 20 nr/mi). BbIsiBI€HO, YTO TOJIBKO
y 2 nereili KOHTPOJBHOW TPYIIbI ObLIM TOBBIIIEHHBIE
ypoBHu [-FABP, mpu sToM y OmHOTO B TOCJEACTBUU
Oblla [MAarHOCTUpOBaHa Ueauakusi. KoHIleHTpalus
I-FABP xoppenupoBana c BBIPaXXEHHOCTbIO aTpoduu
BOPCMHOK. Y BcCeX TallMeHTOB C lieJMakueil ypOBHU
I-FABP OGbicTpo cHMXanuch Tocjie BBeNEeHUS Oe3ryIo-
TeHOBO# nueTsl, a y 80% mnalMeHToB HOpPMan30Ba-
Jmch B TedeHne 12 Hen. MccmenoBarenu neraioT BBIBOI,
YTO TMOBbBIlIEHHBIE YpoBHU [-FABP TOUHO nmporHo3upyoT
aTpo(ui0 BOPCUHOK Y JETEH C MOJOXUTETbHBIM CEepo-
JIOTUYECKMM TECTOM Ha IeJIMakuio (IMpOrHOCTUYECKOe
3HavyeHue 98%). Kpome Toro, naMepeHne KOHIEHTpAIUN
[-FABP mo3BojisieT KOHTpOJIMpPOBaTh peaklnio Ha 0e3-
TJIIOTEHOBYIO IMETY, UTO BaXKHO TMPU BEIEHUHN MAllMEHTOB
ocJie TTOCTaHOBKY IMarHO30B.
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O6ocHoBanne. BpoxkneHHbIe IOPOKH PA3BUTHSI — BAKHbIE MHIMKATOPBI COCTOSIHAS OKPYZKAIOMIEil Cpelibl, 2 AHTPONOTEHHOE 3arpsi3-
Henue aTMocgepbl BO MHOTOM BJIMSET HA UX YACTOTY Y HOBOPOXKIEHHBIX.

Lemb uccenosanus. V3yyenne npuaMHHO-CJIENCTBEHHbIX CBsI3€il MEKIIY YACTOTOI NOPOKOB PA3BUTHS Y HOBOPOXKIEHHBIX H AHTPONOTeH-
HBIMH aTMOC(epHBIMH 3arpsI3HATESIMU OCPEICTBOM MPUMEHEHHUS! KOPPEJISIIMOHHOIO U JUCTIEPCHOHHOTO METOI0B U PAa3padoTKa MaremMa-
THYECKUX MOJIeJieid 1/isl POTHO3MPOBaHNs (POPMUPOBAHMS BPOXKIEHHBIX MOPOKOB B 3aBUCHMMOCTH OT KOHKPETHBIX MOJLTIOTAHTOB.
Marepuan u Metonsl. KoppeasimMoHHBIM U JUCHIEPCHOHHBIM METOIOM M3YY€HBI CBSI3H OCHOBHBIX AHTPOIOTEHHBIX ATMOC(EPHBIX
3arpsa3HUTEIei C YaCTOTOI BPOXKIEHHBIX IOPOKOB PAa3BUTHSA CPEIU BceX HOBOPoxKIeHHbIX B Besropoae 3a 2000—2015 rr. Ha ochoBe
PErpecCHOHHOTO MEeTO0/1a Pa3padaThIBAIMCH POrHOCTHYECKHIE MOJIEJH.

Pe3sysrarel. YCTAHOB/IEHO HANOOJIbIlIEE BIMSHIE HA PACIPOCTPAHEHHOCTh BPOXKIEHHBIX MOPOKOB PA3BUTHS PA3THUHBIX CHCTEM
U OPraHoB MpeBbIIIeHNs B aTMOC(epe NMpe/iesibHO JOMYCTHMBIX CPeHECYTOYHbIX KOHIIEHTPAIMIT AaMMHAKa M OKCH/IA YIIIEpo/ia, uMe-
ommx no 11 K0CTOBEpHBIX KOPPEJISIMii ¢ M3y4EHHBIMH BPOKIEHHBIMA MOPOKAMH M BPOKIEHHBIMU MOPOKAMH PA3BUTHS B LEJIOM.
CoriacHO pe3yasTaTaM AMCIEPCHOHHOTO AHAIM3A MAKCHMAJIbHBIA YPOBEHb KOMOMHMPOBAHHOIO BJIMSIHUSI AHTPONOTEHHBIX 3arpsi3-
HUTeJIeil aTMocGepbl BbISIBJIEH /IS BPOJKIEHHBIX TOPOKOB Pa3BUTHSI KOCTHO-MbINIEYHO# cucTeMbl (95,69%), mna v meu (94,66 %),
IIHC (92,31%), numeBaputeibHoii cuctemsl (93,76%).

3akimouenne. Co3aaHHble PerpecCHOHHbIE MOJETH HA TPedyeMOM YPOBHe 00eCreYMBaIOT MPOTHO3MPOBAHUE Pa3HbIX (hopm Bpo-
JKIEHHBIX MOPOKOB PA3BUTHS B 3aBUCMMOCTH OT AHTPOIOTEHHBIX MOJUIIOTAHTOB.

Karouesvie caosa: demu, épodcdernvie nopoku pazgumus, GHMPONOEHHbIe amMMOChepHble 3aepa3Humenti, OUCNePCUOHHbLI Memoo,
KOpPeAAUUOHHbII AHANU3, PeePeCCUOHHbII AHANUS3.
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Rationale. The congenital malformations are the important indicator of the environmental condition, and the anthropogenic pollution
of the atmosphere effects strongly the incidence of malformations in the newborns.

Purpose of the Study. It is the study of the cause-and-effect relationship between the incidence of malformations in newborns and
anthropogenic atmospheric pollutants using the correlation and variance methods, and the development of the mathematical models
to predict the formation of the congenital malformations depending on the specific pollutants.

Material and methods. The correlation and variance methods were used to study the relationships of the main anthropogenic atmo-
spheric pollutants with the incidence of the congenital malformations in all newborns in Belgorod city in 2000—2015. The predictive
models were developed based on the regression method.

Results. The most effect of the excess of the maximum allowable average daily concentrations of ammonia and carbon monoxide
in the atmosphere on the prevalence of the congenital malformations of various systems and organs was determined with 11 reliable
correlations with the congenital malformations studied and those in general. According to the results of the analysis of variance, the
maximum level of the combined effect of the anthropogenic air pollutants was revealed for the congenital malformations of the mus-
culoskeletal system (95.69%), face and neck (94.66%), central nervous system (92.31%), digestive system (93.76%).

Conclusion. The regression models created at the level required assure the prediction of the various forms of the congenital malfor-
mations depending on the anthropogenic pollutants.

Key words: children, congenital malformations, anthropogenic air pollutants, analysis of variance, correlation analysis, regression analysis.

For citation: Agarkov N.M., Churnosov M.I., Osipova O.A., Sharapova O.V., Modestov A.A., Korovin E.N., Eckert N.V. Effect of Anthropogenic
Atmospheric Pollutants on the Prevalence of Congenital Malformations in Newborns. Ros Vestn Perinatol i Pediatr 2020; 65:(6): 34—41 (in Russ).

DOI: 10.21508/1027-4065-2020-65-6-34-41

KHaH60nee YYBCTBUTEJIbHBIM  KPUTEPUSM  BIIUSI-
HUS1 (HAaKTOPOB OKPYXKAIOIIEl Cpefbl Ha 310POBbE
MOTYJIIIUNA  OTHOCSITCSI TTOKA3aTeIM 3JI0POBBST JIETEN,
B YaCTHOCTM PacCIpOCTPAaHEHHOCTb BPOXIEHHBIX MOPO-
KOB pa3BUTHUSI Y HOBOPOXAeHHBIX. Cpenu ¢akTOpoB,
OKa3bIBAIOIIUX CYIIECTBEHHOE BAUSIHUE HA YaCTOTY BPO-
JKIEHHBIX TTOPOKOB Pa3BUTHsI, BaXKHOE MECTO 3aHUMAIOT
AHTPOTIOTEHHBIE 3aTPSIBHUTENN aTMOChEpPHI, YBEJIMUCHNE
KOTOPBIX TTPOUCXOAUT WHTEHCUBHO B TIOCIIEIHUE TOMIBI
[1—3]. Bo3HuUKHOBeHME BPOXIEHHBIX MOPOKOB pPa3BU-
i B 40% ciydaeB CBSI3aHO C MYTareHHBIM BIIMSTHHEM
Ha TIOJIOBBIE KJIETKM W 3MOPUOHBI HEOJArOMPUSTHBIX
(akTOpOB OKpYKaloIIeil Cpeabl, UMEIOIINX B OOJBIITNH-
CTBE CJydyaeB aHTPOTIOTEHHOE TIPOMCXOXAeHUE [4].
YacToTa BpOXICHHBIX TTOPOKOB Pa3BUTHS B HACTOSI-
1ee BpeMsi BO MHOTHX CTpaHax XapaKTepHu3yeTcsl yBe-
JINYEHWEM B IMHAMMKE, UTO HETATUBHO BJIMSET HA T€HO-
(oHI 1 5KOHOMMUYECKUIT TTOTeHIIaI Hauu. [To qaHHBIM
BcemupHoit opranuszauuu 3apaBooxpaHeHus, B 2014 .
y 1 u3 33 HOBOPOXIEHHBIX HAOIIOMAINCH BPOXIACHHBIE
MOPOKW Pa3BUTHUS, T.€. €XEroaHo TMpUMEpHO 3,2 MJH
JeTeil cTpamaloT KaKUMU-JIu00 ¢opMaMu WHBaJUIHO-
CTHU, OOYCJIOBJIEHHBIMU BPOXIEHHBIMU TMOPOKAMM pas-
BuTHs. OT IMTOPOKOB Pa3BUTHSI B MUPE B TEUECHHE TIEPBBIX
28 mHe# Xu3HU exeromgHo ymupawoT 270 Teic. neteit [5].
BpoxneHHbIe MOPOKHU CIIy>KaT MPUIMHON MJIaJleHYeCKOn
CMepTHOCTH MoYTH B 1/3 cityyaeB Bo BceM Mupe [6—8].
WznoxeHHOe OMHO3HAYHO OMpeAeNsieT aKTyallb-
HOCTb W3YUYeHUsI Cpeau HOBOPOXKIECHHBIX BPOXIEHHBIX
TMOPOKOB pa3BUTHSI M CTETICHW BO3ICWCTBUSI Ha 4acTOTy
MOCJIENHUX aHTPOIOTEHHBIX aTMOC(EPHBIX 3arpsi3HUTE-
Jieid. 3a mocnenHee AeCITUIeTUE TIOSIBIISIETCS BCe OOJIblIe
CBUJICTEJILCTB TOTO, YTO BO3MEHCTBUE 3arpsi3HEHUST BO3-
JTyXa MOXET OBbITh CBS3aHO C TIOBBIIIIEHHBIM PUCKOM (hop-
MMPOBaHUsI BPOXKIEHHBIX TTOPOKOB [9]. OpHako umeeTcst
HEe3HAUMTETbHOE KOJIMYECTBO WCCIeNOBaHUiA, paccMma-
TPUBAIONINX C TMO3UINIA TOKa3aTeTbHOW METUIIMHBI U C
aJieKBaTHBIM MaTeMaTWYeCKUM arllapaToM BO3IeCTBHE
atMoc(epHbBIX 3arpsI3HUTENICH Ha YacTOTy Pa3BUTHSI BPO-
SKIEHHBIX TIOPOKOB B 1IEJIOM U Ha OT/IEIbHbIE HO30JIOTHM.

B GonblMHCTBE ciyyaeB MpU M3YUYEHUM 3TOTO BOTMpOca
uccaeoBaTeii  OTPAHUYMBAIOTCSI  CPABHEHMEM — pac-
MPOCTPAaHEHHOCTU  BPOXKIEHHBIX TIOPOKOB  Pa3BUTHS
B YCJIOBHO <«4YMCTBIX» W 3arpsi3HEHHBIX TEPPUTOPHUSIX,
B KOTOPBIX HAaXOAATCSI MPEUMYIIECTBEHHO TPOMBIIII-
JIEHHbIE OOBEKThI C BBICOKMM BBIOPOCOM 3arpsi3HUTENEH
B atMocdepy, MouyBy win Bomy. [Ipyu u3ydyeHnu MmopokoB
pa3BUTUST Y HOBOPOXKIEHHBIX [T OObEKTUBU3ALIMU BIIUSI-
HUSI aHTPOIIOTeHHBIX aTMOC(EPHBIX TTOJITIOTAHTOB PEIKO
MPUMEHSIETCSI TUCTIEPCUOHHBIN aHaIN3, TIO3BOJISIOIIUIA
OJIHOBPEMEHHO OIIEHUTb BO3JCHCTBME MHOXKECTBA IOJI-
JmoTaHToB. [IpakTUYecKn OTCYTCTBYIOT IMTPOTHOCTUYECKUE
MOJICJIA JJIsI OLIEHKM YaCTOThl BOBHUKHOBEHMST BPOXKICH-
HBIX TIOPOKOB Pa3BUTUSI B 3aBUCUMOCTM OT KOMILIeKCa
WJIN TPYIIIbI aHTPOTIOTEHHBIX 3arpsI3HUTENEH aTMOChepHhI.

Henp wucciaenoBanusi: M3yyeHUe MPUUYUHHO-CIIEN-
CTBEHHBIX CBSI3€ MEXIy 4YacTOTOM BO3HUKHOBEHWUS
MOPOKOB Pa3BUTHS Y HOBOPOXIEHHBIX U AHTPOINOTEH-
HBIMU aTMOC(EPHBIMU 3arpsiI3HUTEISIMUA  TTOCPEICTBOM
MPUMEHEHUS KOPPEJSIIIMOHHOTO W  IUCIIEPCUOHHOTO
METOOB W pa3paboTKa MaTeMaTUYecKUX MoJeeit
IUISI  TIPOTHO3MPOBaHUST (POPMUPOBAHUS BPOXKICHHBIX
TMOPOKOB B 3aBUCUMOCTH OT KOHKPETHBIX MOJUTIOTAHTOB.

MaTepuan n metoabl uccnenoBaHus

s onpenesieHUs TPUYMHHO-CIEICTBEHHBIX CBS3eil
MeXIy KOMOWHHMpPOBAaHHBIM BO3IEMCTBHUEM 3arpsi3HHUTE-
Jielt aTMocdepbl M pacrpoCTPaHEHHOCTHIO TTOPOKOB pa3-
BUTHUSI CPEAY HOBOPOXIEHHBIX MCITONB30BAJIM KOPPEJIs-
LIMOHHBIA M JMCIEPCUOHHBINA METOAbI, PETPECCUOHHBIN
anamm3. Epununeit nabmonenus 3a 2000—2015 rr. Obur
HOBOPOXJIEHHBIN C TTOPOKOM Pa3BUTHSI, POJUTEIN KOTO-
poro npoxuBawT B benropone. K BpoxaeHHBIM TTOpOKaM
pa3BUTUSI OTHOCWIM CTOMKHE MOP(OJOrnuecKue M3Me-
HEHUS OpraHa WX BCEro OpraHu3Ma, BBIXOISIIME 3a TIpe-
JIebl BapualMii MX CTpoeHUs. BpoKIeHHBbIE MMOPOKU
MOAPa3Aesyid Ha M30JMPOBAHHBIE, CUCTEMHBIE U MHO-
KecTBeHHble. MH@opMaIMio 0 HUX BBIKOIHUPOBLIBAIN
CIUIOIITHBIM METOIOM U3 «M3Bemennit Ha pebeHKa C Bpo-
JKIEHHBIMY TTIOpoKaMu pa3BuThs (hopma Ne025-11, y-98)»
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1 u3 «CBeIeHNiT 0 MEANIIMHCKOM MTOMOIIU IETSIM W MO~
pocTKaM-IIKoJbHUKaM» 3a 2000—2015 .

Coctosinue armocdepHoro Bosayxa 3a 2000—2015 rr.
OLIEHWBAJIM Ha OCHOBE TPEETbHO JOIMYCTUMBIX CpeaHe-
CYTOUHBIX KOHIIEHTPALIMii OCHOBHBIX ITOJUTIOTAHTOB
(IMMAIK c.c.) mo manHbIM benropoackoit jnabopaTopuu
IT0 MOHUTOPUHTY 3arpsi3HeHUsT aTMOCHepbl. YIUThIBAIN
OCHOBHBIE 3aTrpsI3HUTEIM aTMOC(HEPHOTO BO3AyXa: a30Ta
JIUOKCHJ, YIJepoaa OKHCh, a30Ta OKWCh, YIIIEBOIOPOIBI
(cMechb), alleTOH, aHTUIPUI CEPHUCTBIN, TOIYOJ, BOIO-
POJIl XJIOPUCTHIN, BelllecTBa B3BEIIEHHbBIE, MbLIb IpeBec-
Hasl, caxka, JeJile3a OKMCh, MapraHell, MbLTb HEOPTaHU-
geckada (SiO, — 20—70 %), aMvMmak, CIMpT STUJIOBBIH,
OeH3UH, OeH30JI, YalT-CIUPUT, KCUJIOJ, KEPOCUH, KHC-
JIoTa cepHasi, a3p030Jib CBapOYHBIN, CKUIUAAP, aHTUI-
puI cepHbIi, Macio HedTsHoe, OyTuiauerar, (Gopm-
aJbIETUI, AHTUAPUN YKCYCHBIN, BaHAIWS TSITHOKWCH,
aHWIMH, XpOMa OKHCh, KUCJIOTa a30THas1, BOIopoa GTo-
PUCTBIN, MeIW OKCHI, MbIIb IIEeMEHTHAsl, TeKCaH, IMbLTb
MHWHEPAJIBHBIX COJIEH, CIUPT W3OMPOINUIOBBIA, TUPU-
IWH, OeH3amupeH, AUXJIOpITaH, (dpeoH-13, KuciaoTa
MypaBbMHasI, KUCJIOTAa acCKOpPOWHOBAs, CIUPT OYyTHIIO-
BBII, Hedpac, TeTPaxJIOPITUIIEH, HATP eAKUI, (PTOPUIHI,
Gapust XJIOPUJI, LIMHKA OKWCh, CBUHEII.

BnausiHue HECKOJIBKMX pa3TWYHBIX aTMOC(EpPHBIX
3arpsA3HUTENIe Ha 9acTOTY BPOXKIECHHBIX MTOPOKOB pa3-
BUTHS U3YJaii TIOCPEICTBOM AMCTIEPCMOHHOTO aHaIn3a.
DTOT aHaJM3 TI03BOJISIET YCTAHOBUTH CYIIECTBEHHOCTh
BJIVSTHUSI TOTO WJIM MHOTO M3 paccMaTpuBaeMbIX (DaKTo-
pPOB Ha M3MEHYMBOCTh MPU3HAKA, a TaKXKe OINpPeIeuTh
KOJIMYECTBEHHO YAETbHBIN BeC KaXKIOoi He3aBUCUMOM
TepeMeHHO B MX 00IIeil coBoKymHOCTH. IIpemBapu-
TeJTLHO OCYIIECTBIISI MPOBEPKY HOPMATBHOCTH pacIipe-
JIeIeHUsT JaHHbBIX, MTOCJIe YeTo TTPOBOAMIN TUCIIEPCUOH-
HbIM aHanmu3. [Ipu 5ToM He3aBUCUMBIMM TIepeMEHHBIMU
CIYXWJIM aHTPOTOTEHHBIE 3arpsI3HUTETN, a 3aBUCUMON
MepeMeHHO — 4YacToTa BO3HUKHOBEHUSI BPOXICH-
HBIX TTOPOKOB Pa3BUTHSA. ST OLIEHKM CTAaTUCTUYECKOM
3HAYMMOCTHM BJIUSIHUS aTMOC(EPHBIX 3arpsi3HUTENE
ucnoab3oBanu F-kputepuit @umiepa.

JI1st pa3pa®OTKM MPOTHOCTUYECKUX MOJEJIC TpruMe-
HSUTW TIOLIATOBBIN PErpecCMOHHBIN aHaIW3 W CTPOMIIU
MOV BUa:

Y=c+bX +b,X,+bX +..b X, e Y— pacnpocrpa-
HEHHOCTb BPOXKIECHHBIX TTOPOKOB Pa3BUTHsI CPEIN HOBO-
POXIEHHBIX JIeTeil (3aBHCHMas TiepeMeHHasi BeJIMYMHA);
C — KOHcTaHTa; b, b, b, .. b — 4acTHble KO3(HULIK-
€HTbl MHOXXECTBEHHOM pPErpeccu MeXIy M3MEeHEHUSIMU
AHTPOITOTEHHBIX aTMOC(HEPHBIX 3arps3HUTENe W BpO-
JKIEHHBIMU TOpoKaMu passutus; X, X, X,... X — HesaBu-
CHMBIe TTepeMeHHbIe BeTMIUHBI. [1pu TomaroBom perpec-
CUOHHOM aHajiu3e I BBOJA TepPEeMEHHOM-TIPeIuKTOpa
MPUHKUMAaIN YpoBeHb 3HaunMocTH p<0,05, a [u1s BbIBOIA
MepeMeHHON-TIPeINKTOpa U3 MOJEIW MPUHUMAIN YpO-
BeHb 3HaUMMocTH p>0,05. KoadduuneHT nerepmuHaum
perpeccMOHHON Mozenu obosHauyancs R2 Tlpm perpec-
CUOHHOM aHaJli3e OMpeAessiiIi HOPMAJIbHOCTh pacIpe-

OPUINMHAJIbBHbBIE CTATbU

JIeJICHUSI OCTAaTKOB, KOJUIMHEAPHOCTb TIPU3HAKOB U B
cllyyae MX KOJUIMHEApHOCTM WCKIIYald U3 00pabOTKU.
Ecnu mMHoromepHast ciyyaidHas Benmuuna (Y, X, X, ...,
X,) momuunsercs (k+1)-MepHOMY HOPMaJIbHOMY 3aKOHY
pacripesieieHusI, TO ypaBHEHUE Perpeccuy pesyJibTaThB-
HOTO NMPU3HAKA y TI0 TlepeMeHHbIM X, X, ..., X, cunTanoch
JUHEWHBIM 110 Xx. [lpM BBIMOJIHEHWM PETrpPecCUOHHOTO
aHaM3a COOJIIoMAaIM TaKXKe JIPYThe YCJIOBUS €ro Mpume-
HEHUSI — OTCYTCTBME 3aBUCUMOCTH MEXIY pe3uiyaaamMu
U1 TOMOCKEIACTUYHOCTh. DTU U paHee YKa3aHHbIEC YCIOBUSI
JIMHEWHOTO PerpecCMOHHOr0 aHajv3a TPOBEPSUIM METO-
JIOM HAWMEHBIINX KBaapaTOB M CMEIICHHBIM METOIOM
OLICHUBaHMSI.

CraTuctuueckyro 0o0pabOTKYy TOJYYEHHbBIX JaHHBIX
MPOBOAMJIM C WCIIONb30BaHMEM Makera Statistica 6.0.
JI7151 OLIEHKY TOCTOBEPHOCTU pa3inyuii MpUMEHSIIA KpU-
tepuit T-kpurepuii Yaiita.

Pesynbrathl

IMpu M3ydyeHUN B3aMMOCBSI3eil MEXIy comepKaHUeM
B aTMOC(epHOM BO3Iyxe HamboJjiee pacrpoCcTpaHEHHBIX
3arpsI3HUTENIE M YaCcTOTOM BO3HMKHOBEHUSI BPOXIECH-
HBIX TIOPOKOB Pa3BUTHUSI OBIIO YCTAHOBJIEHO HaJIWUYMe
CTATUCTUYECKM 3HAYMMBIX JTUHEWHBIX TOJOKUTEIBHBIX
cBsi3elt (cM. Tabauity). CoracHO pe3yabrataMm KoppeJsisi-
LIMOHHOTO aHajJn3a Hanbojee YyBCTBUTEIHbHBIMU K BO3-
NIECTBUIO aHTPOTIOTEHHBIX 3arpsi3HUTENIEl aTMOocdephl
SIBJISIIOTCST  BPOKIEHHBIE TIOPOKM KOCTHO-MBIIIEYHOM,
MOJIOBOM U CEPAEIHO-COCYIUCTOM CUCTEM, (DOPMUPOBA-
HUE KOTOPBIX OMPENENSIeTCS YeThIPhbMS TOJITIOTAHTAMU
(cM. Tabnuity). [1pu aToM cuibHast psiMast KOppesiiust
UMeeTCsl MeXKIy BPOXKIEHHBIM TTOPOKOM Pa3BUTHST KOCT-
HO-MBIIIEYHOW CUCTEMBI U TIPEBLIIIEHEM B aTMocdepe
ITIK c.c. ammuaka, Mexay BpOXIEHHBIM TTOPOKOM pa3-
BUTHSI TIOJIOBOI CUCTEMBI U TIPEBBIIIIEHNEM B aTMOcdepe
IIK c.c. nuokcuna azora. [1lo Tpu npsiMble CTaTUCTH-
YeCKU 3HAYUMBIE KOPPEISIUUM C U3YYeHHBIMU 3arpsi3-
HUTENIMU aTMOC(epbl XapaKTepHbI UIST BPOXKIEHHBIX
MOPOKOB JIMLIA W IIeW, TUIIEBAPUTEIBHON CUCTEMBI,
MHOXECTBEHHBIX ~ BPOXICHHBIX TIOPOKOB  Pa3BUTHS
W YacTOThI BPOXAEHHBIX IMOPOKOB PAa3BUTHUSI B LIEJIOM.
CreyeT OTMETUTD TaKKe, YTO HanOOJIbIlIee YMCIO KOp-
peNaIunii MeXIy HMCCIeAYyeMBbIMM HO30JIOTUSIMU W BPO-
KIEHHBIMU TTOPOKAMU Pa3BUTHS B LIEJIOM YCTAHOBJICHBI
¢ nipeBbilieHreM B atMocdepe MK c.c. okcuna yrie-
pona (11 cBsa3eit) u ammuaka (11 cBsazeit). DTo Mo3BoOJSIET
YTBEepKIATh IeTEPMUHUPYIOIIee 3HaYeHe OKCHUIA yIiTe-
pola ¥ aMMHaKa B BOBHUKHOBEHHMH OOJIBIITMHCTBA BPO-
JKIEHHBIX TTOPOKOB Pa3BUTHSI.

W3yuyeHne CvIbl BIUSHUS 3arpsiI3HUTENIEN Ha 9acTOTY
BO3HUKHOBEHUS BPOXKIECHHBIX TTOPOKOB Pa3BUTHSI, MPO-
BeJCHHOE ¢ MTOMONIBIO JUCTIEPCMOHHOTO aHalli3a, MoKa-
3aJ10, YTO BapuabeIbHOCTh YaCTOTHI BPOXKICHHBIX TTOPO-
koB IITHC na 92,31% onpenensieTcss KOMOMHUPOBAHHBIM
BIMSIHMEM TIbUIM HeopraHuyeckonr (F=79, n'=l15),
nuokcuaa cepbl (F=22,75, n'=15), okcupa yriepoaa
(F=23,84, n'=15), dopmanpaeruna (F=13,38, n'=15),
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Bogopoaa xyopucroro (F=10,31, n'=15), Kuciaorsl cep-
Hoit (F=26,54, n'=15), amerona (F=10,78, n'=I15).
C MOMOIIBIO PErPECCHOHHOTO aHaIM3a TOIyYeHO ypaB-
HEHWe MHOXECTBEHHOM perpeccuu, TOCpPeICTBOM
KOTOPOTO MOXKHO PacCYMTaTh YacTOTY BO3HUKHOBEHMUSI
BpOXIeHHBIX MMopokoB pa3sutus LIHC B 3aBucumocTn
OT conepXXaHus 3arpsI3HUTENE B aTMOC(HEPHOM BO3yXeE.
KoadduimeHnT nerepMuHaiy TaHHOW MOIEIN COCTa-
But (R?=92,31%):
Y,=30,364 - 9,726 « X, 518,799 * X,—1,527 *+ X, —

—2435,722 + X,—154,221 + X~ 15,851 * X+ 0,038 * X,

rae Y, — TIpOTHO3MPYEMBIA YPOBEHb PacIpOCTpa-
HEHHOCTM BpOXICHHBIX mopokoB pa3sutus LHC,
X,— IIIK c.c. mbinn Heopranuyeckoit, X, — TTIK c.c.
cepbl auokennaa, X, — IIK c.c. yrnepona okcuna, X, —
ITAK c.c. popmanbaeruna, X; — MK c.c. Bomopoaa xyio-
pucroro, X, — IIJIK c.c. ceproit kucnorsr, X, — ITIK c.c.
arieToHa. JloBepuTeabHBIE MHTEPBAJbI 11 KO3DDULIM-
E€HTOB PEerpeccuM COOTBETCTBEHHO paBHHI 8,524-10,831;
504,806-527,365; —1,038-1,724; —398,604-2487,352;
—147,208—--163,514; —13,682—-16,271; 0,026-0,042.

IMoacTaBnsist faHHBIE TIO 3arpPsI3HEHUIO aTMOCGhEPHI
MBLTBI0 HEOPTAaHWYECKOM, JUOKCHIOM CEpPhl, OKCUIOM
yriepona, (GopMalbIeTUaOM, XJIOPUCTBIM BOIOPOIOM,
CEpPHOI KUCIIOTOM U alleTOHOM, MOXHO PacCUMTATh OXKU-
JlaeMyl0 4acCTOTy BPOXIEHHBIX TOpoKoB pa3sutusi [IHC
y HOBOpOXIeHHBIX nereit. Hampumep, B 2015 . ITIK c.c.
MbUTA HeopraHudeckoii cocrasisiia 0,2 mr/M?, TIIK c.c.
numokenga cepbl — 0,01 mr/m?, TIIK c.c. okcuma yrie-
pona — 3 mr/m3, ITIK c.c. popmanpaernma — 0,002 mr/m?,
IJK c.c. xmopucroro Bomopona — 0,06 mr/m3, TIJIK c.c.
cepHoit kucinotel — 0,06 mr/m?, TIIK c.c. ameTtona —

0,05 mr/m?. TloxcraBisst 9TH MOKa3aTe M B ypaBHEHHE
MHOXECTBEHHOU perpeccuu, MoaydaeM:
Y,=30,364-9,726 +0,200—518,799 « 0,011,527 « 3—
—2435,722+0,002—154,221-0,06—15,851 + 0,06 +
+ 0,038+ 0,05 = 3,63%o0.

dakTryeckass 4acToTa BPOXIECHHBIX TOPOKOB pa3-
putug LHHC B 2015 cocrasinsuia 3,89%o, T.e. maHHOE
ypaBHEHHME MOXHO MCITOJIb30BaTh JJIsT IPOTHO3UPOBAHUSI
pacrpoCcTpaHEeHHOCTH BPOKIEHHBIX MOPOKOB Pa3BUTHS
IHIHC B 3aBUCMMOCTM OT YpOBHSI 3arpsiI3HEHUSI aTMO-
cepHOTro BO3Iyxa.

YacTtota BO3HMKHOBEHUSI BPOXIECHHBIX ITOPOKOB
pa3BUTHS JIWIIA W IIeW, KaK CBUAETEIbCTBYET AUCITEP-
CHOHHBIN MeTo, Ha 94,66% 00ycioBlieHa KOMOMHHUPO-
BaHHBIM BJIIMSTHUEM TIBUTA HeopraHwdeckoi (F=168,09,
p<0,001), mmokcuma cepol (F=19,68, n'=12), oxcuma
yraepona (F=34,19, n'=12), denona (F=8,04, n'=12),
amvmmaka (F=8,93, n'=12), xysopuctoro BOAOpPOIA
(F=27,31, n'=12), cepHoit kuciorsl (F=5,82, n'=12).
VYpaBHEHWE perpeccuy JUISl TaHHOW TATOJIOTUM WMeEET
Buz (R=94,66%):

Y =8,165+ 15910+ X, — 622,464 X — 1,451+ X +
+4471,101 -* X+ 75,580 = X;— 132,650 -X,+ 96,871 -X_,

rne X, — IIK c.c. mpui HeopraHuyecko, X, —
ITIK c.c. nmokeuna cepwl, X, — ITIK c.c. okcuna yrie-
pona, X, — IIAK c.c. ¢penona, X, — ITIK c.c. ammuaxa,
X, — ITIK c.c. xnopucroro Bogopona, X, — IJIK c.c. cep-
HOI KUCI0THI. JloBepUTeTbHbIE MHTEPBAJIBI 1T HECTaH-
JApPTU30BAaHHBIX  KO3(M@MUIIMEHTOB HaHHOW MO
paBHbI 13,844-18,235; —574,183— -708,546; —1,208-2,536;
3885,204-4026,280; 72,084-76,155; —119,354——-148,318;
90,274-105,326 COOTBETCTBEHHO.

Tab6auya. 3naunmbie KO3 HUIMEHTHI KOPPEISIUUA MeKIy OCHOBHBIMI AHTPONOTEHHBIMHU 3arPsA3HUTEISIMM aTMOC(EPHOro BO3ayXa
u pacnpoctpanenHocTbio BITP cpenyn HoBopoxkaenHbix B r. Bearopoae 3a 2000 — 2015 roapi
Table. Significant correlation coefficients between the main anthropogenic air pollutants and the prevalence of congenital

malformations among newborns in Belgorod in 2000—2015

BIIP cucrem, opraHos SR
OKCHJI yIIepoa  JTHOKCHI a30Ta OKCHJI 230Ta aMMHaK dopmanbaernn

JIumo u mest 0,569 0,801 0,603
OHC 0,488
CCC 0,506 0,557 0,687 0,463
JIpIxaTesibHas cucTeMa 0,532
[MuieBapuTenbHas cucTeMa 0,539 0,764 0,441
KocTHo-MbIIIeyHas cucrema 0,655 0,456 0,923 0,688
MoueBast cucteMa 0,497 0,601
TTonoBas cucrema 0,478 0,762 0,551 0,674
MBIITP 0,474 0,486 0,612
Koxa 0,440 0,466
Hpyrue 0,579 0,481 _
B nenom 0,686 0,448 0,859

Ipumeuanue. BITP — BpoxneHHble opoku pasutusi; LIHC — neHrtpanbHast HepBHas cucrema; CCC — ceple4HO-COCyaucTasi CUCTEMa;

MBIIP — MHOXeCTBeHHbIE BPOXIEHHbIE TOPOKU PA3BUTHSI.
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PacripocTpaHeHHOCTh BPOXIEHHBIX TOPOKOB pa3BU-
TUSI CepIeTHO-COCYINCTOMN crucTeMbl Ha 89,67% 3aBucHT
OT 3arpsI3HEHUsT aTMOC(EPHOTO BO3IyXa MBIILIO HEOpP-
rannyeckoit (F=381,15, n'=14), denonom (F=175,47,
n'=14), ammumakom (F=69,51, n'=14), aueToHOM
(F=15,41, n'=14). Jlnst nporHo31upoOBaHMS JAHHOTO BUIa
ITOPOKOB MOXHO HCTIOJb30BaTh CIIEAYIOlee ypaBHEHUE
MHOX€eCTBEHHOI perpeccun (R°=89,67%):

Y,=22,130 — 23,970 « X, —2451,647 + X,— 37,439 -
* X;+6,904 - X,

e X, — TIJAK c.c. b HeopraHudeckoi, X, —
ITAK c.c. penona, X, — T1JIK c.c. ammuaka, X, — T1JIK c.c.
aneroHa. HectanmapTn3oBaHHbIe KO3(GGUILIMEHTHI B pac-
CMOTPEHHON MOJENM MMEIOT CIIeAYIOIIUe TOBEPUTEThb-
Hble MHTepBaibl: —21,542-26,873; —2135,464-2688,355;
—33,415-39,859; 5,752-8,105 COOTBETCTBEHHO.

CoyetaHHOe  BJIWSIHME TBIIM  HEOPTaHWUYECKOM
(F=74,28, n'=12), okcuna a3ora (F=38,54, p<0,001), xm0-
puctoro Bogoponaa (F=7,42, n'=12) na 88,74% onpenensiet
YaCcTOTY BOSHUKHOBEHMSI BPOXKIEHHBIX TIOPOKOB Pa3BUTHS
JIBIXaTeJIbHOW CUCTEMBI. PerpecCMOHHBIN aHaIu3 TMO3BO-
JIAJI TIOJTYYUTh CJIEIYIONIee YpaBHEHUE ISt IPOTHO3UPOBa-
HUsI JaHHOM BpOXIeHHOM aHomannu (R°=88,74%):

Y,=1,294 —4,548 — X, + 39,966 — X, + 3,281 — X,

e X, — TIJK c.c. nbuu HeopraHudeckoi, X, —
ITAK c.c. okcnma asora, X; — ITIK c.c. xjpopucroro
Bomopona. HecranmaptuzoBaHHble — KO3(M(UIIMEHTHI
B PAacCMOTPEHHOM MOJAETN WMEIOT CIIeAyIoIIe I0Be-
puTeNbHbIE WHTepBambl: —3,762-6,018; 32,154-41,285;
2,462-3,978 COOTBETCTBEHHO.

PacripocTpaHeHHOCTh BPOXAEHHBIX TTOPOKOB pa3-
BUTHSI MUILEBAPUTENIbHONM cucTeMbl Ha 93,76% nerep-
MMHUpOBaHA KOMOWHMPOBAHHBIM BO3IEHCTBUEM TTHLIN
Heopranndeckoit (F=89,62, n'=16), ammuaka (F=62,64,
n'=16), dopmanpaeruga (F=28,09, n'=16), aueToHa
(F=26,14, n'=16). TlomyyeHO ypaBHEHHE peTrpeccCUu
JIUIS TIPOTHO3UPOBAHUST BPOKAEHHBIX TTOPOKOB Pa3BUTHS
MMUALLIEBAPUTEIBHON crucTeMbl (R?=93,76%):

Y, =7,770 + 4,220 — X, — 60,963 — X, —1325,265 —

—X,+ 3,001 - X,

e X, — TIJAK c.c. nbu HeopraHudeckoi, X, —
ITAK c.c. ammuaka, X, —ITIK c.c. hopmanbaeruna, X, —
IJK c.c. anietona. [JoBeputebHbIe MHTEPBAIbl KO-
(pULMEeHTOB perpeccMr B JAHHOM YypaBHEHUM paBHBI
3,708-5,214; —58,412-64,548; —1116,357— —1563,275;
2,147-3,868 coOTBETCTBEHHO.

YacToTa BO3HUKHOBEHUS BPOXIECHHBIX ITOPOKOB
pa3BUTUSA KOCTHO-MBIIIIEUHOM cucteMbl Ha 95,69%
0o0ycJIOBJIeHa  COYETAHHBIM  BO3IACHCTBUEM  OKCHUIA
azora (F=40,69, n'=14), ammuaka (F=266,62, n'=14),
xjopucrtoro Bomopona (F=25,81, n'=14), aueroHa
(F=6,16, n'=14). PacnpocTpaHeHHOCTh TTOPOKOB pa3-
BUTHST KOCTHO-MBIIIEYHON CUCTEMbBI MOXKHO pacCYUTaTh
TIpY TTOMOIIY CJIEAYIONIETO YpaBHEHUSI MHOXKECTBEHHOM
perpeccun (R°=95,69%):

Y,=7,080 — 379,568 — X+ 317,170 — X,+43,474 —

—-X,+9,126 - X,

OPUINMHAJIbBHbBIE CTATbU

e X, — IIK c.c. okeuna asora, X, — IIIK c.c.
ammuaka, X; — IIJIK c.c. xnopucroro Bogopona, X, —
K c.c. anietona. /loBeputesibHbIE MHTEPBAJIbl KO-
(PULIMEHTOB perpeccur B JAHHOM YpPaBHEHUM PaBHBI
—268,154— —412,307; 287,152-372,115; 40,246-44,381;
8,045-10,475 cOOTBETCTBEHHO.

KoMOGuHMpoBaHHOE BO3JACHCTBHE TIBUIM Heopra-
Hudeckoit (F=15,36, p<0,01), pacTBOPUMBIX CyJbda-
toB (F=18,93, n'=15), okcuna azora (F=12,17, n'=15)
Ha 61,39% ompenenser 4acTOTy BPOXKIEHHBIX MOPOKOB
pa3BUTHSI MOYEBOM CHCTEMBI. YpaBHEHUE peTrpeccuu
IIJIST JAHHOTO TIOpOKa Pa3BUTHSI UMEET CJIEAYIOIINI BUI
(R?=61,3 %):

Y,=1,219-4,119 « X,—45,597 « X,+ 33,912 « X,

rne X, — IIK c.c. mbuti HeopraHuyeckou, X, —
ITAK c.c. pactBopumbix cyibgaros, X, — TIJIK c.c.
okcuaa a3ota. JloBeputenbHble UHTEPBaAIbl KOIDOUILIM-
€HTOB PErpecCUy B BHIIICTIPUBEACHHON MOJEIN COCTaB-
JsoT: —3,654— —4,858; —43,204— -48,698; 30,152-37,247
COOTBETCTBEHHO.

PacnipocTpaHeHHOCTD BPOXKICHHBIX ITOPOKOB pa3BU-
THS TIOJIOBO# cucTeMbl Ha 87,79% 00yciioB/IeHa coueTaH-
HBIM BO3IeWCTBHEM AuoKcuma azota (F=54,65, n'=14),
okcupa azota (F=14,44, n'=14), ammuaka (F=35,87,
n'=14) u auerona (F=21,96, n'=14). YpaBHeHUE MHOXe-
CTBEHHOU perpeccuu sl TaHHOW BPOXIEHHOU aHOMa-
mn (R°=87,79%):
=—1,421 + 58,300 « X, + 57,133 « X,+ 10,020 -

* X;—2,840 - X,

rae X, — IIK c.c. nmnokenna asora, X, — IIK c.c.
okcuna asora, X, — IIJIK c.c. ammuaka, X, — ITJIK c.c.
arietToHa. JloBepuTenbHbIE WMHTEpBaibl KO3(dUIIMEH-
TOB pErpeccuy B BIPUBEIECHHON MOIEIN COCTABIISIIOT
54,280-59,893; 55,372-59,154; 9,054-12,385; —1,946—
—3,548 cCOOTBETCTBEHHO.

YacTtoTa MHOXECTBEHHBIX ITOPOKOB  Pa3BUTHS
Ha 64,11% nerepMUHUpPYETCST COYETAHHBIM BO3MIEH-
CTBUMEM TIBIIM HeopraHudeckoil (F=22,75, n'=15)
u okcuna yriepona (F=6,07, n'=15). 1151 iporHo3upoBa-
HUST MHOXECTBEHHBIX BPOXKIECHHBIX TTOPOKOB MOJYYEHO
clenyioliee ypaBHEHHWE MHOXECTBEHHON perpeccuu
(R?=64,11%):

Y,=8,016—22,814 « X + 1,056 « X,

rne X, — IIK c.c. mbui HeopraHuyecko, X, —
ITJK c.c. okcuna yrinepona. JloBeputebHbIe UHTEPBAIbI
HeCTaHIAPTU30BaHHBIX KO3GhMUILIMEHTOB B 3TOM MOIEITH
paBHBI —20,547—-25,961; 0,728—-1,652 COOTBETCTBEHHO.

KoMOnHupoBaHHOE BO3[AEHCTBHE OKCHUAA yrjiepoaa
(F=42,30, n=12), oxcuna azora (F=7,44, n'=12), ¢eHona
(F=42,77, n'=12), auerona (F=114,43, n'=12) na 71,20%
onpeesisIeT PacpoCTPaHEHHOCTh MHOXKECTBEHHBIX BPO-
SKIEHHBIX TIOPOKOB Pa3BUTHUST KOXH. YpaBHEHUE perpec-
CHU TSI TIOPOKOB KOXU nMeeT B (R°=71,20%):

Y, =5,391+0,975 « X,— 216,107 » X,—1829,612 -
¢ X+ 18,591 - X,

rae X, — TIJIK c.c. okcupa yrnepona, X, — ITJK c.c.

okcuna asora, X,— I[IK c.c. penona, X, — ITJIK c.c. ate-

9
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Aeapxos H.M. u coasm. BnisiHue aHTPOMOTEHHbIX MOJUTIOTAHTOB aTMOC(hEPhl Ha PacpOCTPAHEHHOCTb BPOXIEHHBIX TIOPOKOB Pa3BUTHS. .

ToHa. HectanmapTrzoBaHHbIe KOA(MGOUIIMEHTHI B JTaHHOM
MOJAEIN WMEIOT CIeAyIolIue TOBEpUTEIbHbIE WHTEP-
Banbl: 0,758-1,827; —185,246— -258,115; —1624,157—
—-1973,308; 16,214-19,165 cOOTBETCTBEHHO.

YacToTa MHOXECTBEHHBIX BPOXKIECHHBIX ITOPOKOB pa3-
BUTHS B 11eJToM Ha 92,27% obycioBieHa KOMOMHUPOBaH-
HBIM BO3JEWCTBUEM MbLUIM HeopraHuveckoit (F=82,10,
n'=15), okcuna yraepona (F=71,33, n'=15) n aueroHa
(F=28,69, n*=15). Jl;11 mTpOrHO3UPOBAHUST YACTOTHI MHO-
SKECTBEHHBIX BPOXKIEHHBIX TIOPOKOB B 1IEJIOM TIOJYYEHO
creayolee ypasHeHue perpeccun (R°=92,27%):

Y, =29,746 + 168,945 « X, — 1,064 + X,—62,343 « X,

e X, — IJIK c.c. mbutn HeopraHudyeckou, X, —
ITAK c.c. okcuma yraepoaa, X, — ITIK c.c. aneroHa.
HecranmaptuzoBaHHble KO(POUIMEHTH B JTaHHON
MOJIEJTV UMEIOT CJIeAYIOIINEe JOBEPUTETbHbIE MHTEPBAJIbI:
152,436-172,347; —0,965- -1,478; —60,547— —66,284
COOTBETCTBEHHO.

006cyxaeHue

BnustHue okcuma yriepoma Ha BOBHUKHOBEHUE MHO-
SKECTBEHHBIX BPOXICHHBIX MOPOKOB Pa3BUTHUST YCTAHOB-
JIEHO B paHee BBITTOJIHEHHBIX e IMHUYHBIX UCCIeI0BAHUSIX,
COTJTaCHO KOTOPBIM MEXIY CoAepKaHUEM B BO3Iyxe daH-
HOTO TIOJIUTIOTAaHTa W PacIpOCTPAHEHHOCTBIO BPOXIECH-
HBIX TIOPOKOB Pa3BUTHS Y JIETEl 0 TOIa UMEETCS TIpsiMast
cuibHast cBsi3b (r=0,84), a ¢ KOHIIEHTpalMeil TBEpabIX
B3BEIIEHHBIX YaCTULl KOAMOUITUEHT KOPPEISILIMU TOCTU-
raet 0,87 [10, 11]. AHajlorMYHbIE pe3yabTaThl TOJIyYEHbI
B CeBacTorione, rie HauboJjiee TeCHast KOPPesIiys Bpo-
SKIEHHBIX TTOPOKOB Pa3BUTHUST HAOJIOMAETCST C BhIOpAChI-
BaeMBIMU B aTMOC(epy BellleCTBAMM B BUJIE TBEPIBIX CYC-
MeHaMPOBaHHBIX YacThIl (=0,86) U TMOKCHIOM yTiiepoaa
(r=0,69) [12]. OGHapyXeHO, YTO BO3IEHCTBHME ITOBHI-
IIEHHBIX KOHIEHTPAIUi TBEPIABIX YaCTHI] ITHAMETPOM
10 MKM CBSI3aHO C MHOXECTBEHHBIMHU BpPOXICHHBIMU
MOPOKaMU Pa3BUTHS CepAlla — OTHOCUTENBbHBINA PUCK
coctapnset 1,05 ipu 95%-M nOBepUTEIBHOM MHTEpBaie
1,01—1,10 [13]. ¥YMepeHHOE yBeJIMUEeHUE pUCKA BPOXKICH-
HBIX TIOPOKOB Pa3BUTHUSI OTMEYaeTCs TIPU BO3IEHCTBUU
TBepABIX yacTull nuametpoMm 2,5 mMkm [14]. TlokazaHo
TaKXe BIIMSHAE Ha YaCcTOTY BPOXKICHHBIX IMTOPOKOB pa3-
BUTHS CPEIU JETel 3arpsisHEHNUST aTMOC(EPHOTO BO3IyXa
nuokcunoM azora (r=0,50), B3BelIEHHBIMU YacTULIAMU
(r=0,45), okcumom azora (#=0,37), ammuakom (r=0,46)
u ceuHIoM (r=0,82) [15, 16].

BoisiBieHBl cusibHBIe Koppensiiuu 1opokoB [IHC
¢ cepoBomoponoM (r=0,9; p<0,05) B BO3mayxe, Meiblo
B Bome (r=0,76; p<0,05); MOPOKOB MOYEITOJIOBOWA
cucteMbl ¢ popmanbaerunom (#=0,76; p<0,05); mopoKoB
CepAeYHO-COCYIUCTON cuctembl ¢ MapraHiem (r=0,81;
2<0,05) u Hedprenpoaykramu (r=0,93; p<0,05) B muTh-
€BOli BOJE; XPOMOCOMHOW TMAaTOJOTUW C HUTpaTaMu
B mouBe +=0,93 npu p<0,05) [11]. Cpenu moUTIOTAHTOB
atMochepHOro Bo3ayxa (hopMaibIeTul UMEET BICOKYIO
creneHb Koppeasauuu (r=0,854) ¢ BpoxkIeHHBIMU TTOPO-
kamu pa3Butus [17]. Ha ocHoBe iorucTuyeckoii perpec-

CUM YCTAaHOBJIEHA CTATUCTUYECKM 3HAYMMAasT TTOJIOXKU-
TeJbHAs acCOLMAIUS MEXIY BPOXICHHBIMHU ITOPOKAMU
pazButusi HHC u yepHbIiM apiMom [18].

Jnst BPOXICHHBIX TOPOKOB pAa3BUTHSI CEPACYHO-
COCYIMCTOM CHUCTEMBI ¥ HOBOPOXIEHHBIX JIeTeil Xapak-
TEPHO HaMOOJIbIIIee KOJIMUYECTBO 3HAYMMBIX KOPPEJISIIINIA
cpeau u3ydeHHbIX 27 aTMocdepHbIX 3arpsisHuTeneit [19].
PacrnipocTpaHeHHOCTh JaHHOTO TTOPOKa Pa3BUTUS TTIOJIO-
JKATETBbHO KOPpPEIUpYyeT C BBIOpOCAMU B BO3MYIIHBII
bacceitn metana (r=0,811; p=0,000008), kucnoTh cep-
Hoii (=0,694; p=0,0005), 6ensuna (+=0,696; p=0,0005),
cepoBomopoma  (r=0,693;  p=0,0005), akpojenHa
(r=0,676;  p=0,0008), dopmanbaeruga  (r=0,636;
»=0,002), ammuaxka (+=0,627; p=0,002), Bogopona Xjio-
pucroro (r=0,544; p=0,01) u apyrux 3arpsizHurenei [19].

B psme apyrux coBpeMeHHBIX MCCIIeAOBaHWIA TMOKa-
3aHO BO3JCUCTBUE 3arpsAAZHEHUS OKPYXAIOIEH cpenbl
Ha OepeMEeHHBIX M PUCK BPOXIECHHBIX IMMOPOKOB pa3-
BUTHST CEPACYHO-COCYIUCTONM CUCTEMbBI ¥ HOBOPOXIECH-
Heix [18, 20—23]. PacmpocTpaHeHHOCTb BPOXKIEHHBIX
TMOPOKOB  Pa3BUTHUSI  CEPACUYHO-COCYIUCTONM CUCTEMBI
B roponie bpunausu (Mrtanust) cBsizaHa ¢ BIUSIHAEM JIBY-
okucH cepbl (SO,) 1 OOLIETO CoIepXKaHUS B3BELIEHHBIX
vacruil [20]. Ins SO, oOHapyXeHa CTaTUCTMYECKH 3Ha-
ypMash accoluManus ¢ BPOXIECHHBIMM TTOPOKAMM pa3-
BUTHUST CEPAECYHO-COCYIMCTONW CHUCTEMBI, B TOM 4YHUCIE
¢ nedekToM apTepuanbHoro npotoka [18]. BozneiicTBue
TBepabix Yactul u CO, MeHee 10 MKM CBfI3aHO ¢ pas-
BUTHEM BPOXIEHHBIX TTOPOKOB Pa3BUTHUST MEXKETYI0U-
KOBO#1 mieperopoaku [21]. dopMupoBaHue IOCIETHUX
TaKXe CBS3aHO C BO3ACHCTBUEM OKKMCH yIJIepoja, THOK-
cuzaa a3zora [22]. YcTaHOBIEHBI CTATUCTUYECKU 3HAUYNMBIE
accouManuy TUOKCUIA a30Ta, JUOKCHIA CEePhbl C TTOBHI-
IIEHHBIM PUCKOM BPOXKIEHHOI KoapTalluMd aopThl [24].
OTHOIIIEHWEe TIAHCOB IJIsT TMOKCHIA a30Ta COCTaBJIsET
1,17, a nnst nmoxkcuaa cepol — 1,07 [24].

IMpsMass CcTaTUCTUYECKW 3HAYMMasi KOPPEJSIus
HabmomaeTcss  MeXAy TOTOJOBBIMU  MU3MEHEHMSIMU
YaCTOTHI BPOXIAECHHBIX IMTOPOKOB Pa3BUTHUS U TIPEIETbHO
JOTTYCTUMO KOHIIEHTpalluu OeH3amnpeHa B aTMochepe
(r=0,59; p<0,5) [3]. OngHakO B OPYroM HCCIIEIOBaHUUN
YCTAHOBJICHO, YTO YacTOTa BPOXIEHHBIX IMOPOKOB pa3-
BUTHST CEPAEYHO-COCYIUCTON CUCTEMBI UMEET CTaTUCTH -
YeCKU 3HAYNMYIO CBSI3b C KOHLIEHTpALUSIMU B aTMOC(Dep-
HOM Bo3myxe auokcuaa asorta (r=0,82), B3BelIEHHBIX
yactull (r=0,48) n okcuaa azota (r=0,58) [15].

Jpyre coBpeMeHHbIE WCCIeIOBATEIM aHAIU3UPO-
BaJli BJAWSIHUE Ha 4YacCTOTY BPOXIEHHBIX MOPOKOB pa3-
BUTHUSI HE KOHKPETHBIX aTMOC(EPHBIX 3arps3HUTENEH,
a CyMMapHOTO 3arpsi3HEeHMs aTMOC(epbl B Pa3TUIHBIX
permoHax [1, 2]. VYBenmueHme pacnpocTpaHEHHOCTHU
BPOXIEHHBIX TTOPOKOB pa3BUTHUS Cpenu aeTeid 1o 1 roma
KOPpETUPOBAJIO C TIOBBIIIEHWEM WHAEKCA OIMaCHOCTU
3arpsisHeHust arMocdepHoro Bosayxa [23]. YcraHoBneHa
KOPPESLINS MEXIY YaCTOTOI BOSHUKHOBEHUWS BPOXKIECH-
HBIX TTOPOKOB Pa3BUTHSI K1 MACCOI BEIOPOCOB 3arpsI3HSIO-
IIMX BEIIECTB B aTMOC(HEPHBIN BO3MYX OT MPEATPUATHIA
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IO TOOBIYE TOJIE3HBIX MCKOTAeMbIX, B TOM YHCJIE TOII-
JmBHO-3HepreTdeckux (r=0,89; p=0,0068 u r=0,964;
p=0,00045) [1]. BanoBsiit 00beM BHIOPOCOB 3arpsI3HUTE-
Jieii B aTMocdepy MMeeT CTaTUCTUIECKU 3HaUYMMble KOpP-
pENSIIMKU ¢ 9acTOTON BO3HMKHOBEHUS] MHOXECTBEHHBIX
BPOKJIEHHBIX MOPOKOB pa3putus (r=0,440) [19].

Ha ocHoOBe pe3yiabTaToB WCCACIOBAHUST BIMSTHUS
3arpsI3HEHUST OKPYKAIOLEl Cpeibl Ha PaclpOCTPaHEH-
HOCTb BPOXIEHHBIX TOPOKOB pa3BuTUs B HikHeM
HoBropone pa3paboTaHbl MaTeMaTUYeCKUE MOJIENH,
MMOKa3bIBAIOIINE MTAHHYIO 3aBUCUMOCTh U TTO3BOJISIO-
IIe TPOTHO3MPOBATh YACTOTy BPOKIEHHBIX IMMOPOKOB
pasButus [10]. PacyeTHBIM mMyTeM yCTaHOBJIEHO, YTO C
MOBBIIIIEHNEM KOMILUIEKCHOW Harpy3ku Ha 1% dacroTa
BPOXIEHHBIX TTOPOKOB Pa3BUTHUS Cpeau neTeit 1o 1 roma
yBenmnuutcs Ha 1,71%, ¢ TIOBBIIIEHWEM CyMMapHOTO
3arpsA3HEHMsT aTMOC(EepHOTo Bo3ayxa M TouBbl Ha 10%
YacTOTa BPOXKIECHHBIX TOPOKOB Pa3BUTHUST YBEIMUUTCS
Ha 7,1 n4,8% coorBerctBeHHO [10]. B 11€JT0M X€ TTPOrHO-
CTUYECKME MOJIEIH TTPU U3YYEeHUH BPOXKIEHHBIX ITOPOKOB
pa3BUTHUA U aTMOC(EPHBIX 3arpsi3HUTeNei pa3pabaThiBa-
I0TCS PeAKO, YTO He TIO3BOJISIET METUIIMHCKAM YUPEXKIE-
HUSIM TITIAHUPOBATH YIIPEKAAIOIINE MEPOTIPUSTHSI.

3akovyeHue

AHTpOTIOTeHHbIE aTMOC(hEpHbIE TOJTIOTAHTHl OKa-
3bIBAIOT CYILECTBEHHOE BJIUSIHUE Ha PacClpOCTpPaHEH-
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JInarnocTuyeckoe 3HaYeHue IKcnpeccuu Kojuiaresa IV Tuna B moyeyHsix romMepynax
NpH CHHAPOMeE AJIbIIOPTa

M.E. Axcenosa’, I1.9. Ilosunaiimume?, H.E. Konvkosa', B.B. Jlnun'

'0CIN «Hay4Ho-1ccnenoBaTeibCKUN KNMHUYECKMIA MHCTUTYT neguaTpum um. akagemuka 0.E. Benstuwesa»
BGraoy BO PHUMY um. H.U. NMuporosa MuH3apasa Poccun, Mocksa, Poccus;
2PocToBCcKoe ob6nacTHoe naTonoroaHatoMmmyeckoe 60po, Poctos-Ha-[oHy, Poccus

Diagnostic Value of Type IV Collagen Expression in Renal Glomeruli at Alport’s Syndrome
M.E. Aksenova', P.E. Povilaitite’, N.E. Konkova', V.V. Dlin’

Weltischev Research and Clinical Institute for Pediatrics of the Pirogov Russian National Research Medical University,
Moscow, Russia;
2Rostov Region Pathoanatomical Bureau, Rostov-on-Don, Russia

CunapoM AJbropTa — HAC/IeICTBEHHOE MYJILTHCHCTEMHOE 3a00J1€BaHie, XapaKTepu3yloieecs: Pa3BUTHEM Nporpeccupyonieii ned-
ponatun. PaHHSsA TMATHOCTHKA M MOCJIEAYIoLIee Ha3HaYeHHe HepponpOTEeKTHBHOM Tepanuy 3HAYNTEILHO YIydinaeT Hed)poaoruye-
CKMii IPOrHO3.

Ienb uccnenosanus. OnpenesMTh 3HaYeHMEe HMMYHOTMCTOXMMUYECKOrO METO/IA ISl TMATHOCTHKH CHHIPOMA AJIbIopTa.
Marepuan u Metoapl. O000HIEHbI KIMHUKO-1a00paToOpHbie U MOP(OJIOTHYECKHE JAaHHble 35 MAIMEHTOB ¢ MOJI03PEHNeM HA CHH-
npom Anbriopta (Bo3pact 13 [11; 16] aer; 18 manbunkoB u 17 neBoyek), 06cien0BaHHbIX B oTee Hedposoruu B 2013—2019 rr.
HccaenoBanne noyeyHoil TKAHH BKJIIOYAJIO CBETOBYIO, HMMYHO()IIOOPECHEHTHYIO, JJIEKTPOHHYI0O MUKPOCKONHMIO OMONTATA MOYKH,
omnpeneeHue IKcnpeccuu neneii o1, 0.3 u 05 Kosu1arena IV Tuna B moyeyHsIx KIy00o4Kax MMMYHOTHCTOXUMHYECKHM METOIOM; FeHe-
THYECKOe 00cJeoBanue ObLI0 MpoBeaeHo 26 nmanuentam. Jletn ObLM pa3aesieHbl HA PYNNbI B 3aBUCHMMOCTH OT IJIOMEPYJISIPHOM
aKcnpeccuu nenu o5 konnaresa IV tuna: Hopma (1-4 rpynna, n=18), cHikena (2-s rpynna, n=4), orpunarenbnas (3- rpynmna,
n=13). Pesynsrarel. HapymeHnue skcnpeccuu uenu o.5 0110 BbisiBaeHO y ¥4 (9=0,78) naumeHToB ¢ reHeTHYECKH MOATBEPAKIAEHHBIM
CHHIPOMOM AJIBIIOPTA M IPAKTUYECKH Y Beex JeTeil ¢ X-cuenjieHHbIM BapuanToM 3a0oaesanus (¢=0,94).

Pesyasrarsl. Ha ocHOBe reHeTHYECKOT0 aHAJIM3A CMHAPOM AJILIIOPTA MOATBEPKIAEH Y ¥4 AeTeid 1-ii rpynmbl (A€TH ¢ reTepo3uroTHLIMU BapH-
anramu reHoB COL4A3, COL4A5) 'y Beex neteii 2-ii u 3-ii rpynm (Bapuantsl COL4A5). UyBcTBUTELHOCTD/ ClIeM(IMIHOCTD HMMYHOTH-
CTOXHMHYECKOTO MCCIIeI0BAHNUS TSl IMATHOCTHKH CHHIpOMa AJibriopTa coctasuia 78%,/100%, snexrponnoii Mukpockonuu — 93%,/87%.
IIporHocTHYecKasi 3HAYMMOCTD TIOJIOKUTEIHHOTO/OTPHIATENHHOTO Pe3YJIBTaTa WMMYHOTHCTOXHMHYECKOTO HCCJIEIOBAHMS COCTABIIIA
100%/66%, 31ekTponHoii Mukpockomn — 95%,/88% no cpashenuio ¢ 100%,/88% npu coueTaHHOM HCIIOIb30BAHUHM IBYX METO/I0B.
3akmouenne. OnpeneseHue IKCNpeccHu e o5 koyarena IV Tuna B Ki1y0oykax moyek MMEET CaMOCTOSITEIbHOE THATHOCTHYECKOE
3HAYEHHEe, OIHAKO YCTYNAeT 3JeKTPOHHOW MUKPOCKONNM NMPH reTepo3UroTHHIX BAPUAHTAX CHHIAPOMA Asbnopta. Boicokas cnenm-
(uIHOCTP MIMMYHOTHCTOXHMHYECKOTO METO/IA TIO3BOJISIET MOATBEPIUTH CHHAPOM AJIBIIOPTA B CJIydae W3MEHEHHs SKCIPECCHH TIeTn
05 Kosutarena IV Tuna B Kiiy0ouKkax nmoyex.

Karouesvte caosa: demu, namonoeus nouek, cundpom Anvnopma, uensv o5 koaiaeena 1V muna, 6azanvholie memOpansl Kayoo4Kos
nouex, UMMYHOLUCIMOXUMUYECKOe UCCAe008AHUE, UMMYHOPAIO0PECUEHYU.

Ana uyntupoBaHusa: AkceHosa M.E., lMosunavitute [1.9., KoHbkoBa H.E., avH B.B. [InarHOCTU4eCcKOe 3HaYeHUEe SKCIPeccumn KosiiareHa
IV Tvna B noyey4HbIx rmomMmepynax npuv cuHapome AnsrnopTa. Poc BecTH nepuHaton v negmuatrp 2020; 65:(6): 42-49. DOI: 10.21508/1027-4065-
2020-65-6-42-49

The Alport’s syndrome is the hereditary multisystem disease characterized by the development of the progressive nephropathy.
The early diagnosis and subsequent prescription of nephroprotective therapy improves significantly the nephrological prognosis.
Purpose of the Study. Determine the value of the immunohistochemical method for the Alport’s syndrome diagnosis.

Material and methods. The clinical, laboratory and morphological data of 35 patients with suspected Alport’s syndrome (13 years
of age [11; 16]; 18 boys and 17 girls) examined in the Nephrology Department in 2013—2019 were summarized. The study of the
renal tissue included the light, immunofluorescence, electron microscopy of the kidney biopsy sample, determination of the expres-
sion of a1, a3 and a5 chains of type IV collagen in the renal glomeruli using the immunohistochemical method; the genetic testing
was carried out for 26 patients. The children were divided into groups depending on the glomerular expression of a5 chain of type IV
collagen: normal (group 1, n=18), decreased (group 2, n=4), negative (group 3, n=13). Results are as the following: The disorder
of the expression of a5 chain was detected in % (¢ = 0.78) patients with genetically confirmed Alport’s syndrome and in almost all
children with the X-linked variant of the disease (g = 0.94).

Results. Based on the genetic testing, the Alport’s syndrome was confirmed in % of the children of the 1% group (the children with the
heterozygous variants of COL4A43, COL4A5 genes) and in all children of the 2" and 3™ groups (COL4A5 variants). The sensitivity/
specificity of the immunohistochemical study for the Alport’s syndrome diagnosis was 78% /100%, that of the electron microscopy —
93% /87%. The predictive value of the positive/negative result of the immunohistochemical study was 100% /66%, that of the elec-
tron microscopy — 95% / 88% compared with 100% / 88% with the combine use of two methods.

Conclusion. The determination of the expression of a5 chain of type IV collagen in the renal glomeruli has the independent diagnostic
value, but it is inferior to the electron microscopy in the heterozygous variants of the Alport’s syndrome. The high specificity of the
immunohistochemical method makes it possible to confirm the Alport’s syndrome in the case of the change in the expression of
05 chain of type IV collagen in the renal glomeruli.

Key words: children, renal pathology, Alport’s syndrome, o.5 chain of type 1V collagen, glomerular basement membranes, immunohisto-
chemical study, immunofluorescence.

For citation: Aksenova M.E., Povilaitite P.E., Konkova N.E., Dlin V.V. Diagnostic value of glomerular type IV collagen expression in Alport syn-
drome. Ros Vestn Perinatol i Pediatr 2020; 65:(6): 42—-49 (in Russ). DOI: 10.21508/1027-4065-2020-65-6—-42-49
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Axcernosa M.E. u coagm. InarHoOCTUYECKOE 3HAUEHUE IKCIPecCHu KosutareHa [V Tuma B ouyeyHbIX rioMepyaax npu CUHAPOME AJIbIopTa

CI/IHI[DOM AnbrioptTa — HacJeICTBEHHOE 3aboJieBa-
Hue, oOyCJIOBJIEHHOE MyTalluell TeHOB liernei o3,
04 1 a5 xosutareHa IV Tuma, xapakrepusyrolieecs: pas-
BUTHEM TIporpeccupyloiieii HedpomnaTuu BCIEACTBUE
HapylIeHUsI CTPYKTYPHl Oa3ajbHOW MeMOpaHbl KIIy0Oo4-
KOB 1ouyku. PaHHsS1 nMarHocTrka 3a00J1eBaHUs U TTOCIe-
nyolasi HeponpoTeKTUBHAS Tepartus MO3BOJISIIOT 3Ha-
YUTEJbHO YJIYUIIUTh Hedposornyeckuit rmporHos [1].
ONTUMalbHBIM METOIOM JIUATHOCTUKUA CUHApPOMa AJTb-
mopTa B HACTOsIIee BPeMsl SIBJISIETCSI MOJIEKYJISIPHO-Te-
HETUYECKOe MCClIeloBaHNe, KOTOPOe He MMEET BO3pacT-
HBIX OTpaHUYEHUI, TTO3BOJISIET TOATBEPAUTH IWArHO3,
MPOTHO3UPOBATh TEMIIbl TPOTPECcCUpoBaHUsl Hedpo-
MaTuy B 3aBUCMMOCTM OT XapakTepa MyTalliM, a TaKxXKe
MPOBECTU KacKajHoe oOO0CJeI0oBaHUE YJIEHOB CEeMbHU
U CceMeliHOe MeIUKO-TeHEeTUYECKOe KOHCYIbTUPOBa-
Hue [2]. OrcyrcTBUE OOIIENOCTYITHOTO T€HETUYECKOTO
o0cienoBaHNsl TALIMEHTOB C CUHIAPOMOM AJIbIIOpTa,
a TaKKe BO3MOXXHOCTb HaJIMYUs COYETAaHHON MaTOJIOTUHU
(BKJTIOYas WMMMYHOKOMIUIEKCHBI TJ0MepyIoHeppuUT)
00YCJIOBJIMBAET COXPaHSIONIYIOCS aKTyaJbHOCTh IMArHO-
CTUKHU TTyTeM MOP(OJIOrMYecKoro UCCiaeI0BaHus Moyey-
HOW TKaHU C BKJIIOUEHWEM 3JICKTPOHHON MMKPOCKOITUHU
1 UMMYHOTHCTOXHUMUYECKOTO METO/IA.

VY naumMeHToB ¢ CMHAPOMOM AJIBIIOPTa OTCYTCTBYIOT
crnenudpurieckue Mop@osornieckre U3MEHEeHUs movyey-
HOI TKaHM TI0 JAHHBIM CBETOBOW MWKPOCKOIIUH,
MPU MUKPOYJIETPACTPYKTYPHOM MCCJIEIOBAaHUM 0a3aiib-
HO#I MeMOpaHbI KJIIyOOYKOB TOYKU MOTYT OTIPENessIThCs
TOHKUE Oa3aibHble MEMOpPaHbI C COXPAHHOU CTPYKTYpOii
Ha paHHMX cTagusx Hedpomnatuu, ovaroBoe/muddys-
HOe YTOJIILIEHWe M paccioeHue 0aszajibHOW MeMOpaHbI
Ha MO3IHUX CTamusx 3a0oneBaHus [3]. ATbIIOPTOITOI00-
Hble M3MEHEeHUs 6a3aibHBIX MEeMOpaH TTOYEeYHBIX KITy-
OOYKOB B COYETAHUU CO CXOAHBIM (DEHOTUIIOM OITH-
caHbl y TallMeHTOB C BapuaHTaMu B reHax MYH-9 [4]
u PAX-2 [5], a Takke y TalMeHTOB C He(PPOTUUYECKUM
CUHIPOMOM, acCCOLIMUPOBAHHBIM C MYTallUSIMUA TE€HOB
NPHS2 [6] u MYOIE [7]. TToaTtomy ompeneieHne 3KC-
npeccuu nenei o3, o4 1 a5 KoyutareHa IV tuna umMmmyHo-
TMCTOXMUMUYECKMM METOJIOM HMMeEeT JOMOJHUTEIbHOE
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JMWarHOCTMYECKOe 3HaYeHHWe MPU MOAO3PEHUM Ha CUH-
npoM Anbriopta. MeTo OCHOBaH Ha TOM, UTO TMPU Hapy-
IIeHWM cuHTe3a ueneit a3, o4 u o5 komtareHa IV tuna,
00pa3yIoNIuX TeTepOTPUMEPHI, KaK Mpu X-CUEMJIEHHOM
(Y MyXUHH), TaK U TIPU ayTOCOMHOM BapuaHTe HaCJIen0-
BaHUs CHHApoMa AJbrHopTa (0O0YCIOBIEHBI MyTalIMSIMKA
B reHax COL4A5, COL4A3, COL4A4 coOTBETCTBEHHO)
MHTEHCUBHOCTb OKpacku lierneil o3 u o5 B OazajbHOM
MeMOpaHe KJIyOOUYKOB MOYKHM OyIeT CHUXXeHa WK OTPU-
natenbHas [8]. KeHmmHbl ¢ X-CLEIJIGHHBIM CHHIPO-
MOM AJTBIIOPTa YacTO WMEIOT MO3aWJHOE pacrpeese-
HUe reTepoTpruMepoB KojareHa [V Ttuma B KiyOoukax
MOYKM. BBUTO TOKa3aHOo TakXkKe, YTO YPOBEHb SKCITPECCUN
merneit KoyutareHa IV Tuma ompeaensieT BBIPAXXeHHOCTh
U3MEHEeHUIT 0a3aibHOi MeMOpaHbl KJIYOOUKOB MOYKU
1 HePPOJOTUIECKUI MPOTHO3 MAIlMEHTOB C CUHIPOMOM
Anpniopta [9—11]. HecMoTps Ha oueBHMIHOE ITaTOTeHE-
TUYECKOe 00O0CHOBaHME, 3HAYeHUE MMMYHOTMCTOXUMMU-
YeCKOTO MeTO/a Ui AUATHOCTUKM CHHApOMa AJbIIopTa
OCTaeTCsl HeSICHBIM: CYIIIECTBYIOT TIPOTHMBOPEUNBHIC TaH-
HbIE O KOPpEJSIIMM CTENeH! 3KCIpeccuu 1enei o3, o4
U o5 ¢ BBIPaXEHHOCTHIO M3MEHEHMI 0a3aabHOW MeM-
OpaHbI KITyOOYKOB TTOYKH, a TAKXKe C TIPOTHO30M Y TTalu-
eHroB [9—11].

Ienp uccaenoBaHua: YCTaHOBUTH 3HAYCHHUE YPOBHS
AKCIIpeccuy lLienn oS KoyutareHa IV tuma B 6a3aabHOI
MeMOpaHBbl KJTYOOYKOB TIOYKHW JJIST AUATHOCTUKU CHH-
IpoMa AJTbIIOpTa M OTIPEICTUTh €€ CBS3b C BBIPAKCHHO-
CThIO U3MEHEHMI 6a3albHBIX MeMOpaH TMOYEYHBIX KITy-
0OYKOB y TIAITMEHTOB C 3TUM 3a00JIEBaHUEM.

XapakTepucTuka netei u MeTogbl UccnenoBaHns

B oaHOIEHTPOBOE pETPOCIEKTUBHOE WCCIea0BA-
HUe OBIIA BKJIIOYEHHI 35 meTeil ¢ momo3peHneM Ha CUH-
JIpoM AJbIIOpTa, 00CeTOBaHHbIE B OTAEJIEHUN HaCJe/-
CTBEHHBIX M TMPUOOPETEHHBIX OOJIE3HEN TOUeK MMEHU
npod. M.C. Urnarosoit HUKU nennatpuu um. akamie-
muka FO.E. Bensrumena B nepuon ¢ 2013 mo 2019 .

KnuHuko-naboparopHoe o0cenoBaHue IallMeHTOB
BKJTIOUAJIO0 YTOYHEHNWE CEeMEMHOTro aHaMHe3a, BBISIBJICHHE
HEWPOCEHCOPHOW TYrOyXOCTH, AapTepUaJIbHOW TUIIEp-
TEH3WU TI0 YPOBHIO Pa30BOTO M aMOYJaTOPHOTO M3Mepe-
HUST apTepUaIbHOTO AaBlieHUs (KPUTEPUI apTepuaibHOM
TUTIEPTEH3WU: YPOBEHb CUCTOJTUIECKOTO W/WIU TUACTOT -
YECKOTO apTepuabHOTO IaBlIeHUsT >95%o0 HOPMAalIbHOTO
pacrpeiesieHusT B 3aBUCUMOCTH OT T10J1a, BO3pacTa U pocTa
pebeHKa), TTPOTenHYPUHN/TIPOTEUHYPUN HEDPOTUIECKOTO
ypoBHs (6esok Moun >100/960 mr/m>%/CyT) U ompeneie-
HUE pacueTHOW CKOPOCTU KIyOOUKOBOW (uisTpaiuu
no Isapuy (pCK®, mu/mun/1,73 m?) [12]. Beem metsam
Mpy  HAIMYUU WHOOPMUPOBAHHOTO COIJTACHUSI 3aKOH-
HOTO TIPEICTABUTENSI TIPOBOAMIOCH MOPGHOIOTIeCKOe
HCCeq0BaHUE TTOYEYHON TKaHU, BKITIOYAsT DIEKTPOHHYIO
MMKPOCKOTINIO 1 UMMYHOTUCTOXUMHWUECKUI aHAIN3 DKC-
npeccuu 1eneit a3, o4 u o5 KojutareHa IV tura.

WUccnenoBanue HedpobOUonrara OCYIIECTBISIOCH
CIeIyIOIMMI MeTOIaMU: CBeToBasi (OKpacKu TeMarTo-
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KcuauHoM U 203uHOM, UHIMK-peakumst, Tpuxpom
no MacoHy) nu uMMmyHodII0OpeclieHTHas (¢ MpUMeHe-
HUEM aHTUCHIBOpPOTOK npotuB IgG, IgM, IgA u xom-
IJIEMEHTa) MUKPOCKOMUsS (TTPOBOAMINCH B TIATOJOTO-
aHatommyeckoM otneneHun KB Ne 52 Mocksh),
5JIEKTPOHHOMMKPOCKOIMMYECKOE ¥ MMMYHOTMCTOXUMMU-
yeckoe uccieaoBaHust modyeuyHoit TkaHu (PocTtoBckoe
obJacTHOe maTtojioroaHaromuyeckoe 6iopo, PoctoB-Ha-
Hony). 1151 cBeTOBOI MMKpOCcKonuu (ukcaiust Hedpo-
6uonTata B pacTBope HelTpanmbHoro 10% dopmanuHa
Ha ¢docharHOM Oydepe OCyllIecTBIsIaCh HA MECTe €ro
TTOJTYYeHMSI, B TTOCIEAYIONIEM TKaHb MTOYKY (DUKCUPOBATN
B napacduHe. s MMMyHOMIIOOPECIIEHTHOTO aHaJln3a
ObITM MCIOJIb30BaHbI KPUOCTATHBIE CPe3bl TMOYEeYHOM
TKaHM, 00paboTaHHBbIE TIPSIMBIM M HETMPSMBIM METOIOM
KyHca ¢ mpuMeHeHMeM aHTHCBIBOPOTOK. [list aiex-
TPOHHOW MUKPOCKOIMM TKaHb TMOYKH (PUKCUPOBAIH
B 2,4% pacTBOpe TJIIOTApOBOTO ajibleruaa ¢ modukca-
et B 1% pacTBope TeTpaoKcuaa OCMUS, 00e3BOKUBATI
1 3aKJTIOYAJTH B OTIOH. YIIBTPaTOHKUE CPE3bl, TIOTyUYeHHBIE
Ha yasrpatome 1KB-111, koHTpacTupoBanu ypaHuale-
TaTOM U COJIIMU CBMHIIA W MICCIIEMOBAIN B 3JICKTPOHHOM
mukpockorne YEM-100B («JIOMO», Poccus). TonmmnHa
OazayibHON MeMOpaHbl KJYOOUYKOB TTOYKHU OIPEeIsiin
Ucxons U3 cpeaHero 3HavyeHus u3 30 uaMepeHuit; Kpu-
TepueM TOHKMX 0a3ajbHbIX MEMOpaH CIyXXuja TOJIIMHA
6azanbHOi MemOpaHbl MeHee 200 Hm [13]. CpemHee
KOJIMYECTBO KJIYOOUYKOB ITOYKM IUISI YJIBTPACTPYKTYp-
HOTO aHayin3a cocTaBuio 2 (ot 1 1o 5). beutu BeiaeIEeHbI
3 Tuna M3MEHEeHWi Oa3aJibHON MeMOpaHbl KJIyOOYKOB
MTOYKM 10 JAHHBIM 3JIEKTPOHHOI MUKpOCKOUU (puc. 1):
HOpMaJIbHas TOJIIIMHA/CTPYKTYpa, U3MEHEHME TOJIIUHBI
(TOHKas MJTM C yJaCTKaMU YTOJIIEHUS 0a3ajbHasT MEM-
OpaHa KJIYOOUKOB TIOYKM) C COXPaHHOHN CTPYKTYpOIi,
nurddy3HO yTOMIIEHHAs ¢ HapyIIeHWEeM CTPYKTYPHI.
KauecTBeHHOE oOTIpenesieHUE YPOBHSI  IKCIIpeC-

cuu ueneit ol, a3 u a5 KomtareHa IV tuna B Kiyoou-
KaX W KaHaJbIIaX ITOYEK MPOBOIWIN METOJOM WUMMYyHO-
bmoopectieHIIMN ¢ UCTTOTB30BAHNEM MOHOKJIOHAIBHBIX
AHTUTEN; JKCTpeccus Iermu ol ciIyXwmia BHYTPEHHUM
KOHTpOJIeM W OblTa HOPMAaJTbHOM Y BCEX TMAIlMCHTOB;

OPUINMHAJIbBHbBIE CTATbU

B KaueCTBE BHEITHETO KOHTPOJIS UCIIOIh30BaN Hehpo-
OGuoNTaThl MALIMEHTOB C HETJIOMEPYISIPHBIMU 00JIe3HIMU
ToYeK. B 3aBUCMMOCTH OT ypOBHS U XapaKTepa pacripe-
neneHus uerneit o3 u a5 koynareHa [V turna B 6azanbHON
MeMOpaHe KJTyOOYKOB MOYKHU ObUTH BBIIEJICHBI BAPUAHTHI
aKcnpeccuu (puc. 2): 1-ii — HopMasibHast (COOTBETCTBY-
[0111asi KOHTPOJII0), 2-i1 — ouarosasi (CHU>XKeHHas1) U 3-i —
OTpUIIATEeSTbHAS IKCTIPECCUS TIeTIei KoJUTareHa.

MoeKyIIpHO-TeHeTUIeCKOe WCCIIEIOBaHNE METO-
JIOM CeKBEeHMpoBaHUsI HOBOTO rokojeHust (NGS) 6bu10
npoBeeHo y 16 marmeHToB (K.6.H. JI.W. [llaram, Hay4-
HO-HCCIIenoBaTeIbcKas TabopaTtopust OOIIei MaTOIOTHI
HWKW nennarpum um. akanemuka FO.E. Bensruiesa).
B 7 ciyuasix mucrmonb3oBasiachk TapreTHasl MMaHe b TEHOB
COL4A3, COL4A4, COL4A5, Bkmiouaromasi CEKBEeHUPO-
BaHWE 3K30HOB U CMEXHBIX S5-HYKJICOTHIHBIX Y4acT-
KOB MHTPOHOB T€HOB C CyMMapHBIM pa3MepoM Tipaii-
MepoB 16 615 m.H., cyMMapHBIM TOKpHITHEM 96%,
CpeIHUM MOKPBITHEM lieJIeBbIX (PparMeHToB Oosiee 350x.
V 3 neteii ObLIO MPOBENEHO KIMHUYECKOE CEKBEHUPOBA-
Hue sk3oma: aHanu3 JJHK meTomom mapHoO-KOHIIEBOTO
npouteHust (2x151 1.0.), cpenHee MOKPHITUE HE MEHee
70—100x. daHHBIE CEKBEHUPOBAaHUs aHAJIU3UPOBAIU
C MCITOJTb30BaHNEM aBTOMATUYECKOTO aJITOPUTMA, C TIPU-
MEHEHWEM METOJOB TPOTHO3MPOBAHUS TAaTOTeHHOCTH
3ameH (SIFT, PolyPhen2-HDIV, PolyPhen2-HVAR,
MutationTaster, LRP) u pacuera 3BoJIOIIMOHHOI KOH-
cepBatuBHocTU no3uiiuit (PhyloP, PlastCons); BbisiBieH-
HBI TEeHOTUTT TOATBEPKAAIICS METOAOM TIPSIMOTO CEKBE-
HupoBaHus o CaHrepy.

Dkcrpeccus ueneii a3 n ad KoyutareHa 1V tura B 6071b-
IIMHCTBE ciyvaeB (yactota, ¢=0,89) Oblia 0IMHAKOBOM,
OTINYMS Kacaiuch 4 neBoyek: a3 Hopma/od CHUXEHa
(n=2), a3 cHmkeHa/a5 HeraTuBHA (n=2); Cpeny TalueH-
TOB C TEHETUUYECKU TTOATBEPKACHHBIM CUHAPOMOM AJTb-
TOpTa YPOBEHB DKCIIPECCUU TIeTIel 03 M a5 TTOJTHOCTHIO
coBnanan. [ToaroMy rpynribl maiMeHToB ObUTH chOpMU-
POBaHBI C YUETOM XapaKTepa CBeYCHMSI TIeTTH 0.5 KoJUTareHa
IV tuna B 6a3anbHOil MeMOpaHe KIyOOUKOB MOYKM: 1-s1
rpynmna (n=18) — nauureHTbl ¢ HOpMaabHOI (COOTBETCTBY-
o111l KOHTPOJII0), 2-51 Tpyrna (n=4) — AeTh ¢ 0YaroBoM

Puc. 1. DneKTpOHHAS MUKDPOCKONMS KJIy0OYKOB MOYEK, BUI 0a3a/ibHOW MeMOpPaHbI KJIy0OYKOB: HOpMA (a), TOHKAsA C COXPAHHOI

cTpyKTypoii (0), macddysHoe yrommenue, pacciaoenue (B).

Fig. 1. Electron microscopy appearance of glomerular basement membrane: normal (a), thin with normal structure (6), thickening

splitting (B).
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(cHMXKeHHOI) u 3-4 rpynna (n=13) — nmauyeHTsl ¢ OTpU-
HaTeJIbHOU DKCIIpeccHeit e os.

JInst craTUCTUYeCKOl 00pabOTKU TOTyYeHHbBIX JaHHBIX
HCTIONIb30BAIM METONbI MapaMeTPUUEcKOro U Herapame-
TPUYECKOTO aHajM3a B 3aBUCUMOCTH OT XapaKTepa pac-
npenesieHus TPU3HAKOB, OIPENEISIeMOro IO KPUTEPHUIO
KonmoropoBa—CwmupHoBa.  KonmyecTBeHHbIE — TTOKas3a-
T TIpU HOPMAJIILHOM pacIipele/ieHUM TIpeaCcTaBIeHbI
Kak CpelHMe 3HAUeHWs] M CTaHAapTHas OIIMOKa Cpes-
Hero 3HaueHus (M=*xm), Tipu pacripefeieHu, OTIMYHOM
OT HOPMAJIBHOTO, — KaK Me[uaHa U KBapTUJIbHBIN pa3zMax
(Me [Q1; Q3]); xauecTBeHHbIE TTOKa3aTeIN BbIPAKEHbI
B aOCOMIOTHBIX 3HaYeHUsIX (1) u ponsx (q). s cpaBHe-
HUSI TPYMI B 3aBUCMMOCTH OT XapaKTepa pacrpeneieHust
MPUMEHSUTM TIapHbIi kputepuii CThlofieHTa U Herapame-
Tpudeckuii kputepuii Bunkokcona. C 11e1b10 BBISIBJICHUS
3aBUCMMOCTM TIPU3HAKOB PACCUMTHIBAIM KOI(DMUILIMEHT
koppessiiuu [TupcoHa (7) 1 Ko GUIIMEHT TeTepMUHALTUN
(). C uenbio cpaBHEHMsI TPYIII 10 PACIIPOCTPAHEHHOCTH
HCXola BBIUMCISUIOCHh oTHoImeHue TmaHcoB (OII) ¢ 95%
JIOBEPUTEIbHBIM MHTepBaioM. JlJist orpenesieHust 1uarHo-
CTUYECKOI 3HAYMMOCTH METOAA AUATHOCTUKM BBIYMCIISLIN
€ro 4yBCTBUTEIbHOCTH (Se), crietmdudHocTs (Sp), mpo-
THOCTUYECKYIO LIEHHOCTh nosioxuresibHoro (PPV) u otpu-
naresnbHoro (NPV) pesynsratoB. 3a KpuTUUECKuit ypoBEHb
JIOCTOBEPHOCTH pasanunii 0611 ipuHAT p<0,03.

Pesynbrathl

Bce mamumentsr (n=35, Bospact 13 [11; 16] ner;
18 ManbunkoB 1 17 geBoYeK), BKIOYEHHBIE B MCCIIEI0-
BaHUeE, UMEJI TOPIUAHYIO TeMaTypuio pa3HON CTeTIeHU
BBIPAXXEHHOCTH, KOTOpasi codeTajach ¢ MHUHUMAaJTbHOM
nporeuHypueit y 8 nereit (¢g=0,23), c mporenHypueit cyo-
HedpoTrueckoro ypoBHs y 2 (¢g=0,06), compoBoxnana
HedpoTUUeCKU CUHAPOM/TIPOTEUHYPUIO HehpOoTHIe-
ckoro ypoBHs y 7 nauueHToB (¢=0,2). B monoBuHe ciy-
yaeB remMaTtypusi uMesia ceMeiHblii xapakTep (¢=0,52).

Tpynmbl ¢ pa3HBIM YPOBHEM OKCIPECCUM IIETH
oS5 KojnareHa IV Tuma He pasnuyanvch MeXay coOoit
MO BO3PACTy U TOJIy; HEMPOCEHCOPHAsl TYTOYXOCTh Yallle
MMATHOCTUPOBANIU y AeTelt 3-if Tpynibl, apTepualbHyIO
rutiepTeHsnio n cHmkenne pCK® — y marnueHToB 1-i
u 3-i1 rpyni (Tabu. 1).

Ha ocHoBe pe3yabraToB MopdoJ0ruyeckoro oocie-
JIOBaHMST Y TTAlIMEHTOB |- TPYMIBI ObUTM AMATHOCTU-
poBaHbl IgA-Hedponartus (n==8), BkIoudas 1 namum-
eHTa C reTepo3UTOTHBIM BapuaHTOM B reHe COL4A3,
1 (poKalbHOCETMEHTAPHBIN TIOMepyIocKiiepo3 (n=>5)
(Tabj. 2). B nmepBoM ciiydyae OCHOBHBIM KJIMHUYECKUM
nposiBieHueM 3aboJieBaHUs Oblla TeMaTypusi B coue-
TaHUU C TIPOTEUHYpPUEIl, BO BTOPOM — CTEPOUIOPE3U-
CTEHTHBIN He(pOTUUIECKUI CUHAPOM (n=3), MPOTEUH-
ypusi He(pOTUYECKOTO U CYyOHEe(POTUIECKOTO YPOBHS
(n=2). BonbIIMHCTBO TTAalIMEHTOB |- TPYIIIBI UMEIU
COXpaHHYI0 0a3ajibHyl0 MeMOpaHy KJyOOUKOB TOYKH,
npyu 3TOM HU y OJHOIO M3 TEHETUYEeCKU oO0ciemno-
BaHHBIX JeTell ¢ coxpaHHOU Oa3zanbHON MeMOpaHOIi,
BKJIIOUasl 2 neTeil ¢ ceMeiHO# rematypueii, He ObLIO
BBISIBJICHO BapuMaHTOB B TreHax KoJjulareHa [V Ttwuma
(taba. 3). B To ke BpeMsi 3 U3 5 nmeTeil 3TOW TPYIIbI
C WCTOHYEHUEM/yToJllleHneM 0a3aibHOW MeMOpaHbI
KJIyOOUKOB TMOYKHM MO JaHHBIM 3JEKTPOHHONW MUKPO-
CKOTIMU UMEJIU MaTOreHHble BapuaHThl B reHe COL4A3;
y 2 MalMeHTOB ¢ HapyLIEHUEM CTPYKTYpbl 0a3albHOI
MeMOpaHbl OBUIM BBISBJIEHBI MATOT€HHBIE MYTALIUU
reHoB COL4A5 v NPHS2.

Y Bcex paereit 2-fi TPYIMbl OTMEYaJIUCh H3MEHeE-
HUs 0a3aabHOl MeMOpaHbl KJIYyOOUKOB ITOYKM pa3HOM
CTETeHW BBIpakeHHOCTU. Bce mauueHThl 3-if TpyMibl
B OTCYTCTBME IKCIIpecCuHU LT o5 KojareHa IV tuma
UMeN TUTMUYHbBIC JUISI CUHAPOMa AJIbIIOpTa YTOJIIEHNE
U paccioeHre 6a3aibHO MEMOpPaHbl KIIyOOUKOB MOYKH.
Tenetuueckoe obcnenosanue 14 neteit Bo 2-1 u 3-ii rpyn-
nax BBISIBUJIO IMaTOTeHHbIe BapuaHThl B TeHe COL4AS.

Puc. 2. IMMYHOTHCTOXHMHYECKOE MCCJIeIOBaHNe 0a3aIbHOI MeMOpaHbI KIIy0OOUYKOB NMOYEK, OKPACKa Ienu o5 KojuiareHa IV Tuma:

HopMa (a), CHIDKeHa, ouaroBas (0), oTpunarebHas (B).

Fig. 2. Inmunohistochemistry of glomerular basement membrane, staining for a5 chain of type IV collagen: normal (a), segmental/

decreased (0), negative (B).
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OPUINMHAJIbBHbBIE CTATbU

Takum oOpa3oM, B OOJIBIIMHCTBE CJIy4aeB y IMalu-
€HTOB C TeHEeTUYECKU-TTOATBEPXKIECHHBIM CUHAPOMOM
Anvbriopra (n=14, ¢=0,78) ObLIO BBHISIBJIEHO HapyllleHUE
aKcrpeccun oS 1enu KojutareHa IV twmma B 6aszaib-
HOl MeMOpaHe KJIyOOYKOB IMOYKM. YPOBEHb 3KCIIpec-
CHUU, COOTBETCTBYIOLINI KOHTPOJIO, OTMEYaNICs y JeTei

C TeTepO3UTOTHBIMU BapuaHTamMu TeHOB COL4A3
u COL4AS, Bkmouasd | manueHTta ¢ HacjioeHueM IgA-
Hedpomnatun. B ciaygae X-clerieHHOTro HacjaeaJ0BaHUS
WMMYHOTUCTOXUMUYECKUI METOA TIO3BOJISIT JAUArHO-
CTUpPOBATh 3a00JieBaHUE Y OOJIBITMHCTBA AeBovYeK (n=7,
¢=0,88) 1 y Bcex MaJIbuMKOB. Y BCeX MAllMEHTOB C JIpY-

Tabauya 1. KniHUKO-/1a00paTOpPHAS XapaKTEPHUCTHKA FPYI HA MOMEHT NPOBeIeHNsI OMONICHI OYKH

Table 1. Clinical-laboratory data of groups at the moment of renal biopsy

Knunuko-aadopaTopHbie IPU3HAKA 1-a rpynna (n=18) 2-srpynna (n=4) 3-srpymna (n=13) P
Bospacr, ronst (M*m) 12,2+5,1 11,5+1,9 13,1+2,2
Manpuuku, g 0,44 0,25 0,61
TvnuaHBI 17151 CMHApOMa AJTBITOPTa CEMEMHBII 0.39 1 0,54 p|_2i0,032
aHaMHe3, ¢ P, ;=0,045
HeiipoceHcopHast TyroyxocTb, ¢ 0,06 0 0,31 P, ,=0,048
=0,045
ApTepuranbHas TUIIEPTeH3US, g 0,28 0 0,31 p -2 >
p, ,;=0,048
IIporennypusi/He(POTUIECKOTO YPOBHSI, ¢ 0,56/0,28 0,25/0,25 0,46/0,23
TIporeunypust, mr/m?/cyt Me [Q1; Q3] 119 [18; 732] 40 [28; 233] 87 [19; 431]
=0,048
CK® <90 1,73 M2 s 0,22 0 0,38 LT
p M1/ M?/MUH, g P, ,=0,039
pCK®, mi/1,73 m?/vun (MEm) 103£15 102+3 102422
Tpumeuanue. pPCK®D — pacyeTHast CKOPOCTb KJIYOOUKOBO# (DUIBTpALIUN.
Tabauya 2. Mopdonornyeckas XapakTepucTHKa rpynn NauueHToB
Table 2. Results of morphological study of patients in different groups
Mopdosornueckue u3MeHeHUs 1-arpynna (n=18) 2-srpynna (n=4) 3-srpynna (n=13) p
IgA-cBeueHMe TOTOXKUTETBHOE, ¢ 0,44 0 0 P, ,=0,032
DoKanbHbIN [100aTbHbBINM/CETMEHTAPHBIIA 0.39 0.25 0.54
TJIOMEPYJIOCKIIEPO3, ¢
bazanbHbie MeMOpaHbI KITyOOUKOB™: p, ,=0,038
0,61 0 0 -2
HE U3MEHEHHBI, ¢ P, =0,035
TOHKME/0YaroBo YTOJIIEHBI, CTPYKTypa 0,28 0,25 0 P, =0,048
COXpaHHa, q =3
p, ,=0,047
YTOJIIIEHBI, CTPYKTYypa HapylleHa, g 0,11 0,75 1 =2
p, ,=0,002

IIpumeyanue. * — 10 TAHHBIM 2JICKTPOHHO MUKPOCKOITHH.

Table 3. Diagnosis of patients considering genetic testing results

Tabauya 3. InarHo3 NanMeHTOB C y4€TOM Pe3yJIbTaATOB TeHETHYECKOT0 00C/1eI0BAHNS

basanbHas MmemOpana

KITy00YKOB MOYKH Hopma (n=12)

DKkcnpeccus nemu o5 koyuiarena IV tuna

cHukena (n=4) orcyrcTyet (n=10)

IgA-HedponaTus, 3 M/1 1
OCIC, 3m

IgA-nedpomarus + AJl-CA:
COL4A3, muccenc, 1 m;
AII-CA:

COL4A3, mucceHc, 2 1

Hopwmanbhast (n=7)

Tonkast/yTomieHa, CTpyK-
Typa He u3MeHeHa (n=4)

X-CA: COL4AS5, mucceHc, 1 m;
OCI'C, NPHS2+, 1 1

VroniieHa, paccioeHa
(n=15)

X-CA: COL4AS5, cnBur paMKu
cuutbiBaHus1, 1 M; COL4AS,
MUCCEHC, 2 I

X-CA: COL4A5, muccenc, 1 1

X-CA: COL4AS, nenenys, 1 m;
COL4AS5, muccenc, 6 M/3 1t

JIOMAHAHTHBIA CHUHAPOM Anbnop’ra; M — MaJIbUYMKU; O — JIC€BOYKH.

Ilpumeuanue. ®CI'C — bokarbHOCEIMEHTapHBII roMepynockieposd; X-CA — X-cuemeHHblid cuapoM Anbnopta; AJI-CA — ayTocOMHO-
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Axcernosa M.E. u coagm. InarHoOCTUYECKOE 3HAUEHUE IKCIPecCHu KosutareHa [V Tuma B ouyeyHbIX rioMepyaax npu CUHAPOME AJIbIopTa

roit maToJjioruei KJayooukoB IMOYKHM OTMeUasilach COXpaH-
Has 3Kcrpeccus 1enu o5 kosuiareHa IV tumna B 6a3aib-
HOIt MeMOpaHe KJTyOOYKOB IMOYKH.

[Tatonorust 6a3aibHOI MEMOpPaHbI KJITYOOUKOB MOYKHU
y JeTeil ¢ CUHIPOMOM AIBIIOpPTa TPOSBISIaCh B BUIE
M3MEHEHUsI €€ TOJIIMHBI — Yy TAllMeHTOB C TeTepO3u-
TOTHBIMU MyTalusiMu TeHOB COL4A3 u COL4AS (n=4,
q=0,22) WIu TUNUYHBIX YJIBTPACTPYKTYPHBIX U3MEHE-
HUM, BBIIBISIEMBIX C OIMHAKOBOI YaCTOTOM Yy JIEeBOYEK
n ManpunkoB (¢=0,86 mo cpaBHeHmio ¢ g=1). Bripa-
J)KEHHOCTb M3MEHEHUI 0a3ajbHOW MeMOpaHBbl KIyOou-
KOB TIOYKHU OblJIa CBsSI3aHa C YPOBHEM 3KCIPECCUU TETTH
a5 komtarena IV tumna (=—0,79, p=0,001; =0,503).

BrisiBieHre HapylIeHHST SKCIIPECCUM e 05 KOJI-
gareHa IV tuma B KiIyOoukax TOYKM 3HAYUTEJHHO
VBEIMYUBAJIO IMAHCHI HaJW4YWs CHHApPOMa AJbIIOpTa
y meteit: OL 28+1,2 (95% moBepuTENbHBI WHTEP-
Banr — JIN 2,65—295; p<0,05), B To BpeMs KaK ee HOpP-
MaJIbHBIII YPOBEHb OSKCIIpeCCHU B 0a3albHON MeM-
OpaHBl KJIYOOYKOB TIOYKM YMEHBIIIAT BEPOSATHOCTH
cuaapoma Asnbropra B 10 pas: OII 10,66+0,66 (95%
AN 1,53—74; p<0,05). OpnHako HaaW4YMe TUITUYHBIX
U3MeHeHUl 0a3ajibHOI MeMOpaHbl 1O JaHHBIM 3JIeK-
TPOHHOW MMKPOCKOIMU MMeJI0 OoJiee BBICOKOE aua-
rHoctuyeckoe 3HaueHme: OII 126%1,48 (95% AU
6,89—-230; p<0,05). Kpome TOro, oTCyTCTBUE M3MEHE-
HU TOJIIMHBI U CTPYKTYPbI 0a3aibHOI MEMOpaHbI KITy-
OOYKOB TOYKU CHMXAJI0 BEPOSITHOCTh HAJIMUMS CUH-
npoma Anbropta B 100 pa3: OII 105+1,48 (95% AN
5,7—1934; p<0,05). HecmoTpst Ha Oojiee HUBKYIO, YeM
y DJEKTPOHHOW MukKpockonuu (OM), 4yyBCTBUTENb-
HocThb (Se), ummyHorucroxumuueckuit meron (MUI'X)
00J1ajlaeT BBICOKOHW cneuuduyHocTbio (Sp) aasd nua-
THOCTMKM CMHApoMa Anbropra: Se,.. = 78% mo cpas-
Henuto ¢ Se,,, = 93%, Sp,., = 100% no cpaBHeHUIO
¢ Sp,,, = 87%. B HameM ciy4ae COYETAaHHOE WCIIOJIb-
30BaHME JIEKTPOHHOM MUKPOCKOTTMU U UMMYHOTHUCTO-
XUMHMUYECKOTO METO/Ia He TTOBBIIIAI0 YyBCTBUTEIBHOCTD
JTMATHOCTUKHU  (S€p 1y on = 93%). TlporHoctnueckas
3HAYUMOCTh TIOJIOKUTEILHOTO pe3yjabTaTa 3JeKTPOH-
HOI MMKPOCKOITMU OblTa BBIIIE, YeM Y UMMYHOTHUCTO-
xummudeckoro meroma (PPV = 95% mo cpaBHeHuio
¢ PPV, = 100%), Ho mporHocTuyecKkas 3HaYMMOCTD
OTPULIATEJILHOTO pe3yibTaTa Oblla 3HAYUTETbHO HIXE
(NPV,,, = 88% mno cpasnennto ¢ NPV, = 66%).
CoueTtaHHOE TMPUMEHEHHWE METOIOB TOBBIIIACT TPO-
THOCTUYECKYI0O 3HAYMMOCTh MX  TOJOXUTEJIBHOTO/
oTpuuarenbHoro pesynbrara (PPV, . ... = 100%,
NPV, oy = 88%) 11 AMarHOCTUKY 3200JI€BaHUA.

Takum 06pa3zoM, BBIpaXKEHHOCTb U3MEHEHU I 0a3aib-
HOI MeMOpaHBl KJIyOOUKOB TMOYKHM 3aBUCUT OT YPOBHS
9KcTpeccuu 1enu oS KosutareHa IV tuma B aTMX Kity-
O6ouka. OrpeseneHue YpoBHSI 9KCIIPECCUU LIETIH oS KO-
sareHa [V tuna obsnagaet 60ee HU3KOI UyBCTBUTEIbHO-
CTBIO, HO BBICOKOH CIEIM(PUIHOCTHIO AT TUATHOCTUKU
CHHIpOMa AJBIIOpTA TIO CPAaBHEHUIO C BJIEKTPOHHOM
MMKPOCKOMUEHN KITy00uKoB Ioukr. CoueTaHHOE UCITOJTb-

30BaHME WMMYHOTHMCTOXMMUYECKOTO MeTo/la W 3JIeK-
TPOHHOW MMKPOCKOMUU TIOBBIIIAET KAayeCTBO JUArHO-
CTUKM CUHIIpOMa AJIbITOpTa.

OO0cyxaeHue

Jns ompeneeHUsT PO UMMYHOTHCTOXMMUYECKOTO
MeTona B IMarHOCTHKE CUHIPOMa AJIBITOPTA B HACTOSIIIIEE
WCCIIefoOBaHNe OB BKITIOYEHBI TIAITMEHTHI C TIOJ03pe-
HUEM Ha CWHIPOM AJBIIOPTa, Y OOJBIIMHCTBA U3 KOTO-
peix (n=26, ¢=0,74) wmenuch pe3yabTaThl TeHETHYE-
ckoro obcienoBaHust. CoxpaHHasT 3KCIIpecCHsl IETH o5
kosmareHa IV tuma B 6asanbHOW MeMOpaHe KiIyOOYKOB
MOYKM ObLTa BBISIBJICHA Y BCeX MAllMEHTOB, HE MMEBIIMX
BapuaHThl B reHax COL4A3, COL4A4, COL4AS5, Bxmouast
peGeHKa ¢ maToreHHbIM BapuaHToM NPHS2 v THTTMYHBIMU
JUTSI CUHApOMa AJTBITOPTAa U3MEHEHUSIMU Ga3aIbHOM MeM-
O6panbl. CormacHO MOJYyYeHHBIM JTaHHBIM aJIbIIOPTIION00-
Hble U3MEHEHMS 0a3aIbHO MEMOPAHBI KITYOOUYKOB MOYKK
MOTYT WMMETb TAIMEHThl C TaTOTeHHBIMU BapHaHTAMK
B reHe ofo1uHa. B To ke BpeMst HopMasibHasi 9KCIIPeCCust
ey o5 kojutareHa IV tuma oxumaema y 30% maimeHToB
C CUHAPOMOM AJTbIiopTa Aaxke MpU HATUIUKM U3MEHEHUIM
B 0azajibHON MeMOpaHe KJIyOOUKOB TTOUKHU 1 TeTEPO3UTOT-
HbIX BapuaHTOB B reHax COL4A3 n COL4A5 (9, 12]. D10
00YCTIOBIIMBAET OTPaHUUYCHUE MUATHOCTUUECKOTO 3Have-
HUST UMMYHOTUCTOXMMHMYECKOTO METOAa TIPU CUHAPOME
Aupriopta. TTOBBICMTH KayeCTBO IWATHOCTUKH TTO3BO-
JIIeT 3JIEKTPOHHAs MMKPOCKOTIMSI, TIPW WCITOJIb30BAHUU
KOTOpOI OTCYTCTBME W3MEHEHMI 0a3aqbHOI MeMOpaHbI
KJTyOOUKOB TIOYKU BBISIBJISIETCSI TOJIbKO Y 12% TallueHTOB
C CUHIPOMOM AJTBITOpTA.

HapyiieHue akcripeccuu 1Lenud oS5 HUMeENoch OoJjiee
yeM y % (n=14, ¢=0,79) malmeHTOB C TeHETUYECKH MO/~
TBEPXKIECHHBIM CUHIPOMOM AJIBIIOPTa W TMPAKTUIECKU
y Bcex JeTeil ¢ X-cClieTUIeHHbIM BapuaHTOM 3a0oJieBa-
Hus (n=14, ¢=0,93). D10 cornacyercsi ¢ TaHHBIMM JIUTE-
paTypsl: M3MEHEHHWE 3KCIPECCUW IIeNM 05 KoJuTareHa
IV tuma B 6a3aabHOIT MeMOpaHe KIIyOOUKOB ITOYKHU OITpe-
nensiercst y 60—90% neteit ¢ X-clemIeHHBIM CUHAPOMOM
Anbnopta [9—11, 14].

Hapymenne skcmpeccuu Iiemd oS  KoJimareHa
B 0OazajibHOl MeMOpaHe KIyOOYKOB ITOYKM OOHapy-
JKEHO Y BCEX MaJIbUMKOB C MATOTeHHBIMM BapHaHTaMU
B reHe COL4A5, B TOM 4uClie ¢ MUCCEHC-MYTallUsSIMU.
HeoxumaHHbIM OBUTO BBISIBIEHHE CHMXXEHHOM 3KC-
MPECCUH TIETIH 0.5, a He ee TOJTHOE OTCYTCTBUE Y MaJlb-
YMKa ¢ MyTallMeil CABUTA paMKH CUMTBIBAHUST M TTOJTHOE
OTCYTCTBHE IIeTIN 0.5 ¥ IEBOYEK C MUCCEHC-MYTAIUSIMHU.
CorjacHO JaHHBIM JIUTEPATYPhl KOPPEISALUS MEXIY
xapaktepom MyTauuii COL4A5 w creneHblO CUHTE3a
Iereil KojutareHa HETOJIHAs: B PENKUX Cydasx trun-
cation-mMyTaruii, OTPENCNIIONINX TPEXKICBPEMEHHOE
MpeKpalleHne CUHTe3a 6eTKa, MOXKET BBISIBIISITHCS 1IETTh
a5 kosutareHa IV tuna B 6a3anbHoil MeMOpaHe Kiybou-
KOB TIOYKM, TOTJa KaK MPU MUCCEHC-MYTalUSIX IEeb
a5 KJIyOOUKOB MOYKU MHOTAA MOJHOCTbIO OTCYTCTBYET
[9, 11, 15, 16]. B mepBoMm ciydae 3TO MOXET OBITb
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CBSI3aHO C BBIMAIEHUEM 3K30HA, KPAaTHOTO TPUILIETY
HYKJICOTUIHBIX OCHOBAaHUI UMW COMAaTUYECKUM MO3au-
uu3MoM [16—18], Bo BTopoMm — ¢ HapyllleHUeM CUHTe3a,/
BBIXOJIa TeTepoTpumMepa KoJjareHa IV tuna u3 nmogouu-
ToB [19]. ¥ neBoyek cuHTE3 LIeTH 05 KoJiJlareHa UMeeT
MO3aWYHbIN XapakTep, ONpeNeasseMblii CTyYalHOU Jaii-
oHM3aumer omHoit M3 X-xpomocom [20]. ¥V obcneno-
BaHHBIX HaMU TAlIMEHTOK MOTIJIa HAOJIOAaThCsl HeCIy-
yaitHast X-MHaKTUBALIMU, TIPU KOTOPOI B OOJIBIITMHCTBE
KJIETOK aKTMBHa XpoMocoma X, Hecyllasl maTOreHHbI
BapuaHT B reHe COL4AS5, unu B MaTtepua sl UCCaeno-
BaHUS MOTJIM MOTIACTh KJYOOUYKHU IMOYKU C HAPYIIEHHBIM
CUHTE30M KoJllareHa.

HMHrepecHOlt HaxoAKOW CTajo Hajau4yuMe couera-
Hus IgA-HedponaTum u cuHApOMa AJIBIIOPTA Yy OJHOTO
pebenka. BeposiTHO, codyeTaHHasi MaTOJIOTMSI HE pe-
KOCTbh: WuccienoBaHue rpynmnsl u3  KogymOuiickoro
VHUBEpPCUTETa TIoKa3ano, 4yTo B 9 u3 46 cemeit ¢ IgA-
HedponaTueil Obla BbISIBJIEHA cerperalusl MaTOreHHbIX
W BO3MOXHO TAaTOTEHHBIX BapuaHTOB reHOB COL4A3,
COL4A4, COL4A5 [21].

Ha pesynbrarsl Halrero uccieqoBaHusi MOTJIU TTOBJTY -
STh KaK MaJOYMCIEHHOCTh BBIOOPKM OOJIbHBIX, TaK
U KpUTepuu oTOopa aeTeid ISl TPOBEACHUST OMOIICUU
MOYKM, 4YTO OOYCJIOBWJIO OTCYTCTBHE/Maloe KOoJuye-
CTBO TAlLIMEHTOB C PaHHUMM CTagusIMK 3a0o0JeBaHUs,
MPY KOTOPBIX UMMYHOTMCTOXUMUCYECKOE MCCIIe0BaHNE
MOXET UMEeTh 0OJIbllIee 3HaYEeHUE JIJIST AUarHOCTUKU CUH-
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OPUINMHAJIbBHbBIE CTATbU

npoMa Anbropra: MearaHa Bo3pacTa B KOropre o0ceno-
BaHHBIX HaMM TIAIIMEHTOB cOCTaBWIa 13 JieT, Mpu3HaKU
MporpeccupoBaHusl HedpomaTU B BUIE MPOTEHHYPUH,
camxkenuss pCK® umenuch y 6onee 50% mnauueHTOB
(¢=0,61), nameHeHUs O6a3aJbHON MeMOpaHBI KITyOOU-
KOB TIOYKH Pa3HOU CTeNeHU BBIPAXKEHHOCTH OTMEYaINCh
y Bcex aereil. KpoMe TOro, MMMYHOTMCTOXMUMUYECKUIA
METOIl MOXET WMMeTh 3HaueHWe B CIydasx CUHIpOMa
AnpniopTa, accounrpoBaHHoOro ¢ myramusaMu COL4A3,
COL4A4, COL4AS5, He BbIABASIEMbIMU TIpU TapreTHOM,/
9K30MHOM CEKBEHUPOBAHWHU (HAIpUMep, KPYITHBIE Jefie-
1IMK): B Hallleil BHIOOPKE He ObLIO MallMeHTOB ¢ Hapylle-
HUEeM 2KCIpeccuu 1enu oS KojnareHa IV Tura B 6azanb-
HOIl MeMOpaHe KJIyOOYKOB TOYKHM TPU OTPUIIATEILHOM
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OPUINMHAJIbBHbBIE CTATbU

Kinnndeckoe 3HaYeHHne onpeaesieHus YpoBHA HMMYHOXHMHYECKIX MAPKEPOB BOCHIAJIEHUS
B CbIBOPOTKE KPOBM MPU BUPYCHbIX MEHUHTUTAX Y JIeTel

O.I. Kumupunoea, I'.A. Xapuenxo

®re0Y BO «AcTpaxaHCKkuii rocyAapCTBEHHbI MEAMLIMHCKUIA yHUBepcuTeT» Munsgpasa Poccumn, Poccus, AcTpaxaHb

Clinical Value of Concentrations of Inflammation Immunochemical Markers in Blood
Serum in Children with Viral Meningitis

0.G. Kimirilova, G.A. Kharchenko

Astrakhan State Medical University, Astrakhan, Russia

YV 450 60JbHBIX BUPYCHBIMM MEHMHTUTAMH PA3JHMYHON 3THOJOTHHN (IHTEPOBUPYCHOI, apOOBUPYCHOIA, MAPOTUTHOI, aIECHOBUPYCHOI,
repnecBUpYyCHoii) B Bo3pacTte Miaauie 14 et B CbIBOPOTKE KPOBH ONpEIeIsIH P MIMMYHOXMMHUYECKHX MAPKePOB BOCTIAJIEHHS: JIAK-
TodpeppuH, Tpanchepput, deppuTuH, GUOPHHOreH. YCTAHOB/IEH TUCOANAHC ONpeIesseMbIX MAPKEPOB BOCHAIEHHS, BHIPAXKEHHOCTh
KOTOPOr0 HAXOJWIACH B 3aBHCHMOCTH OT TSIKECTH, TeUeHHs1 M ucXo1a 0osie3nn. CHIKeHHe KOHIIEHTPaIuM JakTodeppuna Ha 29%
(¢ 719 1o 516 ur/mu) u nosbimenne yposHs deppuruna Ha 30% (c 70 10 91 Hr/mu1) K NepHOAY paHHEll peKOHBAJIECIIEHIIMH COOTBET-
CTBOBAJIO TSIKEJION CTENeHH TsKeCTH MeHHHruTa. CHIDKeHHe KOHIeHTpanus Jakrodeppuna Ha 2% (¢ 785 mo 770 Hr/m.) v MOBbI-
nreHne yposHs ¢epputuna Ha 45% (¢ 68 10 99 Hr/MiI) K mepuONy paHHeil PEKOHBAJIECHEHIMH CBUIETEIbCTBOBAIO O 3ATSIKHOM
Teyennu 6ose3nn. Konuenrpanus tpacdeppuna nmke 2 r/a (or 1,74 no 1,68 r/n) u eppuruna menee 50 ur/ma (ot 40 no 48 ur/mu)
ObLIa MPOrHOCTUYECKH HEOJIATONPHSATHON B IJIAHE HCX0/1a MEHUHTHUTA.

Karouesvte caosa: demu, gupycHulii MeHuHeum, 1axkmogeppun, eppumut, mpancgepput, uépuHozen.

Ana untuposanus: Kumupunosa O.I., XapuyeHko . A. KnuHu4eckoe 3Ha4eHNEe OnpeaesieHns YpOoBHS UMMYHOXUMUYECKUX MapKepoB Bocna-
JIEHUSI B CbIBOPOTKE KPOBU IPW BUPYCHbIX MEHUHIUTaxX y AeTel. Poc. BeCTH. nepuHaton n neanatp 2020; 65:(6): 50-56. DOI: 10.21508/1027—-
4065-2020-65-6-50-56

A number of the immunochemical markers of inflammation in the blood serum, such as the lactoferrin, transferrin, ferritin, and
fibrinogen were identified in 450 patients with the viral meningitis of various etiologies (enterovirus, arbovirus, mumps, adenovirus,
and herpesvirus) at 14 years of age. The imbalance of the inflammation markers identified was determined, the severity of which
depended on the severity, course and outcome of the disease. The decrease of the lactoferrin concentration by 29% (from 719 to
516 ng/ml) and increase of the ferritin level by 30% (from 70 to 91 ng/ml) by the period of the early convalescence met the heavy
severity level of the meningitis. The decrease of the lactoferrin concentration by 2% (from 785 to 770 ng/ml) and increase of the
ferritin level by 45% (from 68 to 99 ng/ 1) by the period of early convalescence indicated the lingering course of the disease. The con-
centrations of the transferrin less than 2 g/1 (1.74 to 1.68 g/l) and ferritin less than 50 ng/ml (40 to 48 ng/ml) were unfavorable
prognosis of for the meningitis outcome.

Key words: children, viral meningitis, lactoferrin, ferritin, transferrin, fibrinogen.

For citation: Kimirilova O.G., Kharchenko G.A. Clinical Value of Concentrations of Inflammation Immunochemical Markers in Blood Serum
in Children with Viral Meningitis. Ros Vestn Perinatol i Pediatr 2020, 65:(6): 50-56 (in Russ). DOI: 10.21508/1027-4065-2020-65-6-50-56

HocneuHee JIeCITUIETHE XapaKTepU3yeTcsl SIuje-
MHWYECKMMM BCITBIIIKAMU BUPYCHBIX MEHWHTHUTOB
C yBeJIMYEHUEM YMClIa TSDKEIbIX (OpM M JIeTalIbHOCTH
B pa3nuuHbIX pernoHax Poccum [1-3]. U3yyeHue chiBo-
POTOYHBIX OEJIKOB KPOBHU TTO3BOJIMIIO BBIIEIUTH B KAYECTBE
OroMapKepoB BOCTIAJIEHUs Psiji TTIPOTEMHOB, 00JIaAat0NINX
pa3IMYHON OMOJIOTMYECKON aKTUBHOCTBIO U crienucuy-
HocThio [4]. ChIBOpOTOUYHBIE OCTPOa30BbIe OEIKM (J1aK-
toepprH, TpaHcheppuH, GeppUTUH, (GUOPUHOTEH)
MPOAYLIMPYIOTCSI KJIETKAMM TIeYeHU, CeJIe3eHKU, KOCT-
HOTO MO3ra M JIPYruX OpPraHoB, a TakKXe JIeMKOLMTaMU.

© Kumupunosa O.I%, Xapyerko O.I%, 2020
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Kpome Toro, nakTodepprH BbipabaThIBa€TCSI B MOJIOUHOM
JKeJe3e JeJloBeKa M HAXOOUTCS B Pa3iIMUHBIX CEKPEeTOp-
HBIX KUIKOCTSIX (MOJIOKE, CITIOHE, HOCOBBIX W CJI€3HBIX
BBIZICJIEHUSIX U JP.), a TpaHC(HEepPUH TTPOAYLIUPYETCS TKa-
HSIMU TOJIOBHOTO MO3Ta X MO3TOBBIX 000j1049eK [5—7].

M3BecTHO, YTO JTAKTO(EpPUH YIACTBYET B PETYIISLIAN
(QYHKIMI MMMYHOKOMITETEHTHBIX KIJIETOK, CTUMYJIUPYET
¢arouMTapHbie Y IIUTOTOKCUYECKKE CBOMCTBA MaKpoda-
TOB, MIOBHITIAET UX OAKTEPULIMIHYIO AKTUBHOCTb, 00J1aTacT
AHTUBHMPYCHOM aKTUBHOCTBIO MPOTHB IIMPOKOTO CIIEKTpa
Bupycos uenoBeka ¢ JIHK u PHK reHomamu, B ToM uucie
npu HeviponHdekuusx [8—11]. PepputuH — GEJOK,
KOHIIEHTPALIMSI KOTOPOTO TOBHIIIAETCS B KPOBU B OTBET
Ha ocTpyio a3y BocniasieHus. B To ke BpeMsl He UCKITIO-
yaeTcs, 4YTo (DeppUTHH MOXET OTpaxkaTh COCTOSTHUE BOC-
CTAaHOBUTEJLHBIX TIPOLIECCOB, B KOTOPHIX €MY OTBOIMUTCS
UMMYHOCynpeccuBHasi poib [12]. Onpenenenue deppu-
TUHA B KPOBU U JIMKBOPE HApsIIy C IPYTMMU MPOTEUHAMU
MO3BOJISIET afeKBAaTHO OLIEHWBATh BBIPAKEHHOCTh BOCTIA-
JieHus Tipy HelipouHbekumsx [13, 14].
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TpaHchepprH — TIMKOIMPOTEUH KPOBU, HEOOXOIM-
MBI U151 TIposiupepaliiu KJIETOK; BBITIOTHSIET 3alIUTHYIO
(GYHKIIMIO, aKTUBUPYS BbIPAOOTKY MPO- U TPOTUBOBOC-
MaJIMTEJIbHBIX IMTOKUHOB, CTENEeHb aKTUBALIMU KOTOPBIX
B OCTpBI Tepuoa 00JIe3HU ompenessieT TeueHue 3a00-
JIEBAHUSI M TSKECTh WHTPATEKaJbHOTO BOCIAJIUTENb-
Horo mporuecca [15]. dyukuum GubGpUHOreHa B Opra-
HU3Me MHOTrooOpa3Hbel. OH OJIOKMPYET HpPOTEWHA3HI,
CMoCcOOCTBYET CBEPTHIBAHUIO KPOBM W perapaiiu TKa-
Hell. BocmmammrenbHbIN miporiecc, B ToM uncie B LTHC,
COIPOBOXAAETCSI TIOBBIIIEHNEM CHHTe3a (uOpHUHOTeHa,
YTO OTpaxkaeT BBIPAXXEHHOCTh OCTPOda30BOil peakiuu
U MeeT CaHOTEHETUIECKYIO HampaBIeHHOCTh [16, 17].

JI1s1 OLEHKM TSDKECTU W TIPOTHO3MPOBAHMST TEUEHUS
BUPYCHBIX MEHUHTUTOB Yy JIETEI MpeiaraeTcsl UCIoJb30-
BaTh Psil UMMYHOJIOTMYECKUX TTapaMeTpPOB: OTpee/ieHre
CUHTE3a2 WMMYHOTIJIOOYJIMHA B JIMKBOpE, TOKa3aTeJyei
CHCTEMBI KOMILJIEMEHTA, TPO- U MPOTUBOBOCHATUTEb-
HBIX LIIUTOKWUHOB M JIp., YTO TIO3BOJISIET OIPEACIISITh X
poJib B TaToreHe3e HeHpOMHMEKIIUI U COBEPIIEHCTBO-
BaThb MaTOreHeTHYecKylo Tepamnuioo. [lpu Bceit cBoeit
WHGOPMATUBHOCTA 3TU METOAbl HE HalUIM IITUPO-
KOTO TpUMEHEHUsI B MPaKTUYECKOM 3/IpaBOOXpPAHEHUU
MO Py MPUYUH (TPYILOEMKOCTb, OTCYTCTBUE 00OOpYI0-
BaHMS U TECT-CUCTEM U Jp.). YBEIMYEHUE TTPOHUIIAEMO-
CTU reMaTo3HIedaTnIeckoro 6apbepa Mpu MEHUHTUTAX
COTPOBOXIAETCSI TIOCTYIUICHWEM M3 ChIBOPOTKU KPOBU
B JIMKBOp O€JIKOB OCTpOii (pa3bl BOCMaNIeHUsI, CIEICTBUEM
Yero SIBJASIETCSl aKTUBAILMS TPOTHMBOBOCIIAUTEIbHBIX
U pernapaTUBHBIX TPOIECCOB B MHTpPATEKaJTbHOM IIPO-
cTpaHCTBe [2].

M3meHeHne ypoBHe#t 6eKOB OCTpoil (ha3bl Bocmaie-
HUST TIPOUCXOIUT OYeHb OBICTPO B TeueHue 6—24 4 BOC-
MaJIMTEIBHOTO TIpoliecca, a CTeNeHb WX KOHIIEHTpAIUU
MOXET CIIYXKUTh KPUTEpPHMEM BUPYCHOW WU OaKTepH-
aJTbHOM MHGEKIIMN, YTO BaKHO KaK B JUAarHOCTUYECKOM
IUlaHe, Tak M B TIJIaHE JIeYSHUST MallMeHTOB ¢ HEHPOUH-
dexumsamu. [Ipocrora, 4yBCTBUTEIHLHOCTh U MHMOpMa-
TUBHOCTb METOJIOB OIpe/esieHUs] OEIKOB OCTpoii (ha3bl
BOCTIAJICHUST B CHIBOPOTKE KPOBU SIBJISTIOTCS MX TTPEUMY-
1IeCTBAMU U 00ECIeunBaloOT JOCTYITHOCTD JJISI IPUMEHEe-
HUS B IIpaKTUUYECKOM 3apaBooxpaHenun [1, 13, 18].

Ileabp uccienoBanus: YCTAHOBUTh KJIMHUYECKOE 3HA-
YyeHrne UMMYHOXMMUUYECKUX MapKepoB BOCITaJIeHHUsI (J1aK-
TodeppuHa, TpaHcheppuHa, heppuTrHa, GUOpPUHOTEHA)
B CBIBOPOTKE KPOBU JIJIsI OLIEHKW TE€UEHUS U IIPOTHO3UPO-
BaHMS MCXOJa BUPYCHBIX MEHUHTUTOB Y JIETE.

XapakTepuctuka petein 1 MeTogbl UCcriefoBaHUs

Omnpenenenue OEIKOB OCTpoi (a3bl BOCITAJIEHUS
(nakrodeppurHa, TpaHcheppuHa, heppuTrHa, GUOPUHO-
reHa) B ChIBOPOTKE KpoBU MpoBoAuan y 450 neteii, 00J1b-
HBIX BUPDYCHBIM MEHUHTUTOM U HAXOIMBIIMXCS Ha Jieue-
Huu B 'bY3 «ObnactHast nH(pEKIMOHHAs KIMHUYeCKast
oonbHuUIIa UM. A.M. Huuyorn» r. ActpaxaHb B MEpUO
¢ 2000 o 2015 . MeHUHTUT ObLT SHTEPOBUPYCHBIM Y 161
(36%) 6ombHOTO, ap6oBUpycHbIM — 157 (35%), mapo-

TUTHBIM — y 72 (16%), aneHoBupycHbiM — y 33 (7%),
repriecBUpycHbIM — y 27 (6%). Munamuie 3 net 66u10 26
(6%) nereii, B Bo3pacte 4—7 net — 220 (49%) u B Bo3pa-
cte 8—14 et — 204 (45%). Ha momo MEHUHTUTOB Cpe-
Hell TSoKeCTH mpuxoauinoch 283 (63%) ciydast, TSKeTbIX
dopm — 167 (37%) oT ob1ero yncia 60JbHBIX, BOIIIE -
mux B wuccienoBaHue. CTemneHb TSKECTH BUPYCHOTO
MEHUHTUTA Y JeTell ONpenessiii Ha OCHOBaHUM KPUTeE-
pueB, pemyoxeHHbIXx H.B. Ckpunuenko B 2015 . [2].

B rpynny kontposs Bouuu 50 aereit muaaiie 14 ner,
He 60JIeBIINX MHMEKIIMOHHBIMU 3a00JIeBAHUSIMU B TeUe-
HUE TIOCTIeIHUX 3 Hell.

KiauHnueckuM MaTepuajioM Ui JIabOpaTOPHOTO
ornpeneeHrusT OeJTKOB OCTpoil ha3bl BOCHAIEHUST CITy-
KWIa ChIBOpOTKa KpoBU. OOpasiibl KpOBU OT OOJIbHBIX
Opasin TIpU MX MOCTYIJIEHUU B ctauuroHap (1—3-i1 neHb
3a0oJieBaHMST), B AMHamMuKe Ha 7—10-it neHb mpeObiBa-
HUSI B CTallMOHape W Tepel BBIMMCKOW M3 CTallMoHapa
(konerr 3-it Heaenu). BceM G0bHBIM MPOBOAMIIN OOIITNIA
1 OMOXMMMYECKUII aHaliu3 KpPOBW, JIMKBOpa W JApYyTve
HCCIIeIOBaHUS B COOTBETCTBUM CO CTaHIApTamMu o0Ocie-
JIOBaHMS TIALIMEHTOB C BAPYCHBIMU MEHUHTUTAMU.

JAst 3THMOJIOTUYECKOM paciim@pOBKU MEHUHTUTOB
MPUMEHSITA TTOJMMEPa3HYIO LIEMHYI0 Peakiuio U METOJ
WUMMYHO(PEPMEHTHOTO aHajiu3a C KOMMEPUYECKUMU
TeCT-CUCTeMaMHU, BhIlyckaeMbiMu B HU W BUpycomorun
um. .M. HsanoBckoro (MockBa). KonanuectBeHHOE
comepxkaHue OEJIKOB OCTpoi (a3bl BocmajeHus (Jlak-
topeppuHa, ¢eppuTrHa, TpaHc(epruHa) B CHIBOPOTKE
KPOBU OMPENE/ISUIM METOAOM TBepIO(a3HOTO UMMYHO-
(GepMEHTHOTO aHaau3a MO WHCTPYKLIUSIM (UPMBI-ITPO-
W3BOAMTENST C MCIOJb30BaHUEM HaObOpOB peareHTOB
IIJIS OTIpelelIeHnsT KOHIEHTpaluuu JakTodpepprHa, dep-
putuHa, TpaHchepuHa (3A0 «Bekrop-becr», Hopo-
cubupck). st onpeneneHust puOprMHOTEHa B CHIBOPOTKE
KPOBU MCTIOJIB30BAIA METOJ, pamuaTbHOW UMMYHOIUM-
¢y3uu B arape Mo MaHYUHU.

IpoBeneHWe HOAHHOTO WCCIEOOBAHMS  OJOOPEHO
perMoHaIbHBIM 3THYeckuM KomutetoM ®OI'BOY BO
«Actpaxanckuit TMY» Munsapasa Poccun.

AHaINM3 TOTYYeHHBIX JaHHBIX TTPOBOIUIN C MCTIOTb-
30BaHMEM ITaKeTa CTaTUCTUUYECKMX IporpamMMm Statistica
7.0 (Stat Soft Inc., CILIA). KonnyecTBeHHBIE TOKa3aTeau
MpeNCTaBIeHbl ¢ YKa3aHUEM CPeTHEro apu(MeTHIeCKOTo
3HAYeHUs T craHgapTHasi ommbka cpemgHero (M=Em).
CpaBHeHHME KOJIMYECTBEHHBIX TIOKA3aTesiell BBITTOJIHEHO
¢ TpUMEHEHWEeM IHUCIIEPCUOHHOTO aHamm3a. M3ydeHwue
B3aMMOCBS3e MEXIY OTAETbHBIMM TTOKa3aTeIsIMU OCY-
LIECTBJISIIN IyTeM pacyeTa Ko3(pOUIIMEHTOB KOppesiuu
napaMmeTpuyeckum metonaom [lupcona (r). Paznuaust cum-
TaJI CTATUCTUYECKU 3HAUUMBIMU TIpH p<0,05.

Pesynbratbl

B BO3pacTHOI CTPYKType MalMeHTOB C BUPYCHBIM
MEHMHTUTOM, BOLUEAIINX B KccieaoBaHue, 94% npuxo-
IWJIOCH Ha JieTelt B Bo3pacTe oT 4 1o 14 net, mpeobiamana
CpemHSs CTeTIeHb TsKecTH 3abosieBaHusT — 63%. JIlnarHo-
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CTUYECKUMU KPUTEPUAMU TUITMIHBIX (DOPM BUPYCHBIX
MEHUHTUTOB, HE3aBUCHMO OT 3THUOJIOTMYECKOTo (hak-
TOpa, CIYXKWUIN:

— TOKCUKO3, CUHIPOM TOBBIIIEHHOTO BHYTpUYEpPET-
HOTO JaBjieHus (MHTEHCHBHAs TOJIOBHAsl 0OJIb, «MO3TO-
Basi» pBOTa, U3MEHEHWE CO3HAHUSI, CYIOPOTH);

— CHHIPOM OTeKa M HaOyXaHUs TOJIOBHOTO MO3Ta
(3aTOPMOKEHHOCTb, CITYyTAHHOCTh CO3HAHWS, pPeaKLHs
Ha 00JIb);

— MEHUHTEAJTbHBIN CUHAPOM;

— HEBPOJIOTUYECKAsT MUKPOCUMITOMATHKA (TOPU30H-
TaJbHbBI HUCTATM, CHIDKEHHE CYXOXKWIBHBIX Pe(IeKCOB,
TOHYCa MBIIIIL U T.J.), BBIPAXKEHHOCTb KOTOPOIl HAXOIM-
J1ach B 3aBUCUMOCTH OT CTETIEHM TSIKECTH

— U3MEHEHMsI JIMKBOpa B BUAE HEUTPOPUILHO-
sumdonutapHoro urtosa 300 kiaeTok u 6osee B 1 MK
(B HauaJsie 3a00JIeBaHUST) CO CMEHOM Ha TMM(OIIUTAPHBII
Ha 5—7-11 neHb 3a00JIeBaHUSI.

Conepxxanue JakTtodeppuHa y OOJbHBIX BUpPYC-
HBIM MEHUHTUTOM B OCTPOM IT€pHOJe MEHMHTUTA OBIIO
HIDKE HOPMBI M 3aBHCEIO OT CTENEHU TSKECTH 3a00-
neBanus. [lpu  TsokenmbIX  (opmax BSHTEPOBUPYCHOTO
1 apOOBMPYCHOTO MEHWHTMTOB B HavaJbHOM TIEpHOJIe
YpOBeHb JakTo(eppuHa cHuWXKaiacsa mo 809,3+126,7
n 864,6+63,2 Hr/mia, mapotutHoro — g0 617,3+48.5,
aZieHOBUpYycHOro — 1o 618,8+57,6, repriecBUpyCHOro —
110 626,9140,0 Hr/MJ 1o cpaBHeHMIO ¢ HOpMoit (p<0,001).
CpenHsisi  KOHIIEHTpalus JakToeppruHa COCTaBIsia
720,0%63,2 ar/mi ipu HopMme 926,5+76,9 Hr/mi (Tabm. 1;
2<0,05) 1 umea MpsIMy10 KOPPEJISILIUIO C BBIPaKEHHOCTHIO
Jmxopanku (temneparypa tena 39 °C u Bbie; r=0,72;
p<0,01), ee mpomomkutenbHocThIO (=0,68; p<0,05),
BeJM4YMHONM 1MTo3a Juksopa (r=0,8; p<0,01), obpart-
HYIO CBSI3b C OTHOCUTEJbHBIM KOJIMYECTBOM JIEUKOITUTOB
B nepudepuyeckoit kposu (=—0,56; p<0,05) 1 cermeHTO-
sImepHBIX JiekkonuToB (r=—0,86; p<0,01).

IMpu cpemHeTsTKeNbIX (OpMax MEHWHTUTOB CHU-
KEHWe YpPOBHSI JlaKTo(epprHa HAXOOWJIOCh B WHTEpP-
Basie ot 593,9142,1 Hr/mn nipu apOOBUPYCHOM MEHUH-
rute 1o 411,84+36,7 ur/ma npu mapotutHoMm (p<0,001)
10 CPaBHEHMIO C HOPMOIA, a CPeTHUI YPOBEHb COCTABIISIT
469,8+38,7 ur/mi (cm. Tabm. 1).

OPUINMHAJIbBHbBIE CTATbU

B nepuone pekoHBaJECLEHIIMU CPENHSIsST KOHIIEH-
Tpauus JJakToeppruHa MPU TSKETBIX (hopMaxX BUPYCHBIX
MEHUHTUTOB cocTasisia 505,8+43,5 ur/mi (cm. Taba. 1),
HaXoJsICh B 3aBUCHMMOCTH OT 3THOJIOTMYECKOTO (haK-
Topa MEHMHTHTAa (TIpU DHTEPOBUPYCHOM MEHWHTUTE
286,7129,3, mipu ap6oBupycHoMm — 408,2+33,1, ipu ane-
HoBUpPYCHOM — 406,9+37,5 Hr/Mi), T. €. OcTaBaJlach HUXe
rnokasaresisi HOpMbl B 2 paza u Oosee. [Ipu maporur-
HOM MEHUHTUTE KOHIIEHTpalusl JakrodeppruHa ocTaBa-
Jlach Ha ypoBHe ocTtporo nepuona (651,2+89,12 Hr/mi),
a TIpU TepIIeCBUPYCHBIX yBeIWuMBaiach ¢ 626,9140,1
1o 776,2+28,3 Hr/mi1, octaBasich B 1,2 pa3a HUKe HOPMBbI
(p<0,05; p<0,001). Y GOMBHBIX C 3aTSKHBIM TeUCHUEM
MEHUHTUTA YPOBHM JIaKTO(epruHAa Ha TMPOTSKEHUU
Bcero 3abojeBaHMUsS HAaXOOWJINCh B MHTepBajie oT 651,2
no 776,2 ur/mn. Ilpu BUPYCHOM MEHWHTUTE CpeaHeit
TSKECTU KOHIEHTpalusl JlaKTopepprHa B CHIBOPOTKE
KpPOBM B Tepuoie pPEeKOHBAJIECIHEHIUN COCTaBIIsIa
322,9427,6 ur/mi (cm. Taba. 1).

KoHueHTpamst ¢eppuTuHa B CBIBOPOTKE KpPOBU
YBEIMUMBAJIACh B HayaJlbHOM TIEPUOJE BUPYCHOTO
MEHUHTUTAa TI0 CpPaBHEHUIO C HOPMOWM, JOCTHTAsI
0oJiee BBICOKMX IMMpP IpU TKETBIX dopmax 3abose-
BaHus (cM. Tabus. 1). B mepuone pekoHBasleCLEHIIMU
9TOT MOKa3aTeJb OCTaBaJICSI BBIIIE HOPMBI, COCTABIISS
88,21t14,7 Hr/mMn mnpum TSKEABIX (QopMax BUPYCHOTO
MeHUHTUTa U 43,919,1 Hr/MIJI TIpU CpeaHETSIKENbIX (CM.
Tabn. 1). I[lpu repriecBUpYCHBIX MEHUHTO3HIIEDaTUTaX
ypoBeHb (PeppUTHMHA B HAYaJIbHOM Iepuoje 3aboJjieBa-
Hust obut 102,6+17,9 Hr/mi, B pasrap 3aboieBaHUS —
158,7+26,8, B mepuone pekoHBayiecleHun — 132,4+21,7
(»<0,001), mpeBbIlIasi CpeAHUI YPOBEHb TMpPU TIKe-
JIBIX (popMax MEHWHTUTOB APYroil 3TUOJOTMU B JaH-
HBIe TIeproabl 6oe3Hu B 1,5 pa3a u 6osee. [1pn 3aTsk-
HOM TEUYEHWM BHUPYCHOTO MEHUHTHUTA  YPOBEHb
deppuTHHa B TIepUOAe PEKOHBAJIECIEHLIMU COCTABUII
74,4+30,2 ur/mu, uto B 2,3 pasa Bbiiie HopMbl (p<0,001).
VYpoBeHb (heppuUTHHA B CHIBOPOTKE KPOBU TIPU TSIXKEJBIX
¢dopMax BUPYCHOTO MEHUHTHUTAa MMeJl 00paTHYIO Koppe-
JISIUWAI0O ¢ OTHOCUTENIbHBIM KOJIMYECTBOM 3PUTPOLIUTOB
(r=—0,54; p<0,05) u remornobunHa (r=-0,48; p<0,05)
nepudepruIecKoil KpOBH.

Tabauua 1. Cpennne ypoBHH 0€JKOB 0CTPOii (ha3bl BocHajdeHHs] B 3aBUCMMOCTH OT CTENEHH TSXKECTH U eproia BAPYCHBIX MEHWHIH -

TOB y nereii (M=xm)

Table 1. Average indicators of acute phase proteins depending on the severity and period of viral meningitis in children (Mzm)

OcrTpslii nepnox

IToka3zarenn Konrposs, n=50

TspKebie opmbl, n=167

Ilepnon peKoHBaJIECHEHIMU

cpeaHeTsKebie
thopmsi, =283

TSKeJble (hOPMBI,
n=167

cpeaHeTsKebie
thopmbl, =283

JlakTobeppuH, Hr/MI 926,5+76,9 720,0£63,2%*°
DeppuTHH, HI/MIT 32,6+4,7 69,8+10,3*
TpancdeppuH, T/ 2,56%0,15 2,0240,07*
DubpuHOTEH, T/7 3,95+0,12 5,41+0,13*

469,8+38,7*, # 505,8+43,5%, ## 322,9127,6%, ##

51,1£9,7 88,2114,7*, # 43,919,1
2,240,06%* 2,13£0,1** 2,27£0,1
4,9+0,3* 5,1+0,12* 5,1£0,3*

Tlpumeuanue. Paznuuusi mokasaresieil CTaTUCTUYECKU 3HAUYMMBI 1O CpaBHEHUIO ¢ KoHTpojeMm (* — p<0,001, ** — p<0,05); mexmy TsKenoin
u cpeaHeTskesoi hopmamu (# — p<0,05); Mexay mokaszaTeassMU OCTPOTro Neproja 1 repruoia pekoHpanecueHmu (## — p<0,05).
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Kumupunosa O.T., Xapuenko I'.A. KnuHndeckoe 3HaY€HUE OMpeaeIeH s yPOBHSI KIMMYHOXMMUYECKUX MAPKEPOB BOCTIAJIEHUS] B CLIBOPOTKE KPOBH...

KonneHntpaimst TpaHcdepprHa B CBHIBOPOTKE KPOBU
y OOJTBHBIX BUPYCHBIM MEHWHTMTOM Ha MPOTSKEHUH BCETO
3a00JieBaHMSI ObljIa HYXKE HOPMBI (CM. Ta0. 1), He 3aBucena
OT 3TUOJIOTMYECKOTO (PaKTOpa MEHWHTHTA, a TIPU TSDKEJION
dopme 3ab001eBaHUS 3TOT TOKA3aTeb UMEN YMEPEHHYIO
00paTHYIO0 KOPPEJSIIINI0 C BEIMIMHON IIMTO3a JIMKBOPA
(r=—0,48; p<0,05). Bo3MOXHOI TPUUMHON CHIKEHUS
YPOBHsI TpaHC(epprHa MpH TSIKENIbIX (popmax 3a00J1eBaHMs
CJIy>KUT MOBBIILIEHNE KaTaboM3Ma JaHHOTO OesKa.

B HavambHOM TiepuoIe BHUPYCHOTO MEHWHTHMTA
ypoBHU (ubpuHOreHa yseanuuBanuch ao 4,9+0,3 r/n
MpU MEHWHTUTAX cpeaHeit Tsokectd u no 5,4+0,13 r/n
MPU TSDKEJIBIX MEHUHTUTaX, 4yTto B 1,2—1,4 pasa Bbllle
HOPMBI, a B MEPHOAE PEKOHBAIECIEHIIUHN TPEBbIIIATN
HopMy B 1,3 pa3a, HE3aBUCUMO OT CTETIEHM TSKECTU
3aboneBaHus, coctapisis 5,1 r/n (p<0,001; cm. Tads. 1).

IMpu TsoKenbIx (GopMax SHTEPOBUPYCHOTO MEHHMH-
TMTa U TePIECBUPYCHOTO MEHWHTOZHIE(haINTa YPOBEHD
(ubprHOTEHa B OCTPOM Tepuroe 3a00JIeBaHUsT ObLT MaK-
cuMainbHbIM (5,8+0,16 1/m) Tipm Hopme 3,95+0,12 r/n
(p<0,001). B nmepuone peKoHBaJIECLIEHIIMM 3TOT TMOKa3a-
TeNb cocTaBIsn 5,5440,16 v/, uto B 1,9 pa3a BbIllie HOPMbI
(p<0,001). AneHOBMpYCHBIE, apOOBUPYCHBIE U TTAPOTUT-
HBIIi MEHUHTHUTHI Pa3IMYaiich MO YPOBHIO (GUOpUHOTeHA
ot 4,91+0,2 r/n1 B HaYaIbHOM TIEPUOJIE, YBEIUYCHUEM €TrO
no 5,1x0,13 r/n B pasrap 3a0oyieBaHUSI U CHUXXEHUEM
1o 4,6+0,07 r/n B ieprosie peKOHBaJIECIIEHIINN. YPOBEHD
(pubprHOTEHA B CBIBOPOTKE KPOBU MPHU TSKENBIX (hopMax
MEHMHTHTA UMeJT TIPSIMYIO BBICOKYIO KOPPEJISIIINIO C BbIpa-
>keHHoCThio Jmxopanku (r=0,79; p<0,05), BeauumHOI
mTo3a mukBopa (r=0,86; p<0,05).

JInst ompeneNeHWsT B3aMMOCBSI3M MEXY ITOKasaTe-
JIIMU OEeJIKOB OCTpoit (ha3bl BocTaleHUs W KIWHUYe-
CKMMM TMapaMeTpaMu TOKCUMKO3a ObUTM C(OPMHUPOBAHBI
2 rpynnbl O0o0jbHBIX: 1-s1 Tpynma (n=40) — OosibHBIE
C YMEPEHHBIM TOKCUKO30M; 2-51 rpynna (n=40) — ¢ Mak-
CHMAaJIbHO BBIpaXXKeHHBIM TOKCMKO30M. 3aTeM ObLI Mpo-
BeJeH IOTOJHUTENbHBIM aHau3 OOJIbHBIX, BOLIEAIINX
B 1-10 1 2-10 TPYMIbI, TI0 TEUCHUIO U UCXOAy OOJe3HU
M TIO pe3yjabTaTaM 3TOr0 aHaju3a BbIIEJIeHBl 3-o
rpynna (n=35) — ¢ 3aTsKHbIM TeYeHUEM 3a00JieBaHUsI
u 4-s1 rpynna (n=35) — ¢ JIleTaJIbHbIM UCXOMIOM (TalJ1. 2).

YcraHoBieH auMcOaTaHC —ONpPENessIBIIMXCS MapkKe-
POB BOCTIAJIEHMSI, BBIPaKEHHOCTh KOTOPOTO HaXOIWJIach
B 3aBHCUMOCTH OT TSDKECTH, TEUEHUSI M MCXola OOJIE3HMU.
CHIDKeHUe KOHLIEHTpauu JakTodeprHa Ha 29% (¢ 719
110 516 Hr/MJ1) ¥ TIOBBILIIEHWE YpOBHS (hepputriHa Ha 30%
(c 70 mo 91 Hr/mu1) K TIeproay paHHEe peKOHBaIEeCLICHIIMT
COOTBETCTBOBAJIM TSDKEJIOW CTereHn MeHUHTUTa. CHIDKe-
HUe ypoBHs iakTodepruna Ha 2% (¢ 785 mo 770 Hr/mu)
U TIOBBIIIIEHWE KOHLEHTpalu dhepputHa Ha 45% (c 68
110 99 Hr/MJ1) K TIeproy paHHe peKOHBaJIeCIIEHIIMN CBU-
JIeTeIbCTBOBAIM O 3aTSDKHOM TeueHuu OosiesHu (r=0,84;
p<0,01). KoHuenrtpamust TpachepprHa HuUxXe 2 T1/71
(ot 1,74 no 1,68 r/n) u depputrna meHee 50 Hr/mi (ot 40
110 48 Hr/MJ1) OBUTM TPOTHOCTUYECKU HEOIaronpusiTHbIMU
B IJIaHE UCXO/la MEHUHTUTA (CM. TabJ1. 2).

0GcyxpeHue

CBeneHust 0 pe3yjbraTax MCCAeIOBaHMS JlaKTodep-
puHa, peppuTHHA U TpaHCHEppUHA B KPOBU U JTUKBOPE
MpU HEWPOMHGEKINIX Y IeTell MpeAcTaBIeHbl B psie
MyOIMKAWi M PeKOMEHAYIOTCSI aBTOpaMM KakK JOTOJI-
HUTENbHBbIE KpUTepun auddepeHInannu BUPYCHBIX
1 GaKTepuaTbHbIX MEHUHTUTOB, OLIEHKHU TSIKECTH U ITPO-
rHosza teueHus Oonesnu [§8, 13, 19, 20]. Mo maHHBIM
F.A. Maffei u coaBr. [8], koHIIeHTpaLus JTaKToDepprHa
B CITMHHOMO3TOBOM JXHMIKOCTH Y OOJBHBIX BUPYCHBIM
MeHMHTUTOM BapbupyeT ot 0 mo 2715 Hr/mn (B cpen-
Hem 1042 Hr/mut), a pyu THOWHOM MEHUHTUTE — OT 184
1o 31412 ur/mn (B cpenHeM 13200 vr/miu). B uccneno-
Banun E.B. MwnxaitnoBoit u coaBT. [18] ycraHoBieHO,
YTO KOHIIEHTpAlLMs JIaKToheppruHa B CIIMHHOMO3TOBOI
KUIKOCTU TIpU GaKTepUadbHBIX MEHWHTUTAX B CPETHEM
coctanisina 342,6+14,2 Hr/Mi1, a TpU BUPYCHBIX MEHWH-
rutax — 61,9+7.8 Hr/Mi; npeiaraeTcs paccMaTpUBaTh
MpUBEIEHHBIE TTapaMeTphbl JTakKTodeppruHa KaK KpUTe-
puii BOCTIAJIMTEILHOTO Mpoliecca MpU HeMPOUHMEKIIMX
(GakrepuanbHbIii, BUpycHbI) [18]. B wuccrnemoBaHum
H.M. borepamisuiau u coaBt. [20] moxydeHbI pe3yibTaThl,
yKa3bIBalollie Ha TIOBBIIIEHUE YPOBHS JaKTO(GeppuHa
B CBIBOPOTKE KPOBM y OOJBHBIX BUPYCHBIMM MEHWHTH-
TaMU TI0 CPaBHEHUIO C KOHTPOJIEM U OTCYTCTBUE JIAKTO-
depprHa B CTMHHOMO3TOBO XUAKOCTU Y 27% GONBHBIX.
B uccnenosanusix N. Gruener u coaBr. [19] ycraHoBIEHO
MOBBIIIIEHWE KOHLIEHTpAllMM TpaHc(peppuHa, CHUXe-
HUE YPOBHS (heppUTHHA B JIMKBOPE B OCTPHIN MEPUOJ
00JIe3HU U OTCYTCTBME HOPMAJIM3AIIMU ATUX IMoKa3aTeseit
B TIeproJe PEKOHBAIECIIEHIINY BUPYCHBIX MEHUHTUTOB.
Poct KoHULEeHTpauuu (heppuTUHA W CHUKEHWE KOHIIEH-
Tpaluu JlakToepprHa U TpaHC(epprHa B CHIBOPOTKE
kposu B uccienoBannu O.I. KumupuinoBoit 1 coast. [14]
paccMaTpuBaeTCs KaK KPUTEPU TSKECTU BHPYCHOTO
MEHWHTUTA Y AETEH.

Pasznuuus olieHKM pe3ysnbTaToB UcCienoBaHUs Oell-
KOB OCTpO# (pa3bl BocHajeHus TIpU HEMpouH EKIUsX,
YIIOMSIHYTBIE BBIIII€, MOTYT OBITH OOYCJIOBJIEHBI Pa3HBIM
METO/IOJIOTUYECKUM KauyecTBOM uccienoBaHuii. Heo6-
XOIUMO OTMETUTh, YTO CPEIHSST KOHILIEHTPAIUs OSITKOB
OoCTpoil (ha3bl BOCMaJNIeHUsI B KPOBU M CITUHHOMO3TO-
BOW XMIKOCTU TIPU THOMHBIX W CEPO3HBIX MEHUHTUTAX
XapakTepusyeTcs: OOJIbIIIMM pa3dpocoM, M 3TO MOXET
BJIMSITH HA JOCTOBEPHOCTh PAa3IUYUs MEXIY HaHHBIMU
nokazaTesIMid B 3aBUCUMOCTU OT 3TUOJOTMYECKOIO
¢axkropa. CyllecTBEHHO pa3iuyaroTcs M ToKasaTeau
KOHTpOJIST 0eJIKOB ocTpoit (asbl (1akTodepprHa, dep-
pUTHMHA, TpaHcdeppwHa) B JUKBOPE W B CHIBOPOTKE
KPOBHU, YTO MOKET OBITH CBSI3aHO C YYBCTBUTEILHOCTHIO
W CHeUU(GUIHOCTBIO TECT-CUCTEM, TPUMEHSIBIINXCS
B MICCJIETOBAHMUSIX.

KnuHuyeckass 3HaYMMOCTh YPOBHSI JaKTo(heppruHa
B CBIBOPOTKE KpOBM OOYCJIOBJIeHAa MPUYUCICHUEM
aToro Oenka K Owuomapkepam BocriasieHusi. [loBbI-
IIeHue KOHIEHTpAllMM JIaKTopepprHa B CHIBOPOTKE
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OPUINMHAJIbBHbBIE CTATbU

Tabauya 2. InHaMUKa YPOBHS 0€JIKOB OCTPOIi (ha3bl BOCNAJIEHHUS Y AeTeli ¢ BADYCHHIMH MEHMHTUTAMY B 3aBUCHMOCTH OT CTENEHH
BbIPAKEHHOCTH TOKCHKO03a, TEUEHHs M HCX0/a 3200JI€BaHNUS

Table 2. The dynamics of acute phase proteins in children with viral meningitis, depending on the severity of toxicosis,

course and outcome of the disease

HH 3200/1eBaHus
Hoxasarea 6311‘:?" 1-3-id ’ 7—10-ii 17—20-ii
-5 469,15+62,9 1251,9454,4 1329,4+47,6
e 2-s 719,96+69,0* 1643,3+46,38* 516,7+50,4*
HI/MJt 3-51 1785,96140,4 1767,1447,5 1770,3+61,5
4-g 1550,9420,3** 1582,4+18,9** 1482,1£22, 5%*
1-a 51,75+9,35 158,65+8,35 45,95+8,4
RgETT, 2-5 170,46+9,4 196,98+12,24* 91,04+16,0*
HI/MJ 3-51 168,847,2 176,2+5,9 199,4+14,8
4-g 148,7+9,6 150,4+5,63%* 140,849, 3%*
1-a 2,36+0,07 12,07£0,09 2,38%+0,11
Tparcheppus, 2-a 2,07+0,09* 11,74%0,07* 12,1840, 1%
/1 3-51 12,0£0,11 12,0240,11 12,03+0,13
4-5 11,74%+0,22 11,520, 13%** 11,68£0,12%*
1-a 4,89+0,13 14,65+0,1 3,93+0,1
e, 2-5 5,3940,13* 5,3540,11% 5,1240,12*
r/n 3-1 16,01£0,2 15,73£0,18 15,45+0,19
4-5 15,46%0,36** 15,38%0,3 15,25+0,4

Ipumeuanue. t win |— craructudecku 3Hadnumo (p<0,05) pasnmuyaronuiicst MOKa3aTeNb BbILIE WA HUXE COOTBETCTBYIOIIETO CPEIHETO 3HA-
YeHUs Y Bcex OosIbHBIX. Paznnuus nmokasareseit ctatuctuyecku 3HauuMbl (p<0,05) * — mexay 1-it 1 2-it rpynnamu, ** — mexay 3-ii u 4-i

rpyIIamMHu.

KpPOBM XapaKTEepHO IS OaKTepuallbHbIX WHQEKIINIA,
a CHUXeHMEe — JJIs1 BUPYCHBIX uHbekuuit [21, 22].
YcraHOBIEHHOE HAMU CHUXXKEHME KOHIIEHTpAlluU JiaK-
TobepprHa B CHIBOPOTKE KPOBU OOJIbHBIX BUPYCHBIM
MEHUHTUTOM JIeTeil He ObLIO CeACTBUEM JEHKOTIEHUH,
TaK KaK KOJWYECTBO JICMKOIIMUTOB B mepudepudecKoit
KpPOBM Yy OOJILIIMHCTBA OOJIbHBIX HAXOAWJIOCh B TIpe-
nejlax BO3PACTHOW HOPMBI WM CHUXaJIOCh HE3Ha4yu-
TeJIbHO, YTO HE MCKJI0YaeT BO3MOXHOCTU HapyIICHUS
cuHTe3a 3Toro Oeyika HeiTpodunamu. I[loBbieHue
KOHIEHTpaluu (heppUTHHA B CBIBOPOTKE KPOBU Y 00JIb-
HBIX BUPYCHBIMM MEHWHTUTAMU JIeTell C yBeJUUYeHHEM
rnmoxkasaTessi B TIepUOJEC paHHEl peKOHBaJeCIeHINN
CBUJETEJIbCTBYET O BBIPAXXEHHOCTU CHUCTEMHOIO BOC-
MaJUTEIBHOTO OTBETA M OOJBIIEH IMOTPEOHOCTH Opra-
Hu3Ma B peppuTHHE B TIpoliecce penapaiuu. [ToHmxke-
HUEe KOHLEHTpaLMU TpaHCheppruHa B CHIBOPOTKE KPOBU
OOJIBHBIX BUPYCHBIM MEHUHTMTOM JIeTeil oTpaxkaer
BBIPAXXKEHHOCTh OCTPO(a30BON peakliMy BOCTAJIEHUS,
a TaKXKe MOXEeT yKa3blBaTh HAa HAJIMYME U30bITKA XKeJie3a.
Konuenrtpanuu ¢ubpuHOreHa B CHIBOPOTKE KPOBU
YBEJUUYUBAIUCH B 3aBUCUMOCTU OT CTETIEHU TSIKECTU
U TeuyeHUs1 0OJIe3HU, CBUAETEIBCTBYSI O BBIPAXKEHHOCTH
octpodaszoBoii peakuuu. M.J. Flick u coast. [16] cun-
TaloT, 4TO (PUOPUHOTEH WTpaeT CYIIECTBEHHYIO pPOJib
B PEryisiiiui BOCIMAJIUTEIbHOTO OTBETa W CIOCOOEH

ocnabnaTh Tarojiornyeckue 3(GGEKThl, BbI3bIBAEMbIC
Bupycamu. [ToBbIllieHNe KOHLEHTPALIMX pacCTBOPUMOTO
¢ubpuHOTeHa KaK Oelka ocTpoil ¢da3bl MOXKET IIpe-
MATCTBOBATh Pa3BUTHIO TIpolecca BocmajieHus [16].
Y.P. Ko u coaBr. [17] onuCHIBaIOT ABa OCHOBHBIX MeXa-
HU3Ma 3alUTHBIX (GYHKIIMI (uOpuHOTEeHa, HallpaBJIeH-
HBIX Ha oOecrneyeHure 3alllUTHBIX (PYHKIIMI UMMYHHOM
cucTteMbl M obpazoBaHue (DUOPUHOBBIX MATPUIL, KOTO-
phIe CiIyXaT 3allluTHBIMU Oapbepamu [17].

CpaBHUTEIbHBIM aHaIU3 YpOBHEH JakTodeppuHa,
depputrHa, TpaHcheppruHa, (pUOpUHOTEHAa B CHIBOPOTKE
KpOBU Yy JeTeid, OOJbHBIX MEHUHTUTAMU pa3TuIHOMN
9TUOJIOTUU, TIO3BOJISIET CUUTATh, YTO MU3MEHEHUS 3TUX
MapKepoB B KPOBU O0OBEKTUBHO OTPaXKAIOT XapaKTep BOC-
MaJIMTEIBHOTO Tpollecca B MHTPATeKaJIbHOM MPOCTPaH-
CTBE M MOTYT CJYXXUTb JOMOJHUTEIbHBIMU KPUTEPUIMU
TSIKECTU, TEUEHUsI, MTPOTHO3MPOBAHUSI MCXOMOB BUpPYC-
HBIX MEHUHTUTOB Y JIETEHA.

BbiBOAbI

1. JlucbamaHc ToKa3artelieil ocTpoii (a3bl Bocmajie-
HUST TIPU BUPYCHBIX MEHWHTUTAX y JeTel XapaKTepu3y-
ercsl cympeccueil BbIpaOOTKM JlakKTodepprHa M TpaHC-
¢deppuHa 1 akTuBaLuein peppuTuHa U pudprUHOTEHA.

2. smeHeHus ypoBHeil 0elKOB OocTpoit da3bl Boc-
najeHust (JakrodeppuH, TpaHcheppuH, GEppPUTHH,
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Kumupunosa O.T., Xapuenko I'.A. KnuHndeckoe 3HaY€HUE OMpeaeIeH s yPOBHSI KIMMYHOXMMUYECKUX MAPKEPOB BOCTIAJIEHUS] B CLIBOPOTKE KPOBH...

¢ubpuHOreH) B Hauaje, pasrape 0O0Je3HU U B MEPUOJe
PEKOHBAJIECIICHIIMM ~ HOCAT  afanTUBHBIA  XapaKTep
M HamnpaBJIeHbl Ha yCcTpaHEHMe TMOCIEICTBUI Tpoliecca
BOCITaJICHUSI.

3. YcTaHOBJIEHO, YTO CHUXEHME KOHIIEHTpaluu
JnakTodeppruHa B CBIBOPOTKE KPOBU Ha 29% U1 MOBBI-
IeHue KoHIeHTpaunu depputrHa Ha 30% u OGoiee
B Mepuojie paHHEW peKOHBaJeCIeHIIUU, MO CpaBHE-
HUIO C TMoKa3aTeJeM OCTPOro Iepuojaa, XapaKTepHO
IUIST TSIKETBIX (DOPM MEHUHTHTA.
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Social Aspects of Adherence to Gluten-Free Diet for Children and Adolescents
with Celiac Disease
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Ieas ucciien0BaHus: AHAJIM3 MEIUKO-CONMAIBHBIX MPO0eM U (PAKTOPOB, BIUSIOIMX HA JOCTYIMHOCTh M COOJIIO/IEHHE Oe3nTIoTe-
HOBOIi TMETHI, 0 Pe3yJIsTATAM AHKETHPOBAHUS POJUTEJIEN IeTeil ¢ neMaKnei, MpoKuBamux Ha wre Poccun.

XapakTepucTHKa JeTeii 1 MeToabl MccaenoBanns. B nccnenosanue Bkmoyenst 200 cemeii, BOCOIUTHIBAIOMNX J€eTeil ¢ nelHaKueit
B Bo3pacre or 10 mecsiues 10 18 sner. Cpean namuentos obiio 116 (58%) nesouek u 84 (42%) manbunka. Meanuko-couuaibHbie
BONPOCHI M3YYAJH C IOMOUIBIO PA3PA0OTAHHOI AHKETHI, COCTOSINIEI 3 OTKPBITHIX BOMPOCOB U MPETHAZHAYEHHO# /ISl CAMOCTOSATEb-
HOTO 3aI0JTHEHUS! POANTEISIMA NTAIMEHTOB.

Pe3ynsrarsl. 3HauMTEIbHBIE TPYIHOCTH B COOTIOIeHUH A1eThI OTMeTHIIM 87 % cemeid, 75% BbIHYK/1eHbI 0TKA3aThCA OT IMyTeeCTBHi
¢ eTbMH, 56% ONPOLIEHHBIX HEe MMEIOT BO3MOKHOCTH MOCENIATh 00LIECTBEHHbIE MeCTa, pecTopaHbl, 90% yka3aju Ha HEBO3MOXK-
HOCTb M TPYIHOCTH B MPHOOPETEHHH 0e3NII0TEHOBBIX MPOAYKTOB. CTporoe cod.io/ieHNe AMeThl B NIKOJbHOM BO3pacTe HAa0Joxa-
eTcs HaMHOro pexe. OCHOBHBIMM MPUYMHAMH OCO3HAHHOTO HeCOOJIO/IeHNs 0e3NTIOTEHOBOM AMETHI CIYKAT BbICOKAS] CTOHMMOCTD
MpPOJYKTOB, HEXBATKA CPEACTB Ha ee mpuoopereHue. CeMby nanueHToB B cpeanem B Mecsi Tparar §000—9000 pyo. Ha mpuodpe-
TeHne 0e3NTI0TEHOBOI MPOAYKIMH. BobIIMM CIPOCOM y MAIMEHTOB MOJIb3YIOTCS TOBAPbI HMIIOPTHBIX MPOU3BOIUTEJIEIH, HMEIOIIHE
COOTBETCTBYIOIME MAPKMUPOBKH KA4eCTBA. Y MANMEHTOB C eTMAKueil 0TMeYeHbI ICUXO0JIOTHIeCKHe CHMIITOMBI B OTBET HA BBeIeHNE
0€e3NTI0TEHOBOJ TEThI, POSIBIISIONINECS JeNpeccHeii, arpeccueii, pa3ipakuTeIbHOCTbIO, BHICOKHM YPOBHEM TPEBOKHOCTH.
3akmovyenne. K OCHOBHBIM TPYAHOCTSIM, C KOTOPBIMH CTAJIKMBAIOTCS CeMbH, BOCIMTHIBAIOLIME JeTeil M MOAPOCTKOB C LeIuaKueii,
OTHOCATCS CONMATBbHO-TICHXO0IOTHYECKAS Ie3aMaNTAlMs NAINEHTOB, CHIZKEHHbIE MaTepUaIbHbIe BO3MOXKHOCTH, MOUCK M MPHOOpe-
TeHHe Ka4eCTBeHHO! 0e3II0TeHOBOIi MPOIYKIMHA H HEOOXOUMOCTD ATANTAINH PeOEHKA 1 WIEHOB CEMbH K 0COOEHHOCTSIM MUTAHUS.

Karouesvie caosa: demu, yeauaxus, meouKo-coyuanbHas XapaKkmepucmuka, CouUanbrbli nopmpem, 6e3eatomenogas duema, 6e3ento-
meHogble NPOOYKMbL.

Ans untupoBauns: 3axaposa V.H., Knumos J1.4., Kounesa J1.4., leBaHgosa M.T., KypbsiHnHosa B.A., CtosiH M.B., KawHukos B.C., VisaHosa A.B.,
SArynosa A.B., KawHukosa C.H. CoumanbHblie acrnekTsl coboneHvs 6e3rnoTeHOoBO ANeTbl AETbMU 1 MOAPOCTKaMU C Liesimakmerd. Poc BeCTH ne-
puHaton v neguatp 2020; 65:(6): 57-64. DOI: 10.21508/1027-4065-2020-65-6-57—-64

The purpose of the study: analysis of medical and social problems and factors affecting the availability and compliance of a gluten-free
diet, based on a survey of parents of children with celiac disease living in southern Russia.

Purpose of the Study: Analysis of the medical and social problems and factors affecting the availability and adherence to the gluten-free
diet based on the results of the questioning survey of the parents of children with celiac disease that are residents of the south of Russia.
Children Characteristics and Study Methods. The study include 200 families that bring up the children with the celiac disease at
the ages from 10 months to 18 years. The patients included 116 (58%) girls and 84 (42%) boys. The medical and social issues were
studied using the developed questionnaire consisting of the open questions and intended as self-administered by the patient parents.
Results. 87% of the families noted the significant difficulties in adhering to the diet, 75% were forced to refuse to travel with children,
56% of the surveyed were unable to visit the public spaces, restaurants, and 90% indicated the impossibility and difficulties in pur-
chase of the gluten-free products. The strict adherence to the diet at school age is much worse. The main reasons for the deliberate
non- adherence to the gluten-free diet are the high cost of food, lack of funds to purchase it. The patient families spend RUB 8,000—
9,000 per month in average to purchase the gluten-free products. There is a great demand of patients for the imported products with
the relevant quality marks. The psychological symptoms were noted in the patients with celiac disease in response to the introduction
of the gluten-free diet, manifested by the depression, aggression, irritability, high level of the anxiety.

Conclusion. The main difficulties faced by the families that bring up the children and adolescents with the celiac disease include the
social and psychological maladjustment of the patients, reduced finances, search and purchase of the high-quality gluten-free prod-
ucts and the necessity to adapt the child and family members to the dietary habits.

Key words: children, celiac disease, medical and social characteristics, social profile, gluten free diet, gluten free products.

For citation: Zakharova I.N., Klimov L.Ja., Kochneva L.D., Gevandova M.G., Kuryaninova V.A., Stoyan M.V., Kashnikov V.S., Ivanova A.V.,
Jagupova A.V., Kashnikova S.N. Social aspects of compliance with a gluten-free diet for children and adolescents with celiac disease. Ros Vestn
Perinatol i Pediatr 2020, 65:(6): 57-64 (in Russ). DOI: 10.21508/1027-4065-2020-65-6-57-64
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BHaCTOHH_IeC BpeMsi OTMEUeH HEYKJIOHHBIA pPOCT
guciaa  3a00JeBaHUM  KEJIyTOYHO-KUIIIEYHOTO
TpakTa y JeTeil W MOAPOCTKOB, CPEOr KOTOPBIX OIHY
73 BEOYIIUX TMO3WINIA 3aHWMAeT IIeJMaKusi, KOTopast
CJIY>KAT OCHOBHOW TIPMYWHON KUIIIEYHBIX U BHEKUIIICY -
HBIX (DOPM OCJIOXKHEHUI U TIOBBIIIAET PUCK WHBAIUI -

zauuu [1, 2].
Llennakuss — TeHETUYECKH JEeTepPMUHUPOBAHHOE
3a00/ieBaHME, KOTOPOE CBSI3aHO C HENEPEeHOCUMO-

CTbIO OEJTKOB KJIEMKOBUHBI (TJTIOT€HA) TMIIEHUIIBI, PXKU,
ssaMmeHs1. B pesynbraTe MOCTYIUIEHUS TIIOTEHA B KUIIIEU-
HUK BO3HMKAeT UMMYHHOE BOCMAaJleHWe W pa3BUBAETCS
arpodust CIU3UCTON OOOJOUKM JBEHAAIATUTIEPCTHOM
UM TOHKOW KHUIIKK ¢ (hOPMUPOBAHUEM CUHIpPOMA Majlb-
abcopomum [3—5]. leTssM m mompocTKaM ¢ LeJnakueit
CBOMCTBEHHBI CYIIECTBEHHBIE W3MEHEHUSI B 3MOIIMO-
HaJIbHOM cdepe, XapaKTepHU3YIOIIMecs TOBBIIIEHHOM
TPEBOXHOCTBIO M CTPaxoM 3a CBOIO XU3Hb, OIMHOYE-
ctBoM [6, 7]. TlaumeHTBI ¢ HeNWaKUell TOABEPTalOTCs
GOJIBIIIEMY PUCKY CHIDKEHMST KayecTBa KU3HU, CBSI3aH-
Horo co 3mopoBbeM [8—10]. IloBemeHYeckmne M3MeHe-
HUST BBIPAXKAIOTCS B BUIE arpeccuu, HapyLIEeHWS MeX-
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JIMYHOCTHBIX (OpM (DYHKIIMOHUPOBAHUSI, CKJIOHHOCTHU
K KoH(pukTHOCTH [11].

CeMbM, BOCTUTHIBAIOIIME JeTell C IlIeJIMaKue,
CTaJIKMBAIOTCSI C U3MEHEHMSIMU pPa3JIMUHBIX acleKTOB
WX KU3HU: HEOOXOAMMOCTbIO MaKCUMAaJbHO CTPOTOro
coOMoaeHUsT AETbMU KECTKMX JUETOJIOTMYECKUX Tpa-
BWJI, Moa4yac BeCbMa OOJIE3HEHHBIX M HE TTO3BOJISTIOIINX
UM HaXOJIUThCSl B JETCKOM JIOIIKOJIBHOM YUpEXICHUMU,
TPYAHOCTSIMU OpraHu3alluu OblTa W OTHbIXa, CyIe-
CTBEHHO OTrpaHWYMBAIOIIMMU TPYIAOBYIO aKTUBHOCTh
1 MOOMJIBHOCTb POAMUTENEH, YTO HeOJaronpusiTHO OTpa-
xaercss U Ha poxomax [11]. HeykinonHoe yBenmuyeHue
YKCJia 3TUX TAIMEHTOB, OOYCIOBJIEHHOE ITOBBIIICHUEM
KayecTBa JUArHOCTUKU, (hOPMUPOBAHUE TMAIIUEHTCKUX
N POIUTEIHLCKMX COOOIIECTB, OOBEIUHSIONINX CEMbU
C 1enuakueil, HeoOXOAUMOCTb CKOOPAWHWPOBAHHBIX
JNEWCTBUI Bpayell pa3HbIX CHELUATBHOCTEN M TICHUXO-
JIOTOB — BCe 3TU (PaKTOPHI 3aCTaBJISIIOT 00pallaTh Mpu-
CTaJlbHO€ BHUMaHWE TpU peaduIvMTallMyd TAlMeHTOB
HE TOJIbKO Ha MEIMIIMHCKIE, HO U Ha COIIMaIbHO-9KOHO-
MUWYECKHUE acTIeKThl MPO0JIeMbl, TaK KaK UMEHHO COLIM-
aJIbHbIE acTeKThl MOTYT B PaBHOW CTETIEHW W YJIydlllaTh
310pOBbE TAIIMEHTOB, 1 aKTUBM3UPOBATH HEOJIArOMPHUSsIT-
HOE TeYeHMEe MaTOJIOrMYeCKuX IpoueccoB [12].

B Haireii ctpaHe, HeCMOTPS Ha CYIIECTBEHHbBIE YCTIEXU
B 00J1aCTM AMArHOCTUKM LIEJTMaKWU, TTOBBIIIIEHUE HACTO-
POXEHHOCTM Bpadyeil M paclIMpeHus] BO3MOXKHOCTEH
MOXW3HEHHOTO COOJIOeHUsT Oe3TTIOTeHOBOW  JIMETHI,
OTIBIT aHAJIM3a BJIVSIHUS 1IeJTMaKUU Ha COIIMAIbHbIN U 3KO-
HOMMYECKHUI CTaTyC ceMell MmokKa KpaliHe OrpaHUYEeHHBbIM.
B poccuiickoii HaydHO# TuTepaType He0CTaTOUHO OCBE-
IIEHbI BOMPOCHl MEIUKO-COLIMATIbHBIX acIleKTOB peadu-
JINTALMU AETEW U TTOAPOCTKOB C LETUAKUEN, OTCYTCTBYIOT
WHAVBUIYAJIM3UPOBAHHbBIE TIOAXOAbl K KOMIUIEKCHOM
MEIUIIMHCKON M TICMXOJIOTMYECKON TMOMOIIM JaHHBIM
MalyeHTaM, 4TO JMKTYeT HEeOOXOAMMOCTb TOAPOOHOTO
U3y4YeHUs TaHHOM rpobieMsl |13, 14].

Ilesp MccaenoBaHusa: aHaIU3 COLMATIbHBIX TTPOOJIeM
1 (HaKTOPOB, BIUSIONINX HA TOCTYMTHOCTh U COOJIOIE-
HUe 0e3rTI0TeHOBON AMETHI, TI0 pe3yjbTaTaM aHKETH-
pOBaHUSI POAUTENEH JeTel ¢ 1enaKkueid, TpoKuBaIo-
mux Ha ore Poccuu.

XapakTepucTuka neten u MeTogbl obGcnenoBaHus

B nccnenoBanme BkmodeHsl 200 cemMeli, BOCITUTHIBAIO-
WX IeTel ¢ enmakueii B Bo3pacte ot 10 mec o 18 jtet. Bee
MalMeHThl HAXOAWINCH Ha TUCTIAHCEPHOM y4eTe B TacTpO-
sHTeposiorndyeckom otnesneHnu 'bY3 CK «JIKb um. K.
®umnmckoro» T. Crasporonst ¢ 2011 mo 2020 . Cpenun
mareHToB 06010 116 (58,0%) neBouek u 84 (42,0%) Maib-
yuka. Bcem mareHTamM 1MarHo3 ycTaHaBJIMBaIA B COOTBET-
CTBUU C KIIMHUKO-JIAOOPATOPHBIMU U MOP(OIOTUUECKUMU
kputepusimu ESPGHAN (1990, 2012).

Jlo Havayja McclieoBaHUs OBUIO TTOyd4eHO MHDOP-
MHMPOBaHHOE COTJlacue POAuTeNlell 1 JeTeil Ha yJacTue
B HEM, B XOfie TIPOBEICHUST MCCIETOBAHUST COOJIONCHBI
OCHOBHBIE JICOHTOJIOTMYECKWE TIpaBWjia TIpu paboTe
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C TMamueHTaMM W poauTensmu. g u3ydeHHWsT posiu
MEIUKO-OMOJIOTMUECKUX, COLMAbHO-TUTUEHUYECKUX,
COLMAJTbHO-TICUXOJIOTMYECKUX aCIeKTOB  COOTIONCHUS
6e3MIIIOTEeHOBOM IVETHI Y TTALIMEHTOB Pa3IMIHOTO BO3pa-
cTa OblTa pa3paboTaHa cIielraibHast aHKeTa, COCTOSIIIIast
M3 OTKPBITHIX BOMPOCOB W TIpeaIHa3HaYeHHAas 1T CaMO-
CTOSITEIBHOTO 3allOJTHEHWST POIUTEISIMA  TTAlIMEHTOB.
IMocne 3amoTHEHWsT aHKEThI ¢ POAUTEISIMU IPOBOIMIIACH
Oecema ¢ IIENbIO JIETANM3AINU TTOYICHHBIX CBEICHUI.
BospacTHas xapakTepucCTHKa MalMEeHTOB, TPUHSBIINX
yJacTue B UCCIeIOBaHWY, TIPpeicTaBIeHa B Ta0. 1.

3a mepuon 2011—2015 . ObLIO TTPOAHKETUPOBAHO
163 ceMbu ¢ AeTbMM ¢ Henuakueit (67 cemeil ¢ Majb-
yukaMu U 96 — ¢ nmeBoukamm), B mepuon 2016—2020
rr. omnpoiieHa 131 cembs (54 ceMbu € MajlbuMKaMU
u 77 — ¢ 1eBOoYKaMM), Cpen KOTOopbiX 37 cemeii C Brep-
BBIC BBISIBICHHBIM TUArHO30M W 94 ceMbU TAlleHTOB,
COCTOSIIIIMX Ha AUCITaHCepHOM ydeTe. JlaHHBIe KpaTHOCTH
AHKETHPOBAHMS OJHON CeMbH CJIeIYIOIINe: OMHOKPATHO
npoankeTupoBaHo 200 cemeit (100%), nBykpaTtHo — 124
(62,0%), tpexkpatHo — 97 (48,5%), 4eTBIpEXKpAaTHO —
67(33,5%), matukpatHo — 50(25,0%), 6onee 5 pa3z — 40
(20,0%). MuHMMYM TI0 OIHOMY pa3y B IBYX MepHOAaX —
B 20112015 rr. u B 2016—2020 TT. ompoleHsl 74 ceMbH,
U3 KOTOPBIX B 36 CEMBbSAX BOCIUTHIBAIOTCS MAaJIbYUKH,
a B 38 cembsix — geBouku. C 2011 nmo 2020 r. mosyyeHo
253 aHKeThI ceMeit, BOCITUTHIBAIOIINX MaJbuuKOB, 1 318
aHKeT ceMeil, BOCITUThIBAOIINX AeBoueK. Cpean ormpo-
meHHbIX cemeit 147 (73,5%) SBASIOTCS TOPOACKUMU
xutensmu, 53 (26,5%) ceMbU TIPOXWBAIOT B CETBCKOM
MECTHOCTH.

MaremaTnyeckyto 00pabOTKY TIOJNYYEHHBIX JdaH-
HBIX TIPOBOJIMIIM C TIOMOIIBIO TTaKeTa mmporpamMm AtteStat
C WCITOJTb30BaHWEM TMapaMeTPUIYEeCKUX U HermapaMeTpu-
YeCKUX MeTOmOB. [IJIsT BBIABICHUS pa3INdWii KOJIHWYe-
CTBEHHBIX [IAHHBIX MCIOJb30BaIu Kputepuii y* Ilup-
coHa. Pasznuuus cuMTaam CTaTUCTUYECKU 3HAYUMBIMU
nipu p<0,05.

PeaynbraThl M 06CyXaeHue

E,Z[I/[HCTBCHHBIM MCTOOOM JICYCHUA U l'['pO(bV[IIaKTI/IKI/I
OCJIOKHEHUM LETUaKUU SIBJISIETCS CTpPOTO€ IOXN3HECH-

Hoe coOmomeHne OesrmioreHoBoil auetwl [3, 4]. Heob-
XOIMMOCTh CTPOTOTO COOIONEHUST TUEThI TIPEACTABISICT
0001 TTpoGIIeMy, OTPUIIATEIBHO BIUSIONIYIO Ha TTOBCE-
JIHEBHYIO XXU3Hb MTAIlMEHTOB 1 UX cemeii [7].

CorracHo pe3yjbTaTaM MPOBEISHHOTO HAaMU OIpoca
174 (87,0%) cemMbu GOTBHBIX IeTUAaKUEH Ha Pa3TUIHBIX
aTamnax TeyeHus 3a0oyieBaHUsS OTMeuaiu 3HAYMTEJIbHbIE
TpyIHOCTH B cobmogeHun muetbl, 150 (75,0%) cemeii
BBIHYXI€HbI OTKa3aThCsl OT MyTELIECTBUIA ¢ AeTbMU, 112
(56,0%) ormpollleHHBIX He WMEIOT BO3MOXHOCTH TTOCE-
maTth OOIIecCTBeHHBIe MecTa, pectopaHbl, 180 (90,0%)
ceMeil OTMeYaloT HEBO3MOXHOCTb W/WIM TPYIHOCTH
B TIPUOOPETEHUM OE3TITIOTEHOBBIX TTPOAYKTOB.

B wuccnenoBanuum G. Crzarja-Bulsa [15], BkiItouuB-
mem 102 ceMbM TAalIMEHTOB C LieJIMaKMei, HaXOASIIIUXCST
Ha JOueTe He MeHee 2 JIeT, MoKa3aHO, YTO TMallMeHTHI
B Bo3pacte 13—18 ner mpenHaMepeHHO He TIPUACPXKU-
BaloTCsl 0e3rIIoTeHOBOM aueThl. OCHOBHOW TPUUMHOM
OCO3HAHHOTO HapyIIeHUs TMallMeHTaMU IHEThI CIYXKUT
WX OIIMOOYHOE MHEHHME, YTO TTPU HE3HAYNUTETHHOM YITO-
TpeOJeHUM B MUIILY MPOAYKTOB, COAEPXKAIIMX TJIOTEH,
TaCTPOMHTECTUHAJbHBIE CHUMITOMBI He BO3HUKAIOT.
ABTOp OTMeYaeT, YTO HECOOJIOIeHEe AUEThI B TTOAPOCT-
KOBOM BO3pacTe He KOppeaupyeT ¢ HaJIMYUEM CUMIITO-
MoB nenuakuy. OmHAKO y JeTell MiIaalero Bo3pacTa
ynoTpebjieHre HeOOIBIIOro KOJUYeCcTBa TIIIOTeHa TpH-
BOIUT K KJTACCUYECKUM CUMIITOMaM 3a00JieBaHUSI, MPO-
SIBJISIIOIIUMCST OOJISIMM B SKUBOTE M auapeeil. TTalmeHTsI
MOAPOCTKOBOTO BO3pacTa, OTMevast JaHHYIO TeHIEHIINIO,
HauYMHAIOT BEPUTh B OE3BPEIHOCTD YITOTPEOIEHUS TITIO-
TeHa B nx Bo3pacTte [15]. Bropoii 1o yacTtoTe mpuInHOIA
HecoOmoneHust 6e3rmoreHoBolt nuetsl G. Czarja-Bulsa
CYUTAET TIPOOJIEMBI C HEIOCTATOYHON JOCTYITHOCTBHIO
MPUOOPETEHNST CIEUATN3UPOBAHHBIX OE3TTIOTEHOBBIX
MPOAYKTOB, HEOOXOIMMOCTBIO UTEHHSI STUKETOK, HEBO3-
MOKHOCTb TIPUHSATHUS TUIIA BHE J0Ma, YTO 3aTPYIHSIET
MOE3IKMU 1 00IIeCTBEHHBIEe BCTpeun [15].

B. Wolf u coaBt. [16] oTMe4aloT, 4TO TIOXasi OCBE-
JIOMJIEHHOCTh O T€YeHUM 3a00JIeBaHMS, pacTyilas He3a-
BUCUMOCTD OT pOIUTENei, HEOOXOMUMOCTh TPUOOpETaTh
MPOAYKTHI ¥ TOTOBUTH CAMOCTOSITEJTHHO, a TaKKe JTaBJie-
HUE OKPYKAIOIINX — (haKTOPHI, TPUBOIAIINE K HanboJee

Tabauya. Pacnipeneyenne NAlMEHTOB MO BO3PACTY HA MOMEHT AHKETHPOBAHUS

Table. Age distribution of patients at the time of the survey

Bospact, rom Ton aHkeTHpOBaHMS BCCTO
2011 2012 2013 2014 2015 2016 2017 2018 2019 2020 (HECY
Memee 1 = = = = 1 = = 1 — — 2
1-3 5 8 10 6 10 9 3 4 5 2 62
3-7 19 36 25 28 25 33 27 20 18 3 234
7-11 12 14 11 21 23 21 24 24 16 3 169
11-15 5 8 5 6 8 16 6 9 3 74
15—18 — 2 5 2 1 3 7 6 4 = 30
Hroro 41 68 56 63 68 82 67 64 51 11 571
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YACThIM OTKa3aM OT COOJII0IeHUsT O€3TII0TEHOBOM THUEThI
TTalleHTaMH B TTOIPOCTKOBOM BO3pacTe.

CoracHO COOCTBEHHBIM pe3yJibTaTaM, MpeaCcTaBIeH-
HBIM Ha puc. 1, cTporoe coO/t0IeHUE UEThI, COCTABIISI-
fomee 6omee 80% B paHHEM U JOIIKOJBHOM BO3pacTax,
B IIIKOJIbHOM BO3pacTe 3aMETHO CHUXKAETCS, MOCTUTast
MuHUMyMa B 11—15 jieT, 4TO B 11€JIOM COBIIAJAeT C paHee
OnyOJIMKOBaHHBIMU NaHHbIMU [17].

BoszpacTHble 3aKOHOMEPHOCTU COOJIIOJEHUSI TUETHI
BITOJTHE OOBSICHMBI — TTAIIUEHTHI, KaK TPaBUJIO, KpaitHe
penKko nocemaoiye B AOIKOJbHOM BO3pacTe OpraHu-
30BaHHBIC KOJUICKTUBBI, HAXOMSITCS TION CTPOTHUM KOH-
TPOJIEM POJUTENIeH, KOTOPhIe OPTAHN30BBIBAIOT ITUTAHWE
neteid. B mutamiem u cpemHeM IIKOJIBHOM BO3pacTe IeTh
B CBSI3W C HM3KOW WH(MOPMUPOBAHHOCTHIO O TIPOAYKTAX,
CONEepKAIINX «CKPBITHIN» TIOTEH, 3a TpeaesiaMy JIoMa
MOTYT OECKOHTPOJIBHO WX YIOTPEOJISITh, HapyIlast TUCTY.
B nonpoctkoBoMm Bo3pacte Ha (poHe MU3MEHEHUsI caMo-
OIICHKY W TIOBBIIIICHUSI YPOBHSI CAMOCO3HAHUS TIPOIICHT
neTei, TPUACPXUBAIOIIMXCS CTPOTrOil OEe3TTIOTEHOBOM
TIUETHI, BHOBH TIOBBIIIACTCSI, OOJBITUHCTBO TAITUCHTOB
MMEIOT JIOJKHYIO MOTHUBAIIMIO U OCO3HAHHO COOJIIONAIOT
IUEeTy, TIOHWMasl ee 3HaueHWEe ISl CBOETO 3IOPOBBSI.
B rpynny nainueHToB, HE COOJIOAIONIMX WU COOJIO-
JAIOIINUX OE3rJIIOTEHOBYIO JUETY C TMOTrPEUIHOCTSIMU,
3a nepuon 2011—2020 rr. Bxoauau 95 mauueHToB, y 80
(84,2%) 13 KOTOPBIX OTMEUYEHBI OOOCTPEHMS LIeTUAKUU.
Y 00ibHBIX NaHHOW KaTeropMu OOOCTPEHUSI XapakTe-
PU30BATNCH KITACCUICCKUMU TaCTPOUHTECTHHAIBHBIMU
CHUMIITOMaMH.

M3 200 mpoaHKeTpoBaHHBIX HaMu cemeit 114 (57,0%)
HE VICTIBITHIBAIOT CJIOXKHOCTH B IIPUTOTOBJICHUY OE3TITIOTe-
HOBBIX OJTION B TOMAITHUX YCIOBUSIX. CIOXHOCTA KOCHY-

OPUINMHAJIbBHbBIE CTATbU

JIVCh TEX CEeMEid, 9eii TOXOI HEBBICOK, U, COOTBETCTBEHHO,
Yy HUX HET BO3MOXHOCTU TIPUOOPECTH WHIWBUIYATBHYIO
IUTST pebeHKA OBITOBYIO TEXHUKY M OTHOCUTETBHO TOPOTHE
0e3rI0TeHOBbIE MMOTY(HaOPUKATHI.

TexHOMOTMYECKNE TTPOOIEMBI OpTaHWU3AIMK TTATa-
HUS TTAllMeHTOB BO MHOTOM OOYCJIOBJIEHBI Pa3TUUUSIMU
B KOJIMYECTBEHHOM COJIep>KaHUM III0TeHa B moJyhadpu-
katax. B CILIA u crpanax EBpornbl 1eICTBYIOT KOJEKCHI,
KOTOpBIE DErJaMeHTHPYIOT HOPMAaTUBHOE CONepKaHUeE
TJIOTeHA W ero CJIeOB B MPOAYKTaX MUTaHUSI. MUpPOBOi
PBIHOK 0E3TITIOTEHOBOM TIPOMYKITNN UMEET TIOJIOKUTEITh-
Hy0 TUHAMUKY ¥ TIPEACTaBJICH B HACTOSIIEE BPEMST Cle-
JYIOIIMM 00pa3oM: eBpoTieiicKre CTpaHbl 3aHUMAIOT 35%
poraka, CIOA — 52%, ctpaHbl AsuaTcko-TuxookeaH-
ckoro OacceitHa — 13%, a poccuiickuii psIHOK — 0,8—
1,0% ot obmemupoBoro [18]. AHaINU3 CTPYKTYpPHI TPOU3-
BOIUTEJICH CITEIIMATU3NPOBAHHON TTPOAYKIINH, KOTOPYIO
WCTIONIB3YIOT MCCIIeMyeMble HaMW TIAIMEHTHI, TTPECTaB-
JIEH Ha pucC. 2.

CornmacHO TIPOBEJIEHHOMY OIIPOCY CHEIHATU3UPO-
BaHHBIC OE3TTIOTCHOBBIC MPOMYKTH UMITOPTHOTO TIPOM3-
BozCcTBa (MyKa, CMECH UTSI BBITICUKH, TTIeYeHbE, OUCKBUT,
Bacdsiu, x1e01161, MIOCIM U 11p.) U B riepuoa 2011—-2015 rr.
u B 2016—2020 rr. TONB3YIOTCST OGONBIIUM CITPOCOM,
YeM OTEYEeCTBEHHBIC TMPOMYKTHI. Tak, B WCCIemIyeMbie
TepUoJbl BpPEeMEHU Ha OO WMITOPTHON ITPOMYKIINHI
npuxoautcs 58,0 u 67,0%, a Ha MO0 OTEUECTBEHHBIX
npousBoauteneit — 42,0 u 33,0% cCOOTBETCTBEHHO.

OnHO# W3 BaXKHEWIITNX XapaKTePUCTUK TSI TIOTPEOM -
TeJIel CIYKUT CTOMMOCTH OE3TTIOTEHOBOM TIPOIYKIINU.
Uccnenosanus S. Panagiotou [19] mokasanu, 4yto mno
CPaBHEHUIO C OOBIYHBIMU TIWIIEBBIMU TIPOMYKTAMH 0O€3-
TJTIOTEHOBBIC TIPOMYKTHI B KPYITHBIX MaraswHaX JIOpOXKe
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Puc. 1. IIpuBepKeHHOCTh NANMEHTOB C eJHaKuei codmonenuio 6e3rmoreHoBoii nuerol (BIIT).

Fig. 1. Gluten-free diet for patients with celiac disease.
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na 22,0-33,5% (p<0,05), B anrtekax — Ha 47,0—88,0%
(p<0,05). M. Burden [20] coobiaeT 0 HaTUUUKU GE3TITIO-
TEHOBBIX MPOIYKTOB B CBOOOTHOM JOCTYITE B Cyrepmap-
KeTax, arnrTekax BenmkoOpuTaHWM, OHJIAH-Mara3uHax,
OIIHAKO MX CTOMMOCTb B 4 pasa BbIllle, YeM aHaJoroB
(p<0,001). ITo mTaHHBIM MpPAHCKUX UCCIIeAOBATENEH, Cpel-
HUe 3aTpaThl CeMeil TTAIMEHTOB C HeJTMaKNeil COCTaBIISIOT
3377 monmapos CLIA B roxm [21].

CorlacHO TaHHBIM Halllero aHKeTUPOBAHUST UMEHHO
BBICOKAsi CTOMMOCTb TMPOIAYKLIMHU, HeXBaTKa CpPEICTB
Ha ee TIpUOOpeTeHre CIIy>KaT OCHOBHBIMU TTPUIMHAMU
OCO3HAHHOTO HECOONIONEeHUs] OE3TTIOTEHOBOM JTUETHI.
HawubGonbiiee yucino poaurteneit u B nepuon 2011—
2015 rr. m 2016—2020 TT. cYMTAIOT, YTO CpeaHEMeCTd-

8% 4%

9%

[ Dr.Schar (UTanua)

M Glutano (Poccus)

O Garnec (Poccus)

MW Bezgluten (MonbLua)

& MakMacrtep (Poccus)

O KopoHa CtaBponosiba (Poccua)

HbIe 3aTpaThl Ha TPUOOpeTeHWEe TPOAYKTOB MUTAHUS
s pedeHka coctasisier 8000—9000 py6., oqHako ove-
BUIHO, YTO B TTOCJIEIHUE TOABI TIPOUCXOINUT TTOCTETTEH-
HOe yBeJIMUeHUe 3aTpaT Ha Oe3TTIOTEHOBBIE MPOIYKTHI
(puc. 3). JdaHHasg TeHOEHLMS TIPOCIEKUBACTCS U TIPU
CpaBHUTEJIbHOM aHaJN3e CPeIHUX pacxolaoB 74 cemeit,
MPOAaHKETUPOBAHHBIX HAMW MWHUMYM JBYKpaTHO —
B2011-2015r. 1 2016—2020 rT.

B psine roponos u cyobekToB Poccuiickoit denepatiin
B KaueCTBe MepbI TOCYIapCTBEHHOM MOMIEPKKY TMallueH-
TaM ¢ LeIMaKuel TIPOU3BOIATCS eKeMECSIIHbIE BBITIIATHI
B pasmepe 500—1200 pyOGreit, 4To BecbMma ITO3UTUBHO,
OJTHAaKO, KaK TOKa3bIBaeT aHajlnu3, 3Ta CyMMa He TOKPbI-
BaeT Jaxe YeTBEPTU 3aTpauMBaeMbBIX CPEICTB Ha TIPU-

39 3% 2%
8%

O Dr.Schar (UTanus)
B Glutano (Poccus)

B Garnec (Poccus)

O Bezgluten (MonbLua)
O 3 PAULY (FepmaHua)
B Maddys (CLUA)

I MakMacrep (Poccus)
O Orgran (ABcTpanus)

Puc. 2. IIpoussoauren 0e3rII0TEHOBOI MPOAYKIMH, HCIIOJIb3yeMoi namuenTamu B nepuoa 2011—2015 rr. (a) u 2016—2020 rr. ().

CocrasjeHo aBTOpaMu.

Fig. 2. Manufacturers of gluten-free products used by patients between 2011—2015 (a) and 2016—2020 (6). Composed by the authors.

40%
35%

36%

30% 28%

25%
20%
15%
10% ]
5%
0%

26%

11%

25%

1000-5000 py6. 5000-8000 py6.

02011-2015r.r. (n=163)

8000-9000 py6.

9000-10 000 py6.

Bonee 10 000 py6.

B 2016-2020 rr. (n=131)

Puc. 3. CTpykTypa exkeMeCSYHbIX 3aTPAT HA MPHOOpeTeHne 0e3nT0TeHoBbIX NMPoaykToB B 2011—2015 rr. u 2016—2020 rr.
Fig. 3. The structure of monthly costs for the purchase of gluten-free products in 2011—2015 and in 2016—2020.
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obOpeTteHue Tpoaykinu [22]. 3akoHOMEPHO BCTaeT BOIPOC
0 HEOOXOIUMOCTH CYIIECTBEHHOTO paCIIMPEHUS aCCOPTHU-
MEHTa W TTOBBIIIEHHS JOCTYITHOCTH OT€YeCTBEHHBIX MPO-
JIYKTOB JUTS CTIENATM3UPOBAHHOTO JIEYeOHOTO TTUTaHMS.

M3yyeHo 3HaUYeHHWE XapaKTePUCTUK Oe3TTIOTEHOBBIX
MPOIYKTOB, KOTOPBIMUA PYKOBOACTBYIOTCSI TIOTPEOUTENN
MpY BBEIOOpPE (€CITM TAKOBOIW MMEETCsT) WU TTOKYITKE MPO-
nykiuu. Tak, TOTpeOUTeIbCKUe CBOMCTBA OE3TTIOTEHO-
BBIX TIPOJIYKTOB paCIpeAeTUINCh CICAYIOIINM 00pa3oM:
TOproBast MapKa (Ipou3BOINUTETb) — 29% PeCIOHIEHTOB;
CBOIiCTBa, ompefesiseMble cocTaBoM, — 24%; lieHa —
23%; oboraleHre TTPOAYKTOB BUTAMUHAMMU, TTUIIEBHIMU
BojlokHaMu — 11%; oTCyTCTBUE M00aBOK, YIydINAIOIINX
OpraHoJIENITHYECKNE CBOWCTBA, MPOIJIEBAIOIINE CPOKHU
XpaHeHUsT — 9%; yrmakoBKa, AU3aitH, MapKupoBka — 4%.
Hau6omnee 3HAYMMBIMU CBOMCTBAMM CHIEIIMATU3UPOBAH-
HBIX OE3TIIOTEHOBBIX TPOAYKTOB TUTAHUS ISl ceMei
OKa3aJuch y3HaBaeMmasl TOProBasi MapKa C IMpOBEPEHHOM
peryTalpeii, 3asiBlIeHHbIE B COCTaBe MPOAYKTa CBOMCTBA
1 OTHOCUTEJILHO JOCTYITHAs LIeHa.

Lenmakust 3a9acTyi0 COMPOBOXIACTCS MAaHU(ECTHOM
HEBPOJOTUYECKOM CHUMITOMATUKOM U OOYCIOBIMBAET
cepbe3HbIe IICUXOJOTHYECKIE TTPOOIEMBI, KOTOPBIE SBJISI-
I0TCSA CIIEACTBUEM MaJibabCoOpOIMM MaKpo- U MHMKPO-
HYTPUEHTOB, (HOPMUPOBAHUEM TOJUTUITOBUTAMUHO3a
U TIOJIUTUTIOMUKPOIJIEMEHTO3a, a TaKKe MOBBIIIEHHOTO
VPOBHSI TMPOBOCTAJUTENBHBIX ITUTOKWUHOB, BIIMSTIOIINX
Ha TICUXWYeCKOe M 3MOIMOHAIbHOE (hYHKIIMOHUPOBA-
Hue [3, 11]. B nomkoibHOM BO3pacTe AETH MEePEeXKUBAIOT
He 13-3a (pakTa HaJTm4us 3a00JIeBaHMsI, a M3-3a BO3HUKA-
forux orpanndeHuii. [lammeHTs 6osiee cTapiero Bo3pa-
cTa MepeXnBaloT caM (DakT MaToJOTUIECKOro Mmpoliecca,
HEepeaKO MOOBOISA ceOs IO JETPECCUBHBIX COCTOSTHUIA.
B ocHOBHOM 3TM TIpOGJEMBI CBSI3aHBI C TPYIHOCTSIMU
MICUXOJIOTUYECKOTO MPUHATHS LIEJTMAKUU, HeOOXOTUMO-
CTU TIOXXU3HEHHOTO COOJIOACHUS IUETHI U TTePECTPOMKU
MPUBBIYHOTO YKJIaga >XW3HU, CO CHIDKEHHEM CaMo-
OLIEHKU W HapyIIeHUEeM MEXJIMYHOCTHBIX OTHOIIEHUIA.

OPUINMHAJIbBHbBIE CTATbU

B 2018—2020 rr. y 73 cemeii HaMu ObLIO U3YYEHO HATU-
Yye W OCHOBHBIE TICUXOJOTMUECKNE CUMIITOMBI Y Talll-
€HTOB, CBSI3aHHBIX C 3alIPETOM Ha YIoTpeOJieHre pa3Ho-
00pa3HOl THINM U BBeACHUEM OE3TTIOTEHOBOM IUETHI.
Pomutenn 80% orpolieHHBIX MalMEHTOB OTMETHIIN HaJTU -
e TICUXOJIOTUYECKUX OTKJIOHEHWI, CBSI3aHHBIX ¢ HEe00-
XOIMMOCTBIO M HEM30eKHOCTHIO CTPOTOro COOIOACHUS
nuethl. IlepeBog Ha OE3ITIOTEHOBYIO IUETY TPUBOAMT
K pagvKadbHbIM M3MEHEHUSIM B TPUBBIYKAX TTUTAHUS
u obpa3e KM3HM, MMOSTOMY TallMeHTaM MHOTJIA BeCchbMa
TPYAHO TIPUHSATH ITUETY U CIIEAOBaTh €il. DTO TMOBJIEKIO
3a co0oil BO3HMKHOBeHUE Y 51% TMalmMeHTOB Jerpec-
cum, y 22% — arpeccun, y 19% — pasnapakuTeIbHOCTH
n'y 8% — BBICOKOTO YpPOBHS TpeBOXHOCTU. [IpuHsATHE
0OE3TTI0TEeHOBOM IUETHI CYIIIECTBEHHBIM 00pa30M 3aBUCUT
OT BO3pacTa MalueHToB (puc. 4).

AHaNMM3 TIOKa3bIBaeT, YTO B BO3PACTHON TIpyIie
2—4 J1eT TICUXOJIOTMYECKUE CIIOXKHOCTH TepeBoaa Ha 0e3-
TJIIOTEHOBYIO TUETY OTCYTCTBYIOT MJTU POAMTENN He aKIeH-
TUPYIOT Ha HUX BHUMaHue, B rpymnme 5—7 net 81% ponu-
TeJieil OTMETHITA HeTaTUBHBIE TIPOSIBIICHUS Y IETEil B OTBET
Ha BBeieHMEe Oe3rJIIOTEeHOBOW aueThl, B rpyrme 8—13 jer
y 6onee 50% maleHTOB BO3ZHUKAIOT HETaTUBHBIE TICXO-
JIOTMYeCKHe peakiuu, a B rpymme 14—18 ner psin maum-
€HTOB 0€30 BCSIKMX YCWIIMI TpeTeprieBaloT aganTHBHBIE
W3MEHEHUsI B TIOBEACHUU M TICUXWKE, HO HEKOTOPBIM
W3 HUX TpeOyeTcs MoaAepKKa B TPUHATUN TAETHI.

WHTepecHBIMU CTAHOBATCS peakius W JAeCTBUS
poauTesiell  MAallMEHTOB B  CJydyae BO3HUKHOBEHMSI
y pebGeHKa TCUXOJOTUIECKUX TPOSIBICHUM, CBSI3aHHBIX
¢ cobmoneHrneM aueThl. B paspaboraHHOll HaMU aHKeTe
ObLTM TIPEUIOKEHBI  CJIMyIOIMe BapUaHTHl OTBETOB:
BapuaHT | — ycrnokauBaio pebeHKa U OObSCHSI0 HEeoOo-
XOIMMOCTh COOJTIOACHUS TUETHI, BApUAHT 2 — pa3peraro
CBhECTh MPOAYKT, comepKalunii rmorteH. Tak, 80% pomu-
TeJeil, OTMETMBIIMX HaJW4Iue TICUXOJOTUYECKUX CUM-
MTOMOB y JIeTeld, yKa3aau | BapMaHT, 4YTO MOATBEPXKIACT
BBICOKYIO OCBEIOMJIEHHOCTb, HEpaBHOAYIIME W 03a-

10000% 100%
81%
65%
50% 50%
5000% 35%
19%
0%
2-4 net 5-7 net 8-13 net 14-18 net

B TpyaHoCTU nmetoTcA

O TpyAHOCTWM OTCYTCTBYIOT

Puc. 4. Hanuame mcMXoJI0rHIECKUX MPodJieM ¢ co0.oieHneM 0e3NII0TeHOBOI TUeThl B 3aBUCHMOCTH OT BO3PACTa.
Fig. 4. The presence of psychological problems with a gluten-free diet, depending on age.
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3axaposa U.H. u coasm. ColmanbHble aCreKThl COOMOAEHUS Oe3rTI0TEHOBOI AMEThI A€TbMU U MOAPOCTKAMH C LIeTMaKueit

i 5% 0
~3% Cob6ntogeHue bIM

MpunobpeteHue BT

Apantauusa pebeHka B obliecTse
HeBO3MOXKHOCTb paboTaTb POAUTENAM

HeBO3MOXKHOCTb NoceLLaTb AeTCKMe caabl

23%

OEO@EO

O CobntogeHue BIM
O MpuobpeteHue BIT
E Agantauusa pebeHka B obuiecTse

Puc. 5. TIpo6JemMbl NANMEHTOB ¢ HeJUaKKeil JOMKOIbHOro (a) ¥ MKOoJbHOro (0) Bo3pacTa.
BI'/l — 0e3rmotenoBas nuera; BI'TI — Oe3rmoTeHOBbIE MPOIAYKTHI.
Fig. 5. Problems of patients with celiac disease of preschool (a) and school (0) age.

0OYEHHOCTb COCTOSIHAEM 3[0POBbsI M JAJIBHEUIIINM ITPO-
HO30M XM3HU CBOMX JICTEH.

K Haubosiee BaXHBIM MpoGIeMaM CEMbH, CBSI3aHHBIM
C HATMIMEM y pebeHKa JOIITKOILHOTO BO3PACTa I TMaKIH,
OTHOCSITCS TIPUOOpPETeHNEe OEe3TTIOTEHOBBIX TTPOIYKTOB
(35%) v agantaums pebeHka B obmectse (32%). Y namm-
€HTOB IIKOJILHOTO BO3pacra Ha IEpBbIA TUIAH BBIXOIST
TIPOGJIeMBI afanTauu B obiiectse (49%), a Takke TIpU-
00peTeHre 6e3TTIOTEHOBBIX TTPOAYKTOB (36%:; puc. 5).

B xome wuccnenoBaHusi ObLIM BBISIBICHBI OCHOBHBIE
WUCTOYHUKHU TOJydeHUsT MHGbOpPMauu o 3a00JeBaHUK
B repron ¢ 2011 o 2015t u ¢ 2016 o 2020 .; Bemyum
HMCTOYHMKOM WH(MOpPMALMK ISl POIUTENICH TMAlMEHTOB
CITyKat racTpo3HTeposiordt — 59 u 47,3% COOTBETCTBEHHO.
[MokazaTenbHO, YTO TIOCTEIIEHHO YBETMYWBACTCS JIOJIS
uHdopmaru, momydaemoit u3 cetu MurepHer: ¢ 29%
B 20112015 tr. 1o 39,7% B 2016—2020 rT. DTO OOYCIOB-
JIEHO, C OTHOI CTOPOHBI, pacIInpeHeM 00pa30BaTeIbHbIX
U TITapTHEPCKUX OHJIAITH-PECYPCOB, a C IPYTOil CTOPOHBI —
YBEIMYCHUEM BO3MOKHOCTEU TTOJb30BAThCS CEPBUCAMU
TT0 BBIOOPY M JOCTABKE CTICIIMATN3UPOBAHHBIX IIPOIYKTOB.

3akntovyeHue

PC3YJ'[BTaTI)I HNCCJICA0OBaHUA BbIIBUTAIOT r[p06neMy
COBCPIICHCTBOBaAHUA MEINKO-COLMAbHON  TOMOIIU
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BbInoJiHeH aHAIM3 CBOIHBIX 3aK/JII0YEHHI 0 COCTOSIHHH 3/10POBbs 1687 cnopTrcMeHOB — mpeacTaBUTE el 52 BUIOB CIOPTA COOPHBIX
OHOLIECKHX KoMaH 1 Poccun, o uroram yriyosieHHbIX MeaunuHcKux ocMoTpos Ha 6aze PI'BY3 IIJ/IKb ®MBA Poccun 3a 2018 1.
o pazauunbiv npraunam 399 (23,6%) ciopTcMEeHOB BPEMEHHO HJIH NOCTOSIHHO He ObLTH A0MyIIeHb! K 3aHATusAM coprom. Hanbonee
qacToii npuunHoii (36%) cliyKujia naTosiorus cepaeyHo-CoCyIUCTOoi cucTeMbl. B ee cTpyKType Beaylee MeCTO 3aHHMAET CTpec-
COpHAsi KADAMOMHONIATHS — COCTOSIHME, BO3HUKIIIEE BCJeACTBHE (PM3UYECKOT0 U IMOIMOHAILHOTO MePeHANPSIKEHUS CIIOPTCMEHA.

Karoueente caoea: demu, roHble cnopmemenst, yenyoneHHbiil MeOUYUHCKUL OCMOmMp, KapoUuanbHAas RAmonoust, 0Mmeoo om 3aHIMuil CHOPMoM.

Ansa umtupoBanus: Makapos J1.M., Komonsitosa B.H., AkceHoBa H.B. AHann3 rnpu4nH OTBOAOB OT 3aHSITUI CITIOPTOM FOHbIX 3JINTHbIX CrIOPT-
cMmeHoB. Poc BecTH nepuHaton u neamatp 2020; 65:(6): 65-71. DOI: 10.21508/1027-4065-2020-65-6-65-71

The analysis of the consolidated health assessments was carried out for 1,687 athletes — representatives of 52 sports of the national
junior teams of Russia, based on the results of the in-depth health screening at the premises of Children’s Central Clinical Hospital
of Federal Medical and Biology Agency of Russia in 2018. Due to the various reasons, 399 (23.6%) athletes temporarily or perma-
nently were withdrawn from the sports. The most common reason (36%) for the temporary or permanent withdrawal from the sports
was the pathology of the cardiovascular system. In its structure, the leading position is occupied by the stress cardiomyopathy —
the condition caused by the physical and emotional overload of the athlete.

Key words: children, junior athletes, in-depth health screening, cardiac pathology, withdrawal from sports.
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HEWPOIHAOKPUHHYIO PEryJISIUIO U CIIOCOOCTBYIOT pa3-

3aHHTI/IH CITIOPTOM BBICOKHUX JOCTUXKEHUI noapasy-
BUTHUIO TIMATOJOTUMYECCKUX I/I3MCHGHI/II\/'I, Opexac BCEIo

MEBAIOT pa3BUTUEC aJallTallMOHHBIX M3MEHEHUI BcexX

opraHoB M cucreM croprcmeHa. [Ipu aToM upesmep-
HbIE HATPY3KM TIPUBOIST K CPBIBY ajanTalnu, MepeHa-
NpsikeHUo (GYHKIUM OPTaHOB W CHUCTEM, HapyllalT
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cepaeuHo-cocynucToit cucrembl [1]. Hepeako wusme-
HEHUST CEepAeYHO-COCYIUCTON CHUCTEMbI OKa3bIBaIOTCS
CIyJaiiHOM HAaxXOAKOW TIpW TEePBUYHOM MEIUIIMH-
CKOM CKpPUHMHTE, a TIepBble CHUMIITOMBI TATOJOTUU
yacTo pacleHUBAIOTCS KaK HeCyIleCTBEHHbIe. 3Ha-
YyeHue YIiayOoJIEeHHOTO MEIUIIMHCKOTO 00CIeq0BaHusI
CIIOPTCMEHA, BCTYIAMOIIEro Ha BBICIIMK 3Tar CIOp-
TUBHOTO MAacTepCTBa, a TaKXe TIIATeJbHbI aHalIu3
M3MEHEHU B OpraHax u cucTeMax InmpuoOpeTaoT cTpaTe-
TUYECKYIO POJIb KaK JIJISI KApbepbl SJIMTHOTO CIIOPTCMEHa,
TaK 1 JUISl COXpAaHEHUSI €r0 310POBbSI B 1IEJIOM.

B nocnenHee Bpemsi onyOJMKOBaHbBI TaHHBIE, CBU-
NEeTeJIbCTBYIOIINE O TPEBBIIIEHUM YKCiIa CliyyaeB BHeE-
3alTHOM CMEpPTU Cpead CHOPTCMEHOB IO CPaBHEHUIO
C TaKOBBIM B o01eit momnynsuuun [2—4]. B yactHOCTH,
D. Corrado u coaBT. [5] yKa3bIBalOT Ha TPEBBIIIEHUE
pUCKa BHE3aIlTHOM cepaeyHol CMepTH B 3 pasa cpeiau
aTJIETOB 0 CPABHEHMIO C UX CBEPCTHUKAMM, HE BOBJIE-
yeHHbIMU B criopT (2,3 Ha 100 Teic. B cpaBHeHuu 0,9
Ha 100 ThIC.).
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B Wtanmuu cucteMaTU4ecKWii CKPUHUHT CIIOPTCME-
HOB, OasupylolIMiicas Ha pesyasraTtax |2-KaHaJIbHOM
aJIeKTpoKapauorpacdun, OleHKEe aHaMHe3a M JTaHHBIX
(u3uKaIbHOTO 00CIen0BaHUSI, OCYIIECTBIISIETCS B TeUe-
Hue 1mouTH 25 yet. Takas cTpaTerust o0caeqoBaHMsT TIPH-
3HaHa B EBporie a3 eKTUBHOI TSI BBISIBICHUS] CKPBITOM
rnmaTtojioruu cepaiia. BeenmeHue 3Toro CKpuHUHTA MO3BO-
JIUJIO CYIIECTBEHHO CHU3UTh CMEPTHOCTb OT CEPACYHO-
COCyIMCTBhIX 3a00J1eBaHuii B criopte [5]. B aToM nccneno-
BaHUW CKPUHWHT MPOBOAMIICS Y MOJIOABIX CIIOPTCMEHOB
MOJIOXe 35 JIeT, OHAKO OCTalTCSl HEeOoIpeaeIeHHbIMU
4acToTa M CTPYKTypa BBISIBJIIEMO MATOJOTUN Ha 3Tare
CKPpUHMHTA y IOHBIX CcrHopTcMeHoB. [locTaHoBe-
nuem [lpaButenscTBa Poccuiickoit Denepammu No§12
ot 2009 . Ha ®MBA Poccum Bo3znoxkeHa 00SI3aHHOCTh
MO0 MEAUIIMHCKOMY M MEIUKO-OMOJIOTUYECKOMY COTIPO-
BOXKIEHHWIO YWIEHOB COOPHBIX CIHOPTUBHBIX KOMAaH]I,
B TOM YHCJIe TIPOBEICHMIO YIITyOJIEHHBIX MEIUIIMHCKUX
OCMOTpOB.

enp uccnenoBanus: aHaJIW3 YaCTOTHI U CTPYKTYPHI
BPEMEHHBIX W TIOCTOSTHHBIX OTBOIOB OT 3aHSTHI CIOp-
TOM IOHBIX SJIUTHBIX CITOPTCMEHOB.

Martepuan n meTogapl

C 2010t nHa 6aze PI'BY3 lleHTpalbHOM OETCKOM
ximHnYeckorr  6ompHuIbl  (LIAKB) ®MBA Poccum
npoBeneHo O6osee 10 Thic. yrIyOJEHHBIX MEIUIIMHCKUX
ocMoTpoB. B pabore mposeneH aHanu3 1687 cBOIHBIX
MEAULUMHCKUX 3aKJIIOUYEHUI CHOOPTCMEHOB, o00Caen0-
BaHHBIX B TeueHure 2018 . CpenHuit Bo3pacT CIiopTCMe-
HOB coctaBui 151+0,5 roga, obciaemoBanbl 806 aAeByIIeK
n 881 roHoma. Bce cmopTcMeHBI HA MOMEHT OOCJIEI0-
BaHUS OBLIM WIeHaAMU HAIIMOHAJTBbHBIX COOPHBIX KOMaHI
Poccun u umenu crax CriopTUBHON AESITEILHOCTH OT 5
no 11 net. B uncio oGciaenoBaHHBIX BOIUIM TPEICTaBY -
Teau 52 CIOPTUBHBIX (hefepalnii.

C 01.03.16 mepeyeHb 0OCIIeOBaHUII CIIOPTCMEHOB
BBICIIIETO CITOPTUBHOTO MacTepcTBa yTBepxXneH [Ipu-
kazoM Mun3znapaBa PD Nel34H. Ob6cnenoBaHue MPOBO-
IUTCS 2 pa3a B TOJ U BKJIIOYAET OCMOTP CIelMaIucTaMu
y3koro npodust (Bcero Bpaveit 1o 14 crieliuaabHOCTIM),
a TaKXe IIMPOKUI CHEKTp J1abopaTOPHBIX, (HYHKIINO-
HaJIbHBIX MCClienoBaHui. B utore oocienoBaHust hopmMu-
pyeTcsi CBOIHOE MEAUIIMHCKOE 3aKJII0YeHUE, B KOTOPOM
OTpakaloTCsT TPYITNa 3I0POBbsI, YPOBEHDb (DYHKIIMOHAb-
HOTO COCTOSIHMSI, a Takke (B Cilydyae BBISIBJIEHUSI OTKJIO-
HEHMI) OCHOBHOM JMArHos3, TMOCTYXWUBIIWA TPUUUHOMN
BPEMEHHOTO WJIM TIOCTOSIHHOTO OTCTpPaHEHHUS CITOPT-
cMeHa OT 3aHsTuii coptoM. [Ipu od6paboTKe pesyabra-
TOB, TIPY HAJUYMU HECKOJBKUX 3aKITIOYEHUN Y OTHOTO
CMOpTCMEHa B KayeCcTBE OCHOBHOTO YYUTHIBAJICS TOT
IUArHO3, KOTOPBIA CTaJl HEMOCPEACTBEHHOW MPUYMHOU
OTBOJIA OT 3aHSITUI CITIOPTOM.

O06s3aTebHBIN KapIUOJIOTUIECKUIT CKPUHUHT TPO-
xomws B LleHTpe CMHKOMATbHBIX COCTOSTHUI W apuUTMUIA
cepala y neTeid M MOAPOCTKOB OOJILHUIIBI M BKIIIOYAIL:
cOop aHaMHe3a ¢ 0COOBIM YIIOPOM Ha CMHKOIIE U Ciydau

OPUINMHAJIbBHbBIE CTATbU

BHE3aITHOW CMEPTU POJICTBEHHMKA B Bo3pacTe 1o 40 Jer,
aJIeKTpoKapauorpaduio B TIOJOXEHUU Jiexka W CTos,
Benoapromerpuio (rmporokoi PWC-170), sxokapauorpa-
¢wuro. [pu HAMMYUM U3MEHEHUI CepleYHO-COCYIMUCTOM
CHCTEMBl B 3aBUCUMOCTH OT TIATOJOTUM TPOBOAMINCH
JIOTIOJTHUTENIBHBIE  0OCTIEIOBAHUS: BJIEKTPOKapANOTpa-
(U BBICOKOTO pa3pellieHus], XOJITEPOBCKOE MOHUTOPH-
poBaHUe, CYTOYHOe MOHUTOPUPOBAHUE apTepUaTbHOTO
JIaBJICHMSI, CTPEeCcC-3XOKapauorpadusi, MarHUTHO-PE30-
HaHCHas Tomorpacdus cepila ¢ KOHTPACTUPOBAHUEM,
reHeTUJecKue ncciaenoBanus. [Ipu MPUHATUN peleHusT
00 OTBOJIE CIIOPTCMEHA OT 3aHSITUI CIIOPTOM I10 Kapau-
aTbHBIM TIPUYMHAM MCIOJB30BAIMCh HalmoHanbHbIe
peKOMEHIALMN 10 JOMYCKY CIOPTCMEHOB C Hapylle-
HUSIMU CEPIECYHO-COCYAUCTON CUCTEMBI K TPEHUPOBOY-
HO-copeBHOBaTebHOMY Tiporieccy (2011) [6].
CTaTUCTMUYECKUIA aHaJdu3 JaHHBIX OCYIIECTBIICH
C TIOMOIIIbIO BJIEKTPOHHBIX Tabmuil mporpamm Excel
U MaKeTa MPUKJIaaHbIX MporpamM Statistica for Windows.

Pesynbrathl

Anammn3 1687 CBOIHBIX 3aKIIOYEHUN O COCTOSTHUU
3M0POBbSI CIIOPTCMEHOB TIOKAa3ajl, YTO TOCJe BHITIOJHE-
HUS OCHOBHOW TIpOrpaMMbl YIJTyOJIeHHBIX MEIULIMH-
ckux ocMoTpoB 399 (23,6%) cropTCMEHOB BPEMEHHO
WJTY TIOCTOSTHHO He OBITN TOTYIIEHBI K 3aHATHSIM CITOPTOM
MO pa3du4yHbIM TIpuuuHaM. B cTpykType 3abojeBaHMA,
KOTOpBIE CTaJl MPUYUHON OTBOJA OT 3aHSATUIA CITIOPTOM
(puc. 1), Beaymiasi pojb MPUHALIEKUT U3MEHEHUSIM Cep-
neqHo-cocynucToit cuctembl (36,0% w3 399 crioptcme-
HOB), BTOpOE MECTO 3aHsla TaTOJIOTHSI OPTaHOB ITHIIE-
BapeHus (15,5%), Ha TpeTbeM MecTe OKasalnch OOJIE3HU
SHIOKPUHHOW CHCTEMBI U paccTpoiictBa utanus (9,0%)
1 3a00JIeBaHUST MOUYETIONOBOI cucTeMHl (8,8%).

OT 3aHATUI CIIOPTOM OTBEIEHBI BCIEACTBUE 3a00J1e-
BaHUWII OpraHoB JAbIXaHUs (3aboyieBaHUs yxa U ropia) 16
(4%) cnoptcmenos, 15 (3,8%) — mo npuunHe OoJie3He
rjla3a ¥ ero mpuaaToyHoro amnmaparta, 13 (3,3%) — u3 -3a
HEKOTOPhIX WH(EKIMOHHBIX W Tapa3uTapHbIX 0oJe3-
Heit. B 12 (3%) ciy4asix BBISIBICHBI CUMIITOMBI W TIPU3-
HaK¥, OTKJIOHEHUE OT HOPMBI JJAOOPATOPHBIX TTOKa3aTe-
Jieit. JIpyruMu peaIKuMM TIpUYIMHAMK HeJOITycKa ObLITN
TpaBMBI (2,0% cpeayn Bcex OTBEIAEHHBIX), O0JIE3HN KOCT-
HO-MbIIIeyHol cuctembl (1,8%), 3aboneBaHUsST KPOBU
(1,5%), Bpoxknennbie aHomanuu (1,0%). Menee 1% Bcex
HEIOITyCKOB COCTaBWJIM HOBOOOPa30BaHUS, OO0JE3HU
HEPBHON CUCTEMBI, KOXM W TTOJAKOXHON KIJIeTYaTKU,
34 (8,5%) n3 399 yenoBeK He ObUTM TOMYIIEHBI 10 3aHSI-
THIA B CBSI3U C HETIOJTHBIM MPOBEACHUEM BCEi TpOTpaMMBbl
00cJIeIOBaHUS TIPY HESIBKE CITOPTCMEHOB.

B ¢Bsi3m ¢ TeM 4TO JTUAMPYIOIIas POJIb CPEAU TPUINH
OTBOIOB OT 3aHATUI CITOPTOM TPUHAIEKUT U3MEHe-
HUSIM CEPIACYHO-COCYANCTON CHCTEMBI, MPOBEACH BHY-
TPUTPYIIIIOBOI aHANIW3 CTPYKTYPhI TATOJIOTMHU Cepala
(cM. Tabnuiy). B cTpyKType cepaeuHO-COCYIUCTOM
MTaTOJIOTUY TJIABHOE MECTO TIPWHAIIEXKAIO CTPECCOPHOM
KapIWoIaTUM, KOTopasli perucTpupoBaiach y 67 cropt-
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Puc. 1. OcHOBHBIE MPMYMHBI OTBOIOB OT 3aHATHII cIOPTOM cpead 1687 10HBIX AMTUTHBIX ciopTcMeHOB Poccuu
10 pe3yJbTaTaM YIIy0JIeHHOT0 MeIUIMHCKOro ocMotpa B 2018 1.
Fig. 1. The main reasons for the withdrawal from sports among 1687 young elite athletes of Russia according

to the results of an medical examination in 2018.

CMEHOB U TMPOSIBJISLIACh CHUXEHUEM MPOLIECCOB PEINo-
JIIpU3aliMy B MUOKapje, yaluHeHueM mHtepsaia Q—T
Ha MUKe Harpyske, Harpy30uHOM XeaymloukKOBOW 3KC-
Tpacucroiueii. M3onMpoBaHHble HapylIeHUs Tpoliecca
penosisipu3aluM OTMeYeHbl Yy 35 CIOpPTCMEHOB U MpO-
SIBJSUIMCh B OCHOBHOM HE€3HAUMTEJIbHOW [erpeccueit
cermeHTa ST o | MM U/WaKM OTpULIATELHBIMU 3y0LIAMU
T Ha cTaHAapTHOW 2JE€KTpOKapauorpaMMe, Mpu BeJlo-
SPrOMETPUU U TIPU XOJTEPOBCKOM MOHUTOPUPOBAHUU
(puc. 2), npeumymiecrserHHo B I, 111, avF u neBbix rpyn-
HbIX OTBeACHUsX. BbIsIBIEHHbIE W3MEHEHUS] HOCWIU
HETOCTOSIHHBIN XapakTep, MPOXOAWIM IOCTe OTIbIXa

B TeueHue 1—3 Mec, 1ocje 4ero OOJIBIIMHCTBO CITOPTC-
MEHOB BO300OHOBJISIIA TPEHUPOBKM.

Hapyiienust putma cepaiia Ha 3J1€KTpOKapauorpaMmme
nokost otMevanuch y 27 amieroB. Hapyienus npoBoau-
MOCTH B BUJIE TPENCEPTHO-KETYI0UKOBOI O10Kaab! | cre-
TeHn, 0JI0Kabl 3aIHEN I TIepeIHel BETBY JIEBOM HOXKI
nyyka [uca wiM ux KOMOMHaIMU OOYCJIOBUIM HEOO-
XOIMMOCTb JTOTIOJTHUTENIbHOTO 00caenoBaHust y 10 criopr-
CMEHOB. ApTepualibHasi TMTIEpTeH3Usl ObUla OOHapyXeHa
Yy 5 CIOPTCMEHOB; BIEPBBIE BbISBIEHHbIC CUHKOMAIbHbIC
COCTOSIHUSI, TIOTPeOOBaBIIIME BPEMEHHOTO OTBOJIA OT 3aHSI-
THIA 1 TOTIOJTHUTEJIBHOTO 00CIeI0OBaHMSI, OTMEYAJTUCh Y 4.

Tabauya. YacToTa pa3BUTHS CePIEYHO-COCYUCTON MATOJOTHH Y CIIOPTCMEHOB MO Pe3yJIbTaTaM YITy0JeHHOr0 MEANIIMHCKOr0 0CMO-

tpa B LICCCA IIIKB ®MBA Poccun 2018 r.

Table. Frequency of cardiovascular pathology among athletes based on the results of an medical examination in 2018
at the at the Central Children Hospital of the Federal Medical and Biological Agency

AGC. 9HCJ10 0OIBHBIX

Yacrora cpenn Yacrora cpeau 00JbHBIX
C CepaevyHo- .
3aloaeBanue coCYIHCTOI BCEX CIIOPTCMEHOB € CepPAeYHO-COCYAUCTOM
e . (n=1687), % narosorueii (n=148), %
nmaToJiornen
CtpeccopHasi Kapauomnatusi (HapylieHre IpoIecCOB Pero-
JIsipy3aluu, yaauHeHue untepsaia Q—T, 6e3 mpu3HakoB 67 3.9 45
BPOKICHHOTO CMHAPOMA, Harpy304Hast XKeJTyI0IKOBasT ’
BKCTPACUCTOJINS)
M3onupoBaHHbBIC HAPYIIEHMSI ITpOLiecca Penoisipu3aluu 35 2,1 24
Hapyiienus putma cepana 27 1,6 18
HapymeHnue mpoBoguMocT, B TOM YUCIIe CHHIPOM TIPeI- 10 0.6 7
BO30YKICHUS >
ApTepuanbHasi TUTIEPTEH3US 5 0,3 3
CHHKOIaJbHBIE COCTOSTHUS 4 0,2 3
Hroro 148 8.8 100
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B OosblIMHCTBE cilydyaeB TMocje 00CiIen10BaHUs
U TIeproa BPEMEHHOTO AETPEHWHTA CITOPTCMEHBI BO3-
BpallaIiCh K TPEHUPOBOYHOM AesaTelbHOCTH. OmIHAKO
v 4 (0,24%) atieToB co CTaOWIBHBIM YITMHEHUEM UHTEP-
Basia Q—T Ha 3nexkTpokapauorpaMme M JIPYrux TecTax
MPU  MOJIEKYISIPHO-TEHETUYECKOM O0CIeI0BaHUM ObLI
MOATBEPKIEH CUHIAPOM YIJIMHEeHHOro wHTepBaia Q—T,
B CBSI3U C YeM OHU OBUTH TTOJTHOCTBIO OTCTPAaHEHBI OT IMPO-
(beccrmoHaTBHBIX 3aHATUI COPEBHOBATETLHBIM CIIOPTOM.

OO6cyxaeHue

Criopt, 0COOEHHO B JETCKOM BO3pacTe, XapaKTepu-
3yeTcsl BBICOKMM PHCKOM BO3HMKHOBEHMS TIPEATIaTo-
JIOTUYECKUX U TIATOJIOTMIECKUX COCTOSTHUI B pe3yibTare
(pusnyeckoro M 3MOLMOHAIBLHOTO TepeHATPSKeHUST,
TepeyTOMJIEHUSI ¥ CHIDKEHUS alarTalliOHHBIX Pe3epPBOB
[7, 8]. B mogpocTkoBOM BO3pacTe 3TOT PUCK elle U YCU-

OPUINMHAJIbBHbBIE CTATbU

JIMBAETCS, TaK KaK B ITyOepTaTHBIN TIEPUOJI OPTaHU3M T10/1-
Bepraercsi CBoeoOpa3Hoi (PyHKIIMOHAIBHOI HArpy30YHOM
npobe, 00yCIOBIEHHOM co3peBaHrEeM MOPGhOJIOrMUEeCKUX
1 (pYHKIIMOHATBHBIX CTPYKTYp OpraHu3Ma, CTAHOBJIEHUEM
pPENpOAYKTUBHOM CHUCTEMBbI, OYpHBIM POCTOBBIM CKad-
KOM C HEUPOSHAOKPUHHOW TMEePECTPOMKON U 3HAUMTEIb-
HBIM TIOBBIIIIEHUEM HAarpy3KMd Ha BCE OpPTaHbl U CUCTEMBbI.
Kpome Toro, nist GONBIIMHCTBA COBPEMEHHBIX TTOIPOCT-
KOB XapaKTepeH TaK Ha3blBaeMblii TpO(OJOTHUIECKUii
CUHIPOM, XapaKTEepPHU3YIOUIUICS MUCTapMOHUYHBIM pa3-
BUTHEM, 3aIeP>KKOI1 MOJIOBOTO CO3pEBaHUST M 3HAUUTEITb-
HBIM CHMXeHUeM (hyHKIIMOHAIBHBIX pe3epBoB [9, 10].
Pesynbratel paHee MpoOBEAEHHOTO MCCIENOBaHUS Y OHBIX
aTeToB MOpIOBUM CBUICTEBCTBYIOT, 4TO0 56% y4eHu-
KOB JIETCKO-IOHOIIIECKMX CITOPTUBHBIX IIKOJ TTOAJIEXaTN
BPEMEHHOMY OTCTPAaHEHMWIO OT CIIOPTUBHBIX 3aHSITUIA
WIA HYXIQIUCh B TPOBEACHUM pPeadMIMTAIMOHHBIX

Puc. 2. Hapymenue npomuecca penojisipu3aniy npu npode ¢ J03MPOBAHHOM (PU3HUECKUIl HATPY3KO# Y CIOPTCMEHKH-BOJIEH00JIMCTKH
17 aet. enpeccus cermenta ST no 1 mm B HukHemuadparmanabhoii oonactu (11, IT1, avF), orpunarennnbie 3yons T B oTBeaeHHIX

11, 111, aVF, V,—V,.

Fig. 2. Depression of the ST segment up to 1 mm in the inferior leads (I, III, avF), negative T teeth in leads II, III, aVF, V -V,

in 17-year-old female volleyball player during veloergometry.
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MEPOTIPUATHIA TIO TIPUYMHE OTKJIIOHEHMSI B (DYHKIIMOHU-
pPOBaHUM pa3JIMYHBIX OpraHoB U cucrtem [11]. B Hamem
WCCIIEMOBAaHUM 3TOT TIOKas3aTeslb cocTaBui 23,6%, 4To,
BEpOSITHO, 00YCJIOBJIEHO 00Jiee BBICOKMM MCXOIHBIM YPOB-
HEM 3/I0pOBbSI WIEHOB HAIlMOHAJIbHBIX COOPHBIX CITOPTUB-
HBIX KOMaH/I TI0 CPaBHEHUIO C yYalllUMUCST JETCKO-IOHO-
IIECKMX CITOPTUBHBIX IIKOJI, U TIPOBEJICHUE PETYJISIPHOTO
o0ce0BaHus B 9TOM Tpyrre (He MeHee 2 pa3 B rof) CIo-
COOCTBYeT paHHE AMarHOCTUKE MaTOJIOTMUYECKHUX COCTOSI-
HUI ¥ X CBOEBPEMEHHOM KOPPEKIINU.

B 10 ke Bpemst y 148 (8,8% oT Bcex 00CIeI0BaHHBIX)
CIMOPTCMEHOB ObUIM BBISIBJIEHBI U3MEHEHUSI CEPICUHO-CO-
cyaucToii cucteMbl. Hattm pe3ysisraThbl TOJIHOCTBIO COBIA-
JIalo0T ¢ TAaKOBBIMM, MoJtydeHHbIMU D. Corrado u coaBT. [5].
CorracHO 3TUM JaHHBIM TIPEICOPEBHOBATEIBHOE CKpU-
HUHIroBoe o0ciienoBaHue cpear 42 386 I0HBIX CIIOPTCME-
HoB B CeBepHoit Utanuu (obsacth BeHETTo) BbISIBUIO
HEOOXOIMMOCTh  YINIyOJIeHHOTO obOcienoBanuss y 9%
CITIOPTCMEHOB, 2% aTteToB ObLTN TTOJTHOCTHIO OTCTPaHEHBI
OT 3aHSITUI CITOPTOM, TPEX/Ie BCEro B CBS3U C BBISIB-
JIECHHBIMA HapylIeHUSIMU PUTMa Cepilla M apTepuaib-
Hoil rumnepteHsueit. B uccnenoBanuu JI.A. BanabikoBoii
u coaBT. [11] oTyeuaeTcs, YTO KaxkaAblii ABAALATHINA CTIOPT-
cMeH (4,7% ot Bcex 00cemoBaHHbBIX) MMeNT 3a00J1eBaHusI,
TpeOyole paauKaibHONH KOPPEKIIMK JIBUTATEIBbHOTO
pexXuma MM TTIOCTOSTHHOM Teparvu, 4To ObLIO HeCOBMe-
CTHMO C TPOJIOJKEHUEM CTIOPTUBHOM JMeSITETbHOCTH.

HanGonee wacroii mpumumHON [Ji1 m00OCIeIOBa-
HUs B Halllel TpyTIe COCTaBWIa CepAeYHO-COCYIUCTAsI
MaToJIOTUsI, KOTOpasl CIyXWjia TIPUYUHON BpeMeH-
HOTO WJM TIOCTOSIHHOTO OTBOAA OT 3aHSITUH CIOPTOM
noutu B 1/3 ciyuaes. [TosydeHHbIE pe3yabTaThl HE ObLIU
HEOXUIaHHBIMU, TaK KaK CepeUHO-COCYIUCTasl CUCTEMA
B MEPBYIO O4Yepe/lb pearupyeT Ha Ype3MepHbIe Harpy3Ku
[12, 13]. BoabIIMHCTBO KaK OTEUECTBEHHBIX, TaK 1 3apy-
OeXXHBIX MCcieaoBaTeNeil oopalalT BHUMaHe UMEHHO
Ha JaHHYI0 KOTOPTY CMOPTCMEHOB KaK Ha IpyTly prucKa
BHe3ammHol cepaeuHoii cmeptu. B wacrHoctn, G. Har-
mon M coaBT. [4] cumTamT, 4TOo IpodecCUOoHATbHEBIC
CMOPTCMEHBI YMUPAIOT BHE3aINHO B 2—3 pasa vailie, YeM
UX CBEPCTHUKM, HE 3aHUMAIOIIIUECS] PETYJISIPHO CIIOPTOM.

B mocnegHue rompl KapIMHAIbHO M3MEHWJIMCH
B3MJISIIBI HA TIPUYMHY BHE3AITHON CMEpPTH y CHOPTCME-
HOB. Panee B OonbpIIMHCTBE pabOT Hamboyee YacToOM
TMPUYNHON BHE3AITHOW CEpAEYHON CMEpPTU Yy CIIOPTCMeE-
HOB yKa3bIBajach runeprpoduyeckas KapauoMuOIaTus
W apUTMOTeHHas AWCIUIa3Ksl/KapaMOMHUOIIaTUsI TTPaBOTO
xenynouka [14, 15]. OmHako cOBpeMEHHBIE MCCIeNO-
BaHMSI B 3TOM 00JIACTM TTOKA3bIBAIOT, YTO OTCYTCTBHE
OpraHMYecKMX WU3MEHEHMIH B cepile OOHapyXMBAlOT
Ha aytorncum y 25—36% BHe3aITHO yMEpIINX MOJOIBIX
CTMIOPTCMEHOB, M 3TO JeiaeT Haubojee BepOsSITHON TMpU-
YUHOI BHE3aITHOW CepAeYHOI cMepTH (aTajibHbIe apuT-
muun cepana [3, 16]. B Hamrem wmcciaemoBaHWM TUIIEP-
Tpoduueckass KapauOMUOIaTUsI He Oblla BbISIBJIeHA
HU Y OJHOTO M3 CIIOPTCMEHOB. PacripocTtpaHeHHOCTh
TUTIepTPODUIYECKON KapAUOMUOIIaTUHN Y JeTel OCTaeTCsI

JI0 KOHIIAa HEM3BECTHOW, Y B3POCIBIX OHAa COCTaBJISIET
1:250—500 cnyyaeB. OnHako y AeTeit OHa MOXET BBISIB-
JIAThCS peXe, TaK KaK HECMOTPST Ha TeHETUYECKHU JIeTep-
MHWHUPOBAHHBIN XapaKTep Ha TEPBBIX dTanaxX pa3BUTHS
3a00J1€eBaHUS TUMWYHAS KIWHUKO-WHCTPYMEHTATbHAs
KapTuHa (CUHKOIEe, W3MEHEHMS Ha SJIEKTPOKapauo-
rpaMMe, 3XOKapIMorpaMMe) MOXET ellle He cpopMupo-
BaThCsl M BBISIBUTLCS TOJBKO TPU MOJIEKYISIPHO-TeHE-
TUYECKOM TECTMPOBAHUM, KaK W HEKOTOpbIe Ipyrue
BpOXIEHHbBIE 3a00JIeBAaHNS C PUCKOM BHE3aITHOM cepiey-
HOI cMepTH (apuTMOTEHHAsT AUCIIIa3Us TIPaBOTO XeJy-
JIOYKa/apUTMOTeHHasT KapAUOMUOIATHsI TTPaBOTO Kely-
nouka, cuHapom bpyrama u np.) [17].

BrIsiBIeHHBIE HAMU CJTy9a TUTIEpTpodUU MUoOKapaa
Mmocje WCKIIOYEHUS] TUTIePTPOPUIECKON KapauoMUOo-
MaTUv METOJAMU MarHUTHO-PEe30HAHCHOI ToMorpadun
ObITM paclieHeHbI Kak (hopMUpYIOIIeecs: «CITOPTUBHOE»
cepale, M CIIOPTCMEHBI BO30OHOBUJIM 3aHSATHSI CITOP-
ToM. M30BITOYHOE TOBBIIICHUE apTepUaJbHOTO IaBiie-
HUS B OTBET Ha HATrpy3Ky (TMUIIEPTOHUYECKUI TUIT peak-
IIM1) pacCMaTpPUBAETCS B Ka4eCTBE OTHOTO M3 (PAaKTOPOB
¢dopMupoBaHUST TUMIEPTPOGUM MUOKApPIA JIEBOTO KeTy-
JIOYKA Yy aKTUBHO 3aHUMAIOIINXCST CIIOPTOM TTOJPOCTKOB.
B cBs13u ¢ aTMM oOpamialoT Ha cebs BHUMaHUE CIIOpT-
CMEHBI C BBISBJICHHOW apTepWallbHOM TUIepTEH3UEH,
YHCIIO KOTOPBIX CPEIN BCEX aTIETOB C CEPACUHO-COCYI-
CTBIMU HapyieHusIMK coctaBuiio 3% u 0,2% cpenu Bcex
o0cireqoBaHHBIX criopTcMeHoB. 1o ganubiMm JILA. Basbr-
KOBOii 1 coaBT. [18], aprepuanbHasi TUMEPTEH3US
BBISIBIISUTACh 'y 2,5% neTeil, 3aHUMAIOIIMXCST CITOPTOM,
npu oGUCHOM H3MEPEHUM apTepUaJbHOTO JaBICHUS
ny 6,5% 1ipu NpoBeAeHUN CYTOYHOTO MOHUTOPUPOBA-
HUSI apTepualbHOTO IaBjicHUs. B KpyrmHOM uccienoBa-
HUW TI0 aHaJu3y PacipOCTPaHEHHOCTU apTepHallbHOM
TUTIEPTEH3WU Y CITOPTCMEHOB, MpoBeleHHOM B EBporre,
To1bKO 3% 13 2000 MOJIOABIX CIIOPTCMEHOB UMEJIN apTe-
pUabHYIO TUTIEpTeH3UI0, pyu 3ToM B 0,4% ciydaeB oHa
HOCMJIa BTOPUYHBIN XapakTep [19].

BoNBIIMHCTBO BBISIBJIEHHBIX W3MEHEHMI Tipoliecca
pernoNiIpu3allii Ha 3JeKTPOKapANOrpaMMe paclieHHBa-
JIUCh HAMM KaK CTpeCCOpHas KapauomaTusi. DT N3Me-
HEHUs 3a4acTylo TIPOSBISUTUCh Ha THKe (U3MIECKOM
Harpy3Kd M 9acTO COYETAIMCh C HArpy30YHBIMU DKC-
TpacucTojaMu, yIJuHeHueM uHTepBana Q—T, cHUXe-
HUEM CYTOYHOI BapruabeIbHOCTA pUTMa Cepilia, ObICTPO
HUBEJIMPOBAIUCH TOC/Ee Tepruoaa AeTpeHuHTa. TepMuH
«CTpeccopHasi KapIuoIaTus» WCITOIb3yeTcsl B OTeve-
CTBEHHOW JUTepaType Uil 00O3HAYeHUs [e3aaarTa-
LIMOHHBIX U3MEHEHUI B ceplle CIMOPTCMEHa, 00yCI0B-
JIEHHBIX  (U3WYECKUMU ¢ TICUXO3MOLIMOHATBHBIMU
neperpy3kamMu, M ToApa3yMeBaeT OTCYTCTBME MaKpoO-
cKommuecknx m3mMeHeHuit B cepaue [11, 20]. OnmnHako,
COTJIaCHO pe3yJibTaTaM MCCIIeIOBaHUM, y CITOPTCMEHOB
CO CTPECCOPHOI KapaAMOMUOITATHE UMEETCS TIOBPEXKIe-
HUE KapANOMUOIIUTOB, O YeM CBUIETEICTBYET IMOBBIIIIE-
HUE aKTUBHOCTH MUOKapANAJIbHBIX (DEPMEHTOB 1 YBEI-
YeHWe DHIOTeHHON WHTOKCHKAIIMU C KOMITEHCAaTOPHO
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MOOWIM3alMel 3alIUTHONW CUCTEMBI aTbOYMUHOB CHIBO-
poTku KpoBu. [TomoOHbIe U3MEHEHUS CBUAETEILCTBYIOT
0 (GopMUpPOBAHUM OPTraHMYECKUX M3MEHEHUI B cep-
JIEYHOM MBIIILE Ha KJIETOYHOM, TKAHEBOM M OPraHHOM
YpOBHE, YTO TTO3BOJIIET paccCMaTpUBATh 3TO COCTOSTHHUE
KakK (PYHKIIMOHAIBHYIO TTATOJIOTHIO BeCbMa YCJIOBHO.

B uccnenosanuu «31MMU30/ C» [21], mpoBeaeHHOM
HaMU paHee, ObUIO MPOAEMOHCTPUPOBAHO, UTO Yy 6,7%
CITOPTCMEHOB MMENINCh YKa3aHWsST Ha 3MU30IbI TOTepU
co3HaHud B nsTuieTHeM aHamHese [21]. Ilpu mocneny-
IoIeM T000CIeIOBaHUM BO BCEX CIyJasx ObLT BBISIBJICH
pedrekTopHBIN TeHe3 06MopoKoB. Y 4 (0,24%) crnoprt-
CMEHOB 0e3 OOMOpPOKOB 3aHSTHUSI COPEBHOBATEIBLHBIM
CIOPTOM OBLIN MOJHOCThIO OTPaHUYEHBI 13-3a BhISIBJICH-
HOTO Y HUX U T€HETUYECKH MOATBEPKIEHHOTO BPOXICH-
HOTO CUHJpOMa yainHeHHoro nHTepBana Q—T [21].

ITo pesynbratam HacToseir pabOTBI OOMOPOKHU
KakK MpUYMHA BPEMEHHOIO OTBOJA OT 3aHSATUI CIIOPTOM
ObUIM BBISIBIIEHBI Y 4 aTJIeTOB, YTO MOTpeOOBalo pac-
IMMPEHHOTO OOC/IeA0BaHUs, BKJIIOYAs TUJIT-TECT, Upec-
MUIIEBOIHOE  DJIEKTPOGU3NOIOTMYECKOe  HMCCIea0Ba-
HUE, TIOCTHATPY30YHYIO BEJIOIPTOMETPUYECKYIO TPOOY
WM  MarHUTHO-PE30HAHCHYI0 ToMmorpaduio cepiia
C TaJOJMHUEM i BBISICHEHUS] TPUPOALI CUMIITO-
MoB. Bo Bcex ciydasix 3aboieBaHUsI ¢ pPUCKOM BHe3arl-
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HyTputuBHas noaiepxkka peGeHKa CO CIMHAJIBHOI MbIIIEYHO# aTpodueii
Bepaaura—I'ogdmana

E.A. banaxupesa, A.B. Caenyxuna, I1.B. Cepukos, O.A. [lywenkosa, B.M. Muxapesa, FO.A. baepeesa
®raQy BO «benropoackuin rocyaapcTBEHHbI HALMOHaNbHBIN MccnenoBaTenbCckuii yHusepcuteT», benropoa, Poccus
Nutritional Support for Child with Werdnig—Hoffmann Spinal Muscular Atrophy

E.A. Balakireva, A.V. Slepukhina, P.V. Serikov, O.A. Puchenkova, V.M. Mikhareva, Yu.A. Bagreeva

Belgorod National Research University «Belgorod State University», Belgorod, Russia

OpHu U3 TSKeNbIX NposiBiieHuii 00e3uu Bepaaura—Togdmana — nceBao0y0apHbiii U 0yIbOAPHbIA CHHIAPOMBI, OCJIOKHSIOIINECS
runorpodueii pa3noii crenenu Tszkectd. IIpuBeneH KIMHUYECKHIA CTydail HyTPUTUBHO# noiepKKu pedenka ¢ runorpodmeii I1 cre-
TIeHN, OCJIOKHUBINEH TeueHue 0oJsie3Hn Bepanura—Toddmana y pedenka omHoro roga. Ilenb 1aHHOrO MCCJIeTOBAHUS — OIEHKA
BJIMSIHHS BBICOKOKAJIOpUitHO# cMecH «Clinutren Junior» nyist meteii ot 1 roga a0 10 jeT Ha pocT ¥ pa3BUTHE PeOEHKA ¢ TMATHO30M
CNUHAJIbHAS MbIlIeyHas aTtpodus I Tuna. AHaaM3MPoOBaIN Pe3yJbTATHI O CTeNeHH U3MEHEHHUs CJIeAYIONIMX AHTPONOMETPUYECKHX
JIAHHBIX: OKPYXKHOCTD ILIeYa B CPeHel TPeTH, OKPYKHOCTh Oeipa B CpejIHeil TPeTH, pa3Mep KOXKHOW CKJIAJKH B OKOJIOMYNOYHOI
00JIACTH, a TAKIKe JJA00PATOPHBIX JAHHBIX: ANBOYMHH, 00IIMii 0€JI0K, TMMGOIMTDI.

Karoueswte caosa: demu, eunompoghusi, Hympumuenas noooepiucka, CRUHANbHAS MblueyHas ampogus | muna, 6one3ns Beponuea—
logppmana.

Ana untupoBaHus:: banakvupesa E.A., CnenyxuHa A.B., Cepukos [1.B., ly4eHkoBa O.A., MuxapeBa B.M., barpeeBa (0.A. HytputnsHas
noanepxka pebeHka co CcrvHasibHOM MbllLue4YHo atpogueri BepaHura—rogpemana. Poc BecTH nepuHaton v negmarp 2020; 65:(6): 72-75.
DOI: 10.21508/1027-4065-2020-65-6-72-75

Some of the severe manifestations of Werdnig-Hoffmann disease are the pseudobulbar and bulbar syndromes complicated by the hyp-
otrophy of the various degrees of severity. The clinical case of the nutritional support for the child with grade II hypotrophy that com-
plicated the course of Werdnig—Hoffmann disease in one-year-old child is presented. The purpose of this study is to assess the effect
of Clinutren Junior high-calorie formula for children from 1 to 10 years of age on the growth and development of the child diagnosed
with type I spinal muscular atrophy. The results were analyzed according to the degree of change in the following anthropometric
data: mid-arm circumference, mid-hip circumference, the size of the skin fold in the periumbilical region, as well as laboratory data,
as follows: albumin, total protein, lymphocytes.

Key words: children, hypotrophy, nutritional support, type I spinal muscular atrophy, Werdnig— Hoffmann disease.

For citation: Balakireva E.A., Slepukhina A.V., Serikov P.V., Puchenkova O.A., Mikhareva V.M., Bagreeva Yu.A. Nutritional Support for
Child with Werdnig—Hoffmann Spinal Muscular Atrophy. Ros Vestn Perinatol i Pediatr 2020; 65:(6): 72-75 (in Russ). DOI: 10.21508/1027—-
4065-2020-65-6-72-75

JlaHHas TaToJIoTus BCTpevaeTcs ¢ yactoroit 1 Ha 6000—
10 000 HOBOPOKIEHHBIX.

XapakTepHbBIMU TIpU3HAKAMU CITUHAJBLHBIX MBIIIeU-
HBIX aTpouil SIBISETCS CUMITTOMOKOMIUIEKC <«BSJIOTO»
pebeHKa: BbIpaXkeHHasl TUTIOTOHUS, apeduekcusi, ¢ac-
LUKYJISIUN SI3bIKa, 3aTPYAHEHUST MPU COCAaHUM, TJOTa-
HUU, IBIXaHUU, OCJIa0JIeHHBIN KPUK. OTHUM U3 TKETbIX
MPOSIBJIEHUI CITY>KUAT MCeBNO0YIHOAPHBIN 1 Oy Ib0apHbIi
CUHJIPOMBI, OCJIOXHSIIOIIMECS] TUMOTpoduelt 1 0eIKOBO-
9HEPreTUYeCcKOil HENOCTaTOYHOCThIO pa3HOW CTEreHu

CHI/IHEU'ILHHC MBbIIIIEUHbIE aTpOo(UU — TeTepOoreHHast
rpynria HacJeJACTBEHHBIX 3a00JieBaHUM, Xapak-
TEPUBYIOLIUXCS  TPOTpeccupylolieil  aereHepauueit
MOTOHEWPOHOB TEpPEeTHUX POTroB CIIMHHOTrO Mo3sra [1].
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HAIMOHAJILHOTO MCCIIEI0BATEIbCKOTO YHUBEPCUTETA,
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TSKECTH, B CBSI3U C 3TUM ITOAOOHBIM MallMeHTaM Heo0X0-
JIMMa BBICOKOKAJIOpUiTHAsl HYyTPUTUBHAS TTOAIepkKa [2].

HyrputuBHas monmmep:kka — KOMIUIEKC MEpPOIIPHsI-
TUIA, HaIlpaBJIeHHBIX Ha oOecIieueHne TpohUIECKOro
romeocTasa ¢ IIeJIbl0 ONMTUMM3ALUU CTPYKTYpPHO-(YHK-
MOHAJBHBIX ¥ META00IMUYECKUX MTPOLIECCOB OpPTaHU3Ma,
a TaKKe ero amanTallMOHHBIX pe3epBoB [3, 4]. Bwidop
cMecell ISl ameKBAaTHOTO SHTEPAJILHOTO IMUTAHUS TOJI-
JKeH OBITh OCHOBAaH Ha JIAHHBIX KJIMHUYECKOTO, UHCTPY-
MEHTaJbHOTO 1 JJabOpaTOPHOTo 00Cae0BaHUST OOJIBHBIX,
CBsI3aH C XapaKTepOM M TSDKECThIO TeUSHUS 3a00JIeBaHUS
U CTETeHbIO COXPAaHHOCTY (DYHKIIMIA XKeJTyT0UHO-KHUIIIeY-
HOTO TpakTa.
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banaxupesa E.A. u coasm. HyrputrBHas noaiep:kka pedbeHKa co ClMHaIbHOM MblieuyHoit arpodueit Bepauura—Tohdmana

Knunnueckuii cayyaii. B orneneHue peaHumanuu
u uHTeHcuBHoit Tepanuu (OPUT) [derckoit o01acTHOM
KJIMHUYECKOM 00abHUII T. benropona moctynun Maib-
yuk M. B Bozpacte | roga 10 mec. OCHOBHOI TUarHoO3:
ocTpasi BHEOOJNBbHUYHAS JIEBOCTOPOHHSSI TOTaJbHAsI
nmHeBMOHUS. OCJIOXHEHNSI OCHOBHOTO 3a00JieBaHUS:
nbixatenbHast HegoctatodyHocTh I cremenu. bponxo-
OOCTPYKTUBHBIN CUHAPOM. ATeJIeKTa3 JIEBOTO JIETKOTO.
Hocutens Ttpaxeoctombl (TCT). doHoBBIe 3aboJieBa-
HUS: CMMHabHas MblliedyHast atpodus I Tuna (6one3Hb
Bepnuura—loddmana). [lceBnoOynb0apHbIil CUHAPOM.
Tunorpodus Il crenenu. Anruomnatus cerdyarku OU.
BropuuHast KapauornaTusi.

AKyIliepckuii aHamMHe3: peOeHOK OT TpeTbeil Oepe-
MEHHOCTH, TIPOTeKaBIllell Ha (hoHe TOKCUKO3a B MEePBOIA
MOJIOBUHE OEpeMEHHOCTH, Keae30AedUIIMTON aHeMUMU,
XpOHUYECKOI (heTorUIalleHTapHO HEeIOCTaTOYHOCTH,
XPOHMYECKOI BHYTPUYTPOOHON TUIOKCHM TuTona. Pombl
cpouHkble, Ha 39—40-i1 Hexene 6epeMeHHOCTH, CaMOTIPO-
U3BOJIbHEIE.

AHTPOIIOMETPUYECKNE JaHHble TIpU POXICHUU:
Macca 3400 1, mmHa 54 cM, OKPYXHOCTb TOJIOBHI 36
CM, OKpyXHocTh rpynmu 35 cm. OleHka Mo IIKaie
Arrap: 8/9 6annoB, 3aKpudai cpasy; K Tpyau MPUIOKeH
B 1-e cyrku. Co cjioB mMaTepu, peOeHOK BaKIIMHUPOBAH
B pomnome, nanee — He npuBUT. [IcuxomoTtopHOe pas-
BUTHE: IEPXKUT TOJIOBY ¢ 4 Mec, TIOMBITKA TIepeBOpavYM-
BaThcs — € 5 Mec, ¢ 6 Mec — perpecc MOTOPHBIX HABBIKOB.

Ha ocHOBaHWMM TUNMUYHOI TIPOrpeCcCUPYIOMIEH KITU-
HUYECKOM KapTUHBI PeOEHKY MOCTaBJIeH IMAaTHO3 CITU-
HaJIbHOM MBIIIeYHOl atpoduu I Thma, peKoMeHI0BaHO
uccinenosanue JJHK, koTopoe Ha MOMEHT MOCTYTIICHUST
B CTallOHAp He TTPOBOAMIOCH TTO COLIMATIBHBIM U MaTe-
pUATBHBIM TPUYUHAM.

[eHeanmornueckuii aHanau3: POAOCIOBHAasE HE OTSTO-
1eHa (Co cJIoB MaTepu), MpodaHI UMeeT IBYX KIMHUYE-
CKM 3[I0POBBIX cecTep 2 1 4 JIeT.

[1pu mocTyMIeHUK: COCTOSTHUE TSKEI0e 3a CUET JbIXa-
TenbHOU HemoctatouHocT 111 cTermeHu TsoKecTH, HEBPO-
JIOTUYECKOU CHUMNTOMATUKUA CHOWHAIBHOW MBIIIEYHON
arpodun, runorpoduu Il crenenn (nepuuurt maccol Tena
30%). KoxHble MOKpOBBI OJIeHBIE, YUCThIC, TTEPUOpaTb-
HeI maHo3. OtekoB HeT. [1omKOXHBIN XXUPOBOI CJIOM
HMCTOHYEH Ha TYJIOBHUIIE M KOHEYHOCTSIX, TYprop TKaHei
cHuXeH. TemociioxeHue TMpONMopIMOHATIbHOE, THUTaHUE
noHmxkeHo. KocTHoO-MblIllIeyHast cucTtemMa: KOJIOKOJI000-
paszHasi (popMa TpyIHOM KJIETKU, TIJIOCKOBaJIbIyCHAs! CTOIIA.
Turnotpodust MBI BEPXHUX W HIDKHUX KOHEYHOCTE.
Cnusuctbie 000JI0UKM OJIeTHO-PO30BbIe, YMCTHIE, BIaX-
Hole. [lepudeprnueckue numparnueckue ysibl 6e3 oco-
oennocteit. IlluToBumHasa kenesa: ajacTUdyHasd, 0e€300-
JIe3HeHHas, He yBequveHa. OpraHbl JBIXaHUS: IbIXaHUE
yepe3 Hoc, 3aTpyaHeHo. OnpliiKa, BTSDKEHUE MexXpeoep-
HBIX TIPOMEXYTKOB, SIPEMHON SIMKU. B Jlerkux nbixaHue
oc/abieHHOe, C JIByX CTOPOH, IO BCEM IIOJIsIM OoJblie
cjieBa, BBICHYIIMBAIOTCS BIAXHBIC MEJIKOIy3bIpUyaThie,
KpenuTupyomme Xpunbl cieBa. [lepkyropHo orpenesnsi-

eTcsl KOpOOOUHBI 3BYK. Huncno abixaHuit 45 B MUHYTY.
BpromHoit Tun npixanusi. Hocutenb Tpaxeoctombl. Caty-
pammst 76—82%. KucnoponozaBucum. CepraedHo-cocy-
JUCTass CUCTEMa: TOHBI TPUIJYIIEHHbIE, PUTMUYHEIE,
TaxuKapaus — 166 yn/MuH. [TepKyTopHO TpaHUIIBLI cepALa
B TIpelesiaXx BO3pacTHOW HOpMBIL. OpraHbl THIIEBape-
HUS:. SI3BIK BJIAXHBIN. 2KMBOT MATKUIA, 6e300/Ie3HEHHBIN.
Tleuenn, ceneseHka He yBeaudeHbl. CTys oOPMIICHHBIH,
CKJIOHHOCTh K 3amopaM. [lojioBble opraHbl copMupo-
BaHBI TIPaBWJILHO, TI0O MYKCKOMY THUITY. MoYencITycCKaHue
CcBOOOIHOE, Oe300/1e3HeHHOE. Moya cBeTiast, po3payvHasl.

HeBposnornyeckuii cratyc: COCTOSIHUE CO3HAHUST —
conop. YepernHble HEPBbI — aCUMMETPUU HE OTMEUaeTCsl.
3paukoBbie pedyieKChl CoXpaHeHBI. [JTOTOUHEBI pedireke
CHUXXEH, HU3KOE CTOsTHUE HeOHON 3aHaBecku. JAuddys-
Hasl MBIIIeYHast TUTTOTOHMS. BepxHre KOHEUHOCTH: IBU-
rateJibHasi aKTUBHOCTb CHUXKEHa, CUJla CHIKeHa J10 2 6ai-
JoB (110 3-6amnbHoi 1ikane). CyxoXwuibHbIe pediiekchl
CHIKeHBI. HKHME KOHEYHOCTHW: JBUTATeTbHAsT aKTUB-
HOCTb OTCYTCTBYeT, cuja — 0 6aimoB. Hucrarma Het.

ITo TsKeCcTW COCTOSIHUSI TAlMEHTy TIPOBOAMIACH
HMCKYCCTBEHHAsT BEHTWJISIIIUS JIETKUX, TTaTOTeHETHUYeCKast
W TIOCUHIpPOMHAs Tepamus. B Iemsix ocyliecTBIeHUs
HYTPUTUBHOHN TOIIEPKKU ObUTa Ha3HayeHa BBICOKOKA-
nopwuiiHasg cmech «Clinutren Junior» mjig neteii ot 1 roma
1o 10 ner.

Manbunk HaxXOmWJICS TION HAIIUM HaOJIIoAeHUEM
B cranvoHape B TeyeHue 64 nHeit. IlepBoie 10 mHeit
nutanue ocyuiectsiassiocb B OPUT BbicokoKanopuii-
HoOll cMechio «Clinutren Junior» d4epe3 Ha3oracTpaib-
HbBI 30HA (6 pa3 B meHb o 100 Ma cMecH). DHepreTu-
yeckasi LIEHHOCTh OIHOrO TpyWeMa THIINW COCTaBUJIa
102,8 kkan/431,2 xIx, 3a neHb peOEHOK Toaydal
616,8 kkan/2587,2 xJIxx. Habmonanoch xopollee ycBoe-
Hue cmecu «Clinutren Junior», marojoruyeckue peak-
LMY, TakKue KaK MeTEOpU3M, HEYCTOWYMBOCTH CTYIa,
CpHITMBaHUE, PBOTA HE BO3HUKAJIH.

IMpu ynyuynieHun abIXateabHbIX (YHKIUIA peOEeHOK
ObUT TIepeBelieH B TPOMWILHOE OTHCIEHME, INe MaTh
CaMOBOJTLHO TepeBelia ero Ha MMTaHue CTaHAapTHOM cMe-
cbio s aereit 1o 3 net. B cBsa3u ¢ peundexkumneit OPBU
COCTOSTHUE TallMeHTa YXYAIIMJIOCh ¥ OH OBbIJT CHOBA Tiepe-
Bened B OPUT mnst marencusHoi Tepanuu. C 20-To u 10
64-To MHS TOCMUTANIM3AIMA MaJb4MK CHOBA TUTAJICS
BbICOKOKaJIopuitHO# cMechio «Clinutren Juniors.

B cBs3m ¢ KpaitHe TSDKENBIM COCTOSTHUEM pebeHKa,
OOJIBIIIMM KOJMYECTBOM arraparyphl, CleAsieil u ocy-
MIECTBISIONMIEN MOMIEPXKKY BUTATBHBIX (DYHKIINIM, pery-
JIsipHOe B3BemmBaHue pedenka B OPUT He mpencras-
JISUIOCh  BO3MOXHBIM.  D(PHEKTUBHOCTb HYTPUTUBHOM
MOJIEPKKKU OLIEHMBAJIaCh B COOTBETCTBUU C KIMHUYE-
CKUMM peKOMEHIALUSIMH |5, 6]:

— TI0 aHTPOTIOMETPUIECKUM JTaHHBIM —

* OKPYXHOCTb TIJieua B CpeJHel TpeTH,

* OKPYXXHOCTb Oelipa B CpelHel TPEeTH,

* pa3Mep KOXHOW CKJIaIKU B OKOJIOMYIOYHOI
obJacTu;
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KJINMHUYECKUE CJTYHAU

— 110 JJaOOpaTOPHBIM TTOKa3aTeJIsIM B KPOBU —
* anbOyMUH,
* 0o0muit 6eJIoK,
* JTUM@OLUTHI.
B cBs3u ¢ BO3pacTHBIMU OCOOEHHOCTSIMU KpPOBM
W TEHEePAIM30BAHHOW  BOCHAJIWTEIbHOU  peakuuein
MbI COUJIM 1IeJIeCO00pa3HbIM OLIEHUTDh TakKe TUHAMUYE-
CKO€ U3MEHeHHMe 00111eT0 KOJUYeCcTBa JEHKOLMTOB.
3HAKOBBIMM BPEMEHHBIMU TOUYKAMU JUHAMUYECKOTO
HaOJII0IeHUsI HAMU ObUTU BBIOpAHBI:
— MCXOJIHbIE TaHHbBIE TTPU MOCTYTUICHUY;
— 10-e cytku rocniuranusainun — nepesoa ¢ «Clinu-
tren Junior» Ha CTaHIAPTHYIO CMECh;
—20-e cyTKM rocruTajn3ali — MepeBof Co CTaHIapT-
Hoii cmecu Ha «Clinutren Junior» B OPUT Ha ¢oHe penH-
(uLpoBaHYs 1 yXyAIIEHUS IbIXaTeIbHBIX (DYHKIINIA;

— 34-e cytku rocriutanusaiu — nepeson uz OPUT
B Mpo(UJIbHOE OT/EeHUE;

— 64-e CyTKM TOCTIMTAIM3ALIMU — BBIMTUCKA.

PesynbraThl IMHAMUYIECKOTO HAOIIONCHUS TTI0 aHTPO-
TTIOMETPUIECKUM U JIAOOPATOPHBIM TTOKA3aTeNIsIM TIpe/i-
craByieHbl Ha puc. 1, 2. Kak BugHo Ha puc. 1, no 10 cyt
HaOJIoaJICsT TIPUPOCT BCEX aHTPOITOMETPUIECKUX TTOKa-
3aresiell B CBSI3W C TIEPEXOIOM Ha BBICOKOKAJOPUITHOE
nutanue «Clinutren Junior». K 20-mM cyTtkam BuaeH
perpecc BCIICACTBUE BO3BpallleHWs] K CTaHIapTHOM
cMecH. 3aTeM CHOBa HaOJ101aloCh YBEJIMYEeHME MToKa3a-
TeJIel BIUTOTh JIO BBITIUCKU (64-¢ CyTKH).

V3MeHeHMs OlleHMBaeMBbIX JIAOOPATOPHBIX TTOKa3aTe-
Jielt He OBUTM WJLTIOCTPATUBHBIMU U HOCWJT HECTAOWITb-
HBIII BOJIHOOOPA3HBIN XapaKTep, UTO CBSI3aHO C TIPU-
COeIMHEHWEM TOBTOPHOM peCMpaTopHOi MHMEKINU
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Fig. 1. Dynamics of anthropometric data. Composed by the authors.
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banaxupesa E.A. u coasm. HyrputrBHas noaiep:kka pedbeHKa co ClMHaIbHOM MblieuyHoit arpodueit Bepauura—Tohdmana

U TIOJIMOPTAaHHOM HEIOCTaTOUHOCTHIO, TEPUOINICCKU
HapacTaBIlieil y pebeHKa BO BpeMs JJTUTEIBLHOTO TIpe-
ObpiBaHMs B cTarimoHape. CTOUT OTMETUTh, UYTO Ha (hoHE
TprueMa BBICOKOKAIOPUITHOTO TTUTAHWS TTPOMCXOIUIT
pPOCT KOJIMYeCTBA TUMMOIIUTOB TT0 CPABHEHUIO C UCXOM-
HBIM TTOKAa3aTesieM, YTO KOCBEHHO CITYXXUT OJIaTOTIpUSIT-
HBIM KPUTEPHUEM W CBUIETEILCTBYET 00 3(h(PeKTUBHOCTHI
TTPOBOMMON TEepaTTNu.

Macca tena pebeHka yseiaumuuBaiach o 10-x cyTok
Ha (poHEe BBICOKOKAJIOPWITHOTO MUTAHUsI, 3aTeM HaOJIo-
TAJIOCH TIaIeHKe TIoKa3aTelsielt B CBS3M C MTpeKpalieHneM
yrotpeonenus «Clinutren Juniors. C 20-x 1o 64-¢ cyTku
3aMeTHa nmpudaBKa B Macce Tena (CM. puc. 2).
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Cunapom bapne—buans

KJINMHUYECKUE CJTYHAU

E.A. Ilompoxosa, M.JI. babasn, JI.C. basesa, M.II. Caghonosa, A.E. Cunseuna

OCIN «Hay4yHo-uccnenoBaTenbCKNn KNTMHUYECKUIA MHCTUTYT nNeamaTpum M. akagemuka tO.E. Benbtuwesa»
®raoy BO PHUMY um. H.U. Muporosa Muusapasa Poccun, Mocksa, Poccus

Bardet—Biedl Syndrome

E.A. Potrokhova, M.L. Babayan, L.S. Baleva, M.P. Safonova, A.E. Sipyagina

Veltischev Research and Clinical Institute for Pediatrics of the Pirogov Russian National Research Medical University,

Moscow, Russia

Cunnpom Bapne—bunis — penkoe ayTocoMHO-peneccBHOE 3200/1eBaHIeE U3 TPYIIbI IWIMONATHIA, UMeIOIIee NoIMMopdHbIe Kiu-
HHYECKHE CUMITTOMBI, BKJI0YAst TMCTPOGHIO CETYATKH, OKMPEHHE, MOIMIAKTHIHNIO, 3a1ePKKY IICHXHIECKOr0 PA3BUTHS, IHIIOTOHA-
m3M, auchyrkuuio noyek. Ilneiiorponnbie 3¢(heKThI BbI3BaHbI 1e()eKTAMI F'€HOB, KOIUPYIOIMX 0€/IKH, OTBETCTBEHHbIE 32 (DYHK-
HOHNPOBAaHHE PecHHYEK. B cTarhe 3aTparMBarOTCA BONMPOCHI KJIMHMYECKHX OCOOEHHOCTEN, MMATHOCTHKM, Iu()(depeHnuaIbHOl
JMATHOCTHKM W JIe4eHHs] JTAHHOTO 3a0oJeBanns. KivMHuYecKuil cliydail JeMOHCTPHpYeT mammeHta ¢ cunapomom bapme—bBumas,
NPOSIBJIAIOIMMCS TUCTPO(Heil ceTYaTKu, OXKUpPeHHeM, Opaxu-, CHH- M KIHHOJAAKTWINEH, TMIOTeHNTAIM3MOM, 3a/IePXKKOil NCH-
XHYECKOr0 PasBUTHS M COMYTCTBYIOIMMM rHIOTHPeo30oM. I1o pe3yabratam MoOJEKYIsAPHO-TeHETHIECKOr0 MCCIe0BAHUA Y pedeHKa
BbISIBJIEHbI MyTaluu B 3K30He 2 reHa BBS10 c¢.271dupT u ¢.583G>A (p.G180E) B KoMnayHI-reTepo3MroTHOM COCTOSIHMM, YHACJIE-
JIOBAHHBIE COOTBETCTBEHHO OT OTIA M MATEPH — 37I0POBBIX HOCHTEJIEH.

Karoueswie caoea: demu, cunopom bapoe—buoas, yusuonamus, een BBS10, kaunuueckuii cay4ail.

Ansa untupoBanus: [oTpoxosa E.A., babasiH M.J1., banesa J1.C., CagpoHoBa M.I1., CunsruHa A.E. CuHapom bapae-buans. Poc BeCTH nepuHa-
Ton1 n neamatp 2020; 65:(6): 76-83. DOI: 10.21508/1027-4065-2020-65-6-76-83

The Bardet—Biedl syndrome is a rare autosomal recessive disease of the group of ciliopathies with polymorphic clinical symptoms
including the retinal degeneration, obesity, polydactyly, mental retardation, hypogonadism, and renal dysfunction. The Pleio-
tropic effects are caused by the defects in genes encoding the proteins responsible for the functioning of cilia. The Article addresses
the issues of the clinical features, diagnosis, differential diagnosis and treatment of this disease. The clinical case demonstrates
the patient with Bardet—Biedl syndrome, manifested by the retinal degeneration, obesity, brachydactylia, syndactyly and clinodac-
tyly, hypogenitalism, mental retardation and concomitant hypothyroidism. As per results of the molecular genetic testing, the child
was found having the mutations in exon 2 of BBS10 gene c.271dupT and ¢.583G> A (p.G180E) in the compound heterozygous con-
dition, inherited from the father and mother, respectively, that are the healthy carriers.

Key words: children, Bardet— Bied| syndrome, ciliopathy, BBS10 gene, clinical case.

For citation: Potrokhova E.A., Babayan M.L., Baleva L.S., Safonova M.P., Sipyagina A.E. Bardet-Bied| Syndrome. Ros Vestn Perinatol i Pediatr
2020; 65:(6): 76-83 (in Russ). DOI: 10.21508/1027-4065-2020-65-6-76-83

uHapom bapne—bunns (anrn. Bardet—Biedl syn-
drome, OMIM 209900) — KJIMHWYECKU U TE€HETH-
YeCKM TeTeporeHHas, Hacjeayemasl 1Mo ayTOCOMHO-pe-
IIECCUBHOMY THIMY LIVWJIMOMATHS, XapaKTepHU3yIOIasicst
IUCTpoUeil CeTUYaTKU, OXUPEHHEM, TOJUIAKTUINEH,
3aIePKKOM TICUXUYECKOTO Pa3BUTHSI, TUTIOTOHATN3MOM,
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nuchyHkimeit nmouek. IlepBoe yrnomuHaHue 00 3TOM
3a001eBaHUM OTHOCUTCS K 1866 T., Korma aHIJIMii-
ckuit odranpmosior J.Z. Laurence M amMepuKaHCKUIA
odrampmonor R.C. Moon omnmcaan ceMblOo ¢ ITUTMEHT-
HBIM PETMHUTOM, OXWPEHHEM M YMCTBEHHBIMU Hapy-
IIEHWSIMH, Y TTOCTPaJaBIINX YJIEHOB KOTOPOM BITOCITE-
CTBUM pa3BuUjicd crnactmieckuii mapamape3 [1]. B 1920
un 1922 rr. cooTBeTcTBeHHO (hpaHity3ckuii Bpau G. Bardet
[2] n BeHrepckuit sHmokpuHojor A. Biedl [3] He3aBu-
CHMO APYT OT JIpyra OINvcan JBe CEMbU C OXKUPEHUEM,
MUTMEHTHBIM PEeTUHUTOM W nojugaktunuveir. C 1925
CYUTAIOCh, YTO TEpPEeYUCICHHbBIE CIIydal OTHOCSTCS
K OJHOMY 3a00JIeBaHUIO, TTOJIYYHBIIIEMY STTOHUMHUYECKOE
HaszBaHue «cuHApoM JloypeHca—MyHa—bapne—bunis».
Ha npoTsskeHUM HECKONBKMX AECATUIETU B MUPOBOI
JINTEepaType Belach IMOJIeMUKa O KIIMHUYECKOM U TeHe-
TUUYECKOM TToTmMopdu3Me cuHapoma. B konie XX Beka
OBbLJIO TIPUHSATO peEIlIeHWe O BBIICIEHWE IBYX BapHhaH-
ToB: cuHinpoma JloypeHca—MyHa u cuHapoma bapne—
bunns. IMpu 3TOM KIMHUYECKUMU OCOOEHHOCTSIMU TTep-
BOTO CIIyXKaT ClacTWuecKasl TaparuieTuss U OTCYTCTBHE
noaunaktuauu [4, 5]. BMecre ¢ Tem ciemyeT OTMETUTb,
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YTO M3BECTHBIE MyTAlIMM OJHMX U TeX K& TeHOB HEPEIKO
BCTpeYaloTCs TpU 000MX BapuaHTaX, M 3TO TMO3BOJISIET
VCOMHWTBCS B TPaBWIBHOCTH TIPUHSTOTO pPEIIeHUs.
B Hacrosiiiee Bpemsi 3abosieBaHM€ M3BECTHO KakK CHUH-
npoM bapne—bumisa [6].

PacnipocTtpaHeHHOCTh  3a00JieBaHUS  3HAYUTEIIBHO
BapbUpYeT B pa3IMYHBIX TpyIMIax HaceseHus. Hanbonee
yacTto cuHApoM bapme—bumis BcTpeyaeTcst B 3aKpbl-
TBIX TOMYJISUMSAX ocTpoBa HprodayHmIeHn M KiaHax
o6enynHoB Kyseiita u Caynosckoit Apasuu — 1: 13 500
u 1: 16 000 coorBeTcTBeHHO [7, 8], cpeau apaboB ero pac-
MpoCTpaHeHHOCTh cocTasisier 1: 65 000 [9], HaubGosee
penko — ¢ yactoroit 1: 140 000 u 1: 160 000 — cuHIPOM
peructpupyetrcss cpenu xurteieit CeBepHOU AMepHKH
u EBponwr [10, 11].

Cungpom bapne—bumnsa otHocutcss K - umMiaMora-
TUSIM — TpyIe 3a00JieBaHMIl, CBSI3aHHBIX C Hapylle-
HueM (QyHkuMu pecHuyeK. OHO pa3BUBaeTCs BCIEI-
ctBue naedekToB B reHax BBS, KOTopble KOIMPYIOT
Oenku, peryiaupyomie (GyHKIMIO pecHUYeK. PecHMuku
IIUPOKO TIPEACTaBICHBI B PA3IMYHBIX OpraHaX M TKaHSX
OopraHuM3Ma MJIEKOTIUTAIOIIMX, B TOM YHCIIE YeJIOBeKa,
U JIeNITCS Ha TepBUYHbBIE (paHee TaK Ha3bIBaeMbIe HEIO-
JIBUXKHBIE) U BTOPUYHBIE (MOABWXKHbBIE). BTOpUUHbBIE pec-
HUYKHU TIpeACTaBICHBI aKCOHEMOM, cocTosmeir u3 9 map
MMKPOTPYOOUEK IO Tieprepru 1 ABYX Tap HEeHTPATbHBIX
MHKPOTPYOOUEeK. Y TIEPBUYHBIX PECHUYEK LIEHTpabHAasI
mapa MUKPOTPYOOYeK, HeoOXoaumast 1T MOOWIM3alH,
OTCYTCTBYET, MX JBHUTATeIbHAs aKTUBHOCTb OTpaHUYeHa
NIBIDKEHUEM BOKPYT CBoei ocu. HecMoTpst Ha OoTCyTCTBUE
JpeHaXXHOW (DYHKIINU, TIEPBUYHBIE PECHUYKH YIaCTBYIOT
B KJIETOUHOI Mepeiaye CUTHAIOB, OPUEHTAMU TUIOCKO-
CTHU AeJIeHUsI, OpraHoTeHe3e 1 ToMeocTase [12].

Ilpu cunopome bapne—bumis Hapymaercs yHK-
LIMOHUPOBaHWEe TIEPBUYHBIX pecHUYeK. Bobioe comep-
JKaHWe HETIOABIIKHBIX PECHUYEK B Pa3IMYHBIX OpraHax
U TKaHgX ((poTopenenTopbl, KUHOLWINU, OCTEOLUTHI,
KJIETKHA TIOYEYHOTO OSIUTEINS, KIETKU >KETUeBBIBOMISI-
X ¥ TTAaHKPeaTMUeCKUX MPOTOKOB) W MX MHOTOMYHK-
LIMOHAJIBHOCTh ~ OOBSCHSIOT ~OOJIBIIIOE  pa3HooOpasue
KIMHUYECKUX CUMITOMOB TIpYM JaHHOM 3a00JIeBaHUU
(B cKoOKax yKa3zaHa paclpOCTpPaHEHHOCTb HEKOTOPBIX
cumntoMmoB coriacHo E. Forsythe u coaBrt. [6]):

— mopaxkeHne a3 — auctpodus ceryatku (93%),
MMOTIIHST, ACTUTMATH3M, KOCOTJIa3ue, KaTapakTa,

— M3MEHEHMs] KOHEeYHOCTel — momumakTiaust (63—
81%), opaxumaktims (46—100%), cunpaktuvs (8—95%);

— BHIOKPUHHBIE HapylIeHUsT — oxxupenue (72—92%),
TMTIOTOHAIN3M MYyXKcKoi (59—98%), caxapHbIii nuadet
(6—48%), rumnepxojecTepuHEMUsI, HU3KUI POCT, Heca-
XapHbIii 11a0eT;

— cHIXKeHMe uHTeekTa (53%), 3amepXKa pedeBoro
pasButus (59—91%), nedexTsl peunt (54—81%);

— IUC@YHKIIMS IMTOYeK — MOJIMKUCTO3, THAPOHE(DPO3,
aHoMauu noyku (68%);

— HEBPOJIOTMYECKUE HApYIIEHUsT — aTaKCHsl/Hapylle-
Hust KoopauHatmu (40—86%), anocmust/ruriocmust (60%);

Tlompoxosa E.A. u coasm. Cunnpom bapne—bunis

— anomaunu 3y6oB (51%);

— (ubpo3 nevyeHu;

— BpOXXIeHHBIe TTopoku cepaua (7%).

Iupoxuit  cmekTp KIMHUYECKUX  CHUMIITOMOB
npu cuHapome bapme—bumis aeMoHCTpUpYeT K-
HUYeckuit ciydait mamueHta A., 2008 roma poxaeHus,
MOCTYNMUBIIETO B MHCTUTYT MeauaTpuy MM. aKaJeMuKa
F0.E. BenbrumeBa B 2016 T. ¢ XajmobaMu Ha 3ariopsbl,
M30BITOYHYIO Maccy Tella, OTCTaBaHWEe B YMCTBEHHOM
Pa3BUTHU, CHIDKEHHE OCTPOTHI 3pEHUS.

PeGeHok OT 310poBbIX ponuTesieid, I, GiaronpusiTHO
MpOTeKaBIlIeii 6epeMEHHOCTH, CPOYHBIX (PU3HOJIOTHYE-
CKUX ponoB, Macca 1ipu poxaenun 3800 1, mmuHa 48 cM,
olieHKa 1o mkajne Anrap 8/9 6annos. PonocnoBHast oTsi-
TOIlIeHa IO Psiy 3a00JIeBaHUii: y MaTepy TUATHOCTUPO-
BaHbl MMOMMUSI, sI3BeHHasl OOJIe3Hb IBEHaIlIaTUIIePCT-
HOW KUILIKH, TTOJUIMHO3, Y OTlIa — caXapHblil 1uadeTt 2-ro
TWMa, TUMEepTOHWYeCKass OO0Je3Hb, TUIEePXOJIeCTEPH-
HEeMUs, y3JIbl IIUTOBUIHOM KeJIe3bl; MO JIMHUU MaTepu
y 0alymku — si3BeHHasi 00Jie3Hb JBEHAIIIATUTIEPCTHOM
KMIIIKY, Tojiarpa; 1o JUHUM OTHa y 0alyIIKu — caxap-
HBI 1abeT 2-T0 TUIIA, TUTIepTOHUYecKast 00J1e3Hb, Y3JIbl
IIATOBUIHOM XeJIe3bl; Y AeAYITKN — paK MPOCTAThI.

W3 anamHe3a M3BEeCTHO, UTO MaHUGecTalus TpHU-
3HAKOB  3a00JieBaHUS  TPOMCXOAWIA  IMOCTENIEHHO:
MpU POXACHUM ObUTM AUATHOCTUPOBAHBI MHOXKECTBEH-
Hble aHOMAJIMU Pa3BUTUSI — OpaxumaKTUIWsI, 4acTUY-
Hasl CHHIAKTUJIWS, KIWHOJAKTHWIIMS, BBICOKOE HE0O,
TUTIEPTEJIOPU3M COCKOB, KOPOTKasI 1IIesl, MOHTOJIOUIHBIM
paspes 11a3, runocrnaaust. C paHHETo Bo3pacTa oTMeva-
JIMCh 3aTTOPhI, 3a7epKKa TICUXOPEUYEBOT0O pa3BUTHs (pedb
no cjoram ¢ 3 set, ¢pazoBasi — ¢ 4 jer), U3ObBITOUHAS
Macca Teja, JOCTUTIIAsh CTaauu OXKUPEHUsI JIETKOW CTe-
MEeHW K BO3pacTy 4 JeT M HEYKJIOHHO IPOTpeccCupylo-
mas BrocjaenctTsuu. B 3 roma mpoBeneHO onepaTUBHOE
JiedeHre TUTocmagu. B Bo3pacte 4 JeT TMarHOCTUPO-
BaH TUITOTUPEO3, Ha3HauYeHa 3aMeCTHUTEJbHasl Teparus
JICBOTUPOKCUHOM HaTpusl B o3¢ 37,5 MKI/CyT, KoTopast
B BO3pacTe 5 jieT Oblja CHUXeHa 10 25 MKT/CyT, B Bo3pa-
cre 7 et nipernapar otMeHeH. C 6 jieT HabJII01aeTcs CHU-
JK€HHME OCTPOTBI 3pEHUSI.

ITo naHHBIM 0OBEKTUBHOTO OCMOTpa oOpaliaiu BHU-
MaHUe MHOXECTBEHHBIE TTepeurCIIeHHbIe aHOMAaJTUN pa3-
BUTHSI; OXXKMPEHWE YMEpPEHHOM cTereHu: macca 37,5 KT;
>97-ro mepueHTwiIs; poct 123 cMm; 50-if TIepUEHTUIID;
nHaeke mMaccol ena (MMT) 24,8 kr/m2, SDS UMT +3,6;
KOCTHBIE nedopManuu (BajbrycHast JeopMarust HUK-
HUX KOHEYHOCTEM, TMIEPIOPa03, TUIOCKOCTOITHE); aHO-
MaJluM Pa3BUTHUSI 3yOOB; TMIOTEHWTAJIM3M; TATOJOTUS
OpraHoOB 3pEHMS; OTCTaBaHUE YMCTBEHHOTO Pa3BUTHSI.

ITo pesynsrataM J1ab0paTOPHBIX METOIOB MCCIIEIOBA-
HUS BBISIBIICHBI TUCTUTIAAEMUS (TTOBBIIIEHNE YPOBHS TPU -
TJIALIEPUIOB 10 2,16 MMOJIB/JI, TUMOMNPOTEUIOB HU3KOM
TUIOTHOCTH — 3,83 MMOJIb/J1, KO3 PUulIMeHTa aTepOreHHO-
ctu 10 3,3), He3HAUUTEIbHOE TIOBBIIIIEHNE YPOBHSI TUPEO-
TPOITHOTO TOpMOHa 710 5,65 MKME /M nipu pecepeHCHBIX
3HAYEHUSIX 10 5,57 ¥ HOPMaJbHBIX YPOBHSIX CBOOOIHBIX
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T3 u T4; mo JaHHBIM TJIIOKO30TOJIEPAHTHOTO TeCTa OIlpe-
nejieHa HOPMOTJIMKEMUsI, YPOBeHb WHCYJIMHA B HOpPME.
HccnenoBanne ¢yHKImMin moyek ((UIBTPAlMOHHOM,
KOHIIEHTPAIIMOHHOM,  BBIICJIUTENIBHON, CEKPETOPHOIA)
HE BBISIBWIO OTKJIOHEHWH, YpOBEHb MUKpPOATHOYMUHA
B MOY€ COOTBETCTBOBAJ pehepeHCHBIM 3HAUCHUSIM.

ITo manHbIM ynbrpasBykoBoro uccienoBanust (Y3UN)
OpraHoB OPIOIIHO# MOJOCTU U TTIOYEK TUAaTHOCTUPOBAHbI
remaToMerajiusi, yaacTku crearosa, Auddy3Hbie usmeHe-
HUST TTOIKETYIOUHOM KeJle3bl, eAMHUYHbIE KaJTbIIMHATHI
B TTapeHXMMe 00euX MovYeK (HEMHOTOYMCIEHHbBIE TUTIEP-
axoreHHble BkJodeHus a0 0,3 cm). Y3U mmroBuaHo
JKeJIe3bl: 00beM Keye3sl 3,8 ¢cM®. MarHuTHO-pe30oHaHC-
Hasi ToMorpacdusi TOJIOBHOTO MO3ra — O4YaroBBIX M3Me-
HEHMI MHTEHCUBHOCTU CHUTHAJIa OT BElECTBAa TOJIOBHOTO
Mo3ra He BBIABIeHO. JlaHHBIe 3JeKTpoaHIedamorpa-
¢um — B ipenenax Bo3pacTHoi HopMmbl. [1pu axokapamno-
rpaduu Npu3HaKu MOPOKOB Cep/Ilia HE BbISIBIEHBI, OOHA-
PYXEHBI IMaroHaibHbIe TPAOEKYJIbl B JIEBOM XKEJIyI0UKe.
ITo pesynbratamM CyTOYHOTO MOHUTOPUPOBAHUS apTepy-
aJIbHOTO JAaBJIEHUS TIPU3HAKOB CUCTOJIONMACTOINYECKOM
apTepuabHOI TUTIEPTEH3UU He BBIsIBIIEHO. [1pn ocMoTpe
[JIa3HOTO JIHA: TMCK 3pUTEJbHOTO HepBa OJieTHO-pO30-
BBIIA, TPAHULIBI YeTKHUE, COCYIbI HE3HAUUTETbHO CYKEHBI,
1O BCeW ceTyaTke, BKJIOYasi MakyJsly, BbIpakeHHOE Hapy-
IIeHWe TUTMEHTAllMX B BHMIE KPamdaToCTH, pPedieKCh
B MakyJIsIpHOM 00J1acTH HEYeTKHUE.

IMpoBonunacy muddepeHumnanbHas AUAarHOCTHKA,
BKJIIOUAoIIasi TPYIIy HaCJIeNACTBEHHBIX 3a00JieBaHUiA,
COTPOBOXAAIOIINXCS OXUPEHUWEM, YMCTBEHHON OTCTa-
JIOCTBIO M TIaTOJIOTHME OpraHOB 3pEHMsI, TIPEXIe BCETO
cungpom Ilpamepa—Bwum u cungpom bapme—bumis.
CorinacHO JaHHBIM MOJIEKYJISIPHOTO LIMTOTEHETUYEe-
CKOTO aHaju3a BbISIBJIEH BapMaHT HOPMaJbHOTO Kapuo-
mnna — 46 XY 1gh+ 9phgh 16gh—. C ueapio UCKIIIO-
yeHust cuHapoma Ilpanepa—Buniu ObL10 MpoBeneHO
MOJIEKYJISIPHO-TEHETUYECKOE  UCCJIEIOBAHUE  MPOMO-
TopHOii obOsactu reHa SNRPN (xpomocoma 15ql11.2),
B pe3yJikTaTeé KOTOPOro aHOMalbHOE METUJIMPOBaHNUE
B M3yyaemoll 30He He oOHapyxXeHo. s mrmarHoCTUKU
cuanpoma bapae—bumis TmpuUMeHSIT MeTOH TPSIMOTO
ABTOMATUYECKOTO CEKBEHMPOBAHUSI C WCCIIeAOBaHUEM
oo6pasua JHK B rene BBSI (3k30H 12) u rene BBSI0
(3K30H 2), r1e, 1Mo JaHHBIM JUTEPaTypPhl, JIOKATU3YIOTCS
HauOoJiee YyacTble MyTallMu, acCCOLIMMPOBaHHbIE ¢ 3a00-
neBaHueM. [lo pesynsrataM ucciaenoBaHusl ObUTM OOHA-

KJINMHUYECKUE CJTYHAU

pYXXeHBI TTaTOreHHbIC BapUAHTHI B 9K30He 2 reHa BBS10
¢.271dupT u ¢c.583G>A (p.G180E) B KommayH-reTepo-
3UTOTHOM COCTOSIHMU, UTO MO3BOJIMJIO JUAarHOCTUPOBATh
y maumeHTa cuHapoM bapae—bumra. C nenbio Banmmaa-
LI PE3YJIETATOB MOJIEKYJISIPHO-TEHETUYECKOTO MCCIe-
JIOBaHUSI TIPOBOJUJIOCH CeKBeHHMpoBaHMe Mo CaHrepy
YKa3aHHbBIX TEHOB y YJIeHOB ceMbM (Tabs. 1). Pomutenn
pebGeHKa OKas3ajauch 3M0POBbIMU HOCUTEISIMU JBYX pa3-
JIMYHBIX MyTaluuii B reHe BBS10, mnaniast cecTpa IIpo-
Oanma, ponuBiiasicss B 2018 ., yHacjaegoBasia MyTaluio
OTILIa B T€TEPO3UTOTHOM COCTOSIHUM M TaKXe SIBJISIETCSI
3I0POBBIM HOCUTEJIEM.

Takum oOpa3oMm, Ha OCHOBaHMW KJIMHMKO-aHaMHe-
CTUYECKMX JaHHBIX, PE3YJbTaTOB MOJIEKYJISIPHO-TEHE-
TUYECKOTO MCCJIEIOBAaHUSI peOCHKY BBICTABJICH JAUArHO3:
cuHapom bapne—bumis (BBS10: c.539G>A, ¢.271dupT):
oxupenue Il cremenu, nucrpodus ceTyaTku, eAUHNY-
Hble KaJblIMHATHI B TAapeHXMMe O0euX MouyeK, CHUXe-
HUE WHTEJUIeKTa, TUIOTEHUTAIU3M, OIepupOBaHHas
TUrocnaaust, OpaxuAaKTUIWs, KIWHONAKTWUJIUSI, CUH-
naktuausi. OciioxHeHus: crearorenaro3. Jducaunune-
must. ComyTCTBYIOIIMI NMArHO3: TMIOTUPEO3, MeanKa-
MEHTO3Hasi CyOKOMIIeHCAllMsl. XPOHWYECKHUE 3arophbl,
KoMreHcupoBaHHasi ¢opma. PeGeHKy ObLIM peKOMeH-
JIOBaHbI TUIIOKAJOpUiiHAs JueTa, COOJIOIEHUE TMUThb-
eBOT0 pexuMma, J03MpoBaHHas (u3nueckash Harpyska,
KOHTPOJIb MaccChl Tejla, C TeraToNMpOTEKTOPHON UEbIO
Ha3HaueHa YPCOAE30KCUXOJieBasi KUCI0Ta B CYTOYHOI
no3e 10 Mr/kr/cyt, BO30OHOBJIEHA 3aMeCTUTE/IbHAs Tepa-
Musl IEBOTUPOKCUHOM HATpHUsl B 103€ 25 MKT/CYT.

Kak ykasbiBajioch paHee, cuHapoMm bapne—bumist
OTHOCUTCSI K 3a00JIeBaHUSIM C ayTOCOMHO-PELIECCUBHBIM
TUITOM HacjemoBaHus. B Hacrosiee Bpemst ormcad 21 TeH,
OTBETCTBEHHBIH 32 pa3BUTHE 3TOTO 3a00JeBaHus (TaoJI. 2).

Myramuu B TeHax BBSI-BBSI18 cocTaBiISoT
70—80% [13] Bcex cmyvaeB pa3BUTHS cuHApoMa bapae—
bumnsa (puc. 1). Yactora MyTaluii B OMUCAHHBIX FeHaX
pasznuuaercsl B momyisiiusx. Tak, y malKMeHTOB CeBepo-
€BPOIENCKOrO MPOUCXOXIECHUS YIEIbHBIN BEC MyTallUi,
JIOKaIM30BaHHBIX B TeHax BBSI w BBSI10, cocrtaBisier
40—-50% [15], B TO BpeMsI KaK B a3MaTCKOW TOIYJISIIIAN
HauboJjIee 9acTo 3aTpOHYTH reHbl BBS3u BBS9[16, 17].

[eHbI, OTBETCTBEHHBIE 3a pa3BUTHE CUHApoMa bapre—
Bupns, Moryr Takxke BBI3BIBATh JPYrue LMIUOTATHM.
Knaccuyeckum mpumepom ciyxkut reH BBSI14 (Genok
CEP290), myrauiun B KOTOPOM BCTpEUaloTCsl HE TOJIBKO

Tabauya 1. Pe3yabraTbl reHeTHYECKOTO MCCIEIOBAHUS YJIEHOB CEMbH

Table 1. The results of a genetic study of family members

YneHsl ceMbu BBSI BBS10 ITpumeuanue
Oren — ¢.271dupT [eTepos3urorHoe cocTosiHrE
Marb — c.539G>A TeTepo3uroTHoe cocTostHue
¢.539G>A KoMmayHI-reTepo3urotHoe
IMfprogks ¢.271dupT COCTOSTHUE
Cectpa — c.271dupT TeTepo3uroTHoe CoCcTosTHUE
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1%

2%

Tlompoxosa E.A. u coasm. Cunnpom bapne—bunis

BBS1 m BBS10
m BBS2 W BBS11
BBS3 BBS12
BBS4 BBS13
0,40% W BBS5 BBS14
2% W BBS6 BBS15
W BBS7 BBS16
W BBS8 W BBS17-BBS21
BBS9

Puc. 1. Yactora myranmii B renax BBS npu cunnpomve bapne—bunis B eBponeiickoii momysimun [14].
Fig. 1. The frequency of mutations in the BBS genes with Bardet—Biedl syndrome in the European population [14].

npu cuHapoMe bapme—bumisg, HO M HpU CUHAPOME
XKybGepa, BpoxaeHHOM amaBpo3e Jlebepa, cuHIpomax
Mexxkens n Cennopa—Jlokena [18]. B To ke Bpemst HenaB-
HHe TeHEeTUUECKKe UCCIIeTOBAaHMSI TTOKA3aJIy, YTO MyTalluu
B TeHaX, yJacTBYIOIINX B (DOPMUPOBAHUM APYTUX LIVITHO-

B ywactHocTH, Mytauuu rena ALMS, accounmpoBaHHbIE
¢ CUHAPOMOM AJbCTpeMa, BeTpevatotes y 4,2% mareH-
TOB ¢ cuHapomMoM bapne—bumns [17, 19].

B HemaBHUX MCCeTOBaHUSIX TTOKa3aHbI POJIb TpHAas-
nemu3Ma [20], smmcTa3za [21] 1 DOMMHAHTHO-HETATUB-

MaThii, TakXke MOTYT BbI3bIBaTh CUHApPOM bapne—bums. Horo »ddekTa [22], KOTOpble MPEarnoaraloT OTINYHbIC

Tab6auya 2. Tenbl, oTBETCTBEHHBIE 32 pa3BuTHe cuHapoma bapae—bunina (6aza OMIM)
Table 2. Known genes causing Bardet—Biedl Syndrome (OMIM)

Ne n/m CumMBo reHa XpoMOCOMHBII1 IOKYC Benok DyHKIMA

1 BBS1 11ql13.2 BBS1 dopmupoBanre BBSome-komruiekca'

2 BBS2 16q13 BBS2 ®opmupoBanre BBSome-komruiekca

3 BBS3 3ql1.2 ARL6 Perynsiiinst BHyTpHMKIETOYHOTO TpaHCIOPTa

4 BBS4 15g24.1 BBS4 ®opmupoBanue BBSome-komruiekca

5 BBSS5 2q31.1 BBS5 ®opmupoBanre BBSome-komrurekca

6 BBS6 20p12.2 MKKS ®opmupoBanre BBSome-komrutiekca

7 BBS7(BBS2L1) 4q27 BBS7 ®opmupoBanre BBSome-komrurekca

8 BBSS (RP51) 14q31.3 TTC8 ®opmupoBanre BBSome-komrutekca

9 BBS9 7pl4.3 PTHBI1 ®opmupoBanre BBSome-komrutekca

10 BBS10(C1201f58) 12921.2 — DopMupoBaHUe IIAIIEPOHOBOIO KOMILIEKCA

11 BBS11 9q33.1 TRIM32 E3 yOuKBUTHH-KOMILIEKC

12 BBS12 (C4orf24) 4q27 — I1TamepoHOBBIN KOMIUIEKC

13 BBSI3 17q22 MKS1 ggggglg?{ia;HHe PECHUYEK U SMUTETHATbHbIN
14 BBSI4 12q21.32 CEPz]?OC{AI\Il l(’)HPé/ Q;;o;)y;y;%ilgiﬂmﬁ C MUKPOTPYOOUKaMu OEJKO-
15 BBSIS 2pl5 WDPCP/FRITZ fgﬁgﬁﬁ;‘fgﬁ“"“mﬁ B
16 BBS16 1q43—q44 SDCCA/GS8 PerympoBaHue KII€TOUHOM MOISIPHOCTH

17 BBS17 3p21.31 LZTFLI HeraTupHas perynsiius BBSome-tpancnopra
18 BBS18 10g25.2 BBIP1/10 LlunuoreHes, ctabuiu3anus MUKPOTPYOOUEK
19 BBS19 22q12.3 1FT27 BHYTpHXTYTUKOBBII TPAHCTIOPT, AeJIEHUE KIETOK
20 BBS20 9p21.2 IFT27 [lworeHe3, KaMJUTIIPHBIN MOpGhOTeHe3
21 BBS21 (CSorf37) 8q22.1 — BHYTpUKIETOUHBIN TPAHCITOPT

IIpumeuanue: BBSome — TpaHCIOPTHBIN OEJTKOBbBIN KOMITJIEKC PECHUYEK.
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OT KJIACCUYECKOT0 BapMaHThI HACeI0BaHUS U OOBSICHSIIOT
B psiie CIyvaeB 3[0pOBOE HOCUTEIHCTBO TOMO3WUTOTHBIX
MyTalMii B KIIMHUYECKU 3HAUYMMBIX T€HAX, C OMHON CTO-
POHBI, 1 MaHUDECTaLNIO 3a00I€BaHMS Y TETEPO3UTOTHBIX
HocUTeNIel MyTalumii reHa BBS, ¢ n1pyroii CTOpOHBI.

Ilpu wusydyeHUM KOppensiuuii MeXay TeHOTUIIOM
1 (PEHOTUTIOM OBIJIO OTMEUEHO, YTO OOJIbHBIC, MMEIOIINE
MyTaiu B TeHe BBS 10, xapakTepu3yrTcsl BbIpaskeHHbIM
MPOTPECCUPYIONIUM  OXUPEHUEM, YpPOTeHUTaJbHBIMU
AHOMAJIMSIMM ¥ TSDKEJIBIM TTOpakeHueM modek [23, 24].
VY maimeHTa, MpeJaCcTaBIeHHOTO B JaHHOW MyOJIMKallNK,
MyTalun B reHe BBSI(0 compoBoXmananch IPOrpPeccH-
pYIOIIMM OXWpPEHWEeM, aHOMaJIMell YpPOTeHUTaJIbHOTO
TpakTa, HO OTCYTCTBMEM TSDKEJOW TaTOJOTUM TOYeK,
YTO, BEPOSITHO, CBSI3AHO C KOMIIAyH/I-T€TePO3UTOTHBIM
COCTOSTHUEM.

Bce omucanHbie B HacTosiiee BpeMsi T€HbI, acco-
LIMMPOBaHHbIE ¢ cUHApoMoM bapae—bumis, ydactByor
B (byHKIIMOHMPOBAHUN PECHUYEK, MYyTallMMd 3TUX TE€HOB
BEIYT K CHIXKEHUIO aKTUBHOCTU KOIMUPYEMBIX OEJKOB,
orpenessisi IMUPOKUiA CIIEKTP KIIMHUYECKUX MPOSIBIICHUT.

B 2006 . J.L. Badano u coaBr. [25] pa3paboranu gua-
THOCTUYECKUe Kputepuu cuHapoma bapae—bumwis,
MMO3BOJISIIONINE JUAarHOCTUPOBATh 3a00JIeBaHNE T10 KIIM-
HUYECKUM Tipu3HakaM. K OCHOBHBIM KpUTEpHUSIM OTHE-
CeHbl TUCTpOodUS CEeTYaATKU, U3MEHEHUs] KOHEYHOCTEM
(ronu-, Opaxv-, CUHAAKTUIUS), OXUPEHUE, CHUXKEHUE
WHTEJJIEKTa, TUIIOTOHAAM3M MYXKCKON, MAUCGhYHKIIMS
MoYyek; K JMOTMOJHUTENIbHBIM — (hbUOpO3 TeYEeHU, IHIO0-
KpWHHBIE HapyllieHust (caxapHblii auabeT), Trumep-
XOJIECTEpUHEMMUSI, HU3KMI PpOCT, 3a7epKKa peuyeBOro
pa3BuTus, nedekTbl peud. IS TTOCTAHOBKM AMarHosa

Tabauya 3. AnddepennuanbHas TMarHocTHKA cuaapoma bapne
Table 3. Differential diagnosis of Bardet—Biedl syndrome

KJINMHUYECKUE CJTYHAU

HEOOXOIWMO MMETh 3 OCHOBHBIX U 2 IOIMOJTHUTEIBHBIX
WU 4 OCHOBHBIX MPU3HAKA.

HuddepeHumanbHas JIMAarHOCTUKA CUHIIpOMa
Bapne—bunnst mpoBoaUTCS B ABYX JOMArHOCTMUYECKUX
psmax: B psimy 3a00JieBaHUI ¢ yI4eTOM BEIyIIEro KIMHU-
YecKOro CUHApoMa — oXXupeHust (tTadit. 3) u B psiay 3a00-
JIeBaHWIA, OTHOCSIINXCS K rpynme mvinonatuii. Cpenu
3a00JIeBaHUM, TIPOSBISIONINXCS OXUPEeHUEM, HauboJee
YacTo MPUXOIUTCS AUPhepeHIIMpOBaTh ¢ CUHIPOMOM
IMpanepa—Bumim, uMeEOMNUM MHOTO OOIINUX C CHHAPO-
MoM bapme—bumnsg KIMHUYECKUX TTPU3HAKOB: THITOTO-
Haau3M, TIaTOJIOTUsI OPTraHOB 3PEHUsT, YMCTBEHHAsT OTCTa-
snoctb. Cpeir OCHOBHBIX OTJIWYUTENIBHBIX TMPU3HAKOB
cuaapoma [lpamepa—Bwinu BbeIpakeHHass MbIIIEYHAST
TUTIOTOHUSI, ©0Jiee JacTasi HU3KOPOCIOCTh, OTCYTCTBHE
MOJUIAKTUINY U TUTMEHTHOTO peTUHUTa. bonee Tpymo-
eMKuit mpouecc — nuddepeHumanus 3ad00jieBaHNS BHY-
TPU TPYMIBI LMJIAOIATHIM, COMPOBOXKIAIOIINXCS TTOopa-
JKeHUEeM cKeJieTa, To4eK U a3 (puc. 2, Tao. 4).

JleyeHne OonbHBIX ¢ cuHIpomMoM bapne—bunis
B HaCTOSIIIIee BpeMs OCTAeTCSI CUMITTOMATUYECKUM.
Benymas ponb mpuHamiIeXXuT OopbOe C  OXHUpeHHEeM
1 MeTaboaMYecKuM cuHApoMoM. [laneHTaM peKoMeH-
JYIOTCST TIOCTOSTHHBIM KOHTPOJIb MacChl Tejla, TUITOKAIO-
puiiHOe MUTaHUe, T03MpOBaHHAas (pU3MYecKas Harpy3Ka.
JlekapcTBeHHast Tepanusl OXWPEHUs y JIeTel OorpaHu-
yeHa, ¢ 12 jieT pa3pelleH mpernapaT OpJINCTaT — MHTOM -
TOpP 3KEJYIOYHOUW M TTAaHKpeaTUIeCKOW JIMIa3, KOTOpbIe
YUYACTBYIOT B TUAPOJIN3E TPUTIULIEPUIOB U HEOOXOTUMBI
JUTSI BCAaChIBaHUS XXMUPOB B TOHKOM KuteuHuke. [Tpu pas-
BUTHU CaxapHOTO auabeTa, HapsIoy € AUETOJOTUIECKOM
KOppeKIIreid, pearnoaraionieil orpaHuIeHe yrmoTpeo-

—bunna

Cunzpom Cunzpom Ipanepa IR
Cumnrom Cunapom buemonna I1 Cunapom Kosena KOHCTHUTYIIHOHAJIbHOE
bapne—bunis Bum Hap L wp v
OXKHpEeHHe
OxxupeHne A I A A A
Manudecrarus C paHHero Bo3pa- Co 1IKOJIbHOTO C paHHEero BO3-
C poxaeHust
OXXUPEHUS cra BO3pacTa pacra
Jonuxouedanus, Kudockonnos, Tunonnasus
AHOMaJINK CKe- IMomumakTyi- KIIMHOIAKTHIINS, ITOPOKH Pa3BUTHST BEpXHEH Yemo-
Jrera JIAST CUHIAKTUJINS, Tasa, MOJIMIAKTH- CTH, Y3KUE KUCTH
CKOJINO3 JIUS, CHHAAKTWIMSL M CTOIIbI, CKOJIMO3
ITaronorust moyek = = — _
Tunoronanusm F s F — —
" Konoboma ITporpeccu ast
[MurmeHTHBIN > porp pyfol
IlaTonorus 3peHus CTHHUT Crpabusm aTpodusi CTPOMBI MUOTINSI, TUCTPO- —
p PaLyXKK1 bus ceTyaTKu
YMcTBeHHast i I i i _
OTCTaJIOCTh
Huskopocioctb —/+ + — + —
Hesponornueckue Arakcus MpimmeyHas runmo-  [0JIOBOKpY:KeHMsI,  MBbIIIeYHast THUITO-
paccTpoiicTBa TOHMSI, SITHIICTICHST SIUJICTICUS TOHMSI, SITUIICTICUS
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AedekTbl cCKENEeTa

CuHppom
Onnuca-BaH-Kpesenbaa

CuHppom
KeHe

OpodaumanbHo-
OUrnTanbHbIN
cuHgpom 1

Monukncros HecuHapoMHbIN
noyex CUHAPOMBI: MUrMEHTHbI
CeHvopa-JlokeHa, pPeTURNT
Bapoe-buons, Xybepa,
ekkens, AnbcTpema,
HedbpoHODTUI
OedekTbl noyek AedekTbl ceTyaTku

Puc. 2. O6aacT nepekpecTa KIMHUIECKUX CHHIPOMOB NPH PA3JINYHbIX HuHonaTusx [26].

Fig. 2. Clinical overlap between the ciliopathies.

Tabnauya 4. InddepeHnnanbHas IMarHOCTHKA IAIHonaTHii [26]
Table 4. Differential diagnosis of the ciliopathies
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JIEHUST TIPOAYKTOB, OOTATBhIX JIETKOYCBOSIEMBIMU YTJIe-
BOJaMU, pacCMaTPUBAETCST BOIIPOC O Ha3HAYEHUU JIETAM
crapuie 10 yieT JeKapcTBEHHOTO Tipernapara MeThOpMUH
TUTTOTJTUKEMUYECKOTO IEWCTBHSI.

Bonbiryio mpobieMy A1 TAIMEHTOB C CUHAPOMOM
bapne—bumna B miaHe mporHosa cocTaBiisieT Tporpec-
cupylolias TaToJIOTHsl OPraHOB 3peHUs M TodeK. Tak,
1Mo JAHHBIM JIMTEpaTyphl, cjernoTta pas3BuBaeTcsa y 98%
MalIMeHTOB K TPeThbeMy JecATHIeTHIO ku3Hu [11], ay 8%
MalIMeHTOB INarHOCTUPYETCST TEPMUHAIIbHAST CTAINS XPO-
HUYECKOW TMOYEYHON HETOCTATOYHOCTH, TIPU KOTOPOU
TpebyeTcsT Aaii3 WK TPaHCTUTAHTAIIMSI OpraHa, Py 5TOM
B OOJIBIITMHCTBE CJIydaeB — B IETCKOM Bo3pacTe [27].

B HacTtosiiee BpeMmst He cylecTBYeT 3(D(hEeKTUBHOTO
JIeYeHUs] acCOLUMMPOBAHHOM C cHHApoMOM bapme—
Bupnsa nmereHepalliy ceTYaTKU U MPOTPECCUPYIOIETO
CHIDKEHUS 3peHUsI, OMHAKO BEAyTCS MHTEHCUBHBIE pa3-
paboTKM B 3TOM HampaBieHun. OIWH U3 TIEPCIeKTUBHBIX
METOJIOB JIeUeHUST PETUHOTIATUY IMPU HEKOTOPBIX HACTIEI -
CTBEHHBIX 3aboyieBaHMSIX — TreHHas Tepanus. B 2018
MOJy4eHO OJ00peHue YTpaBjieHUs IO CaHUTapHOMY
HaJa30py 3a Ka4yeCTBOM TMHIIEBBIX MPOAYKTOB W JIeKap-
crBeHHbIX nipenapatoB (CIIA) mpuMmeHeHUs Tiperapara
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KJINMHUYECKUE CJTYHAU

CocymucTblii THI cuHApOoMa Diepca—/lanio — peakoe MOHOreHHOe 3a00/1eBaH1e
COEIUHUTEJIbHOU TKAHU

A.H. Cemaukuna', E.A. Huxonaeea', U.C. Januyes’, JI.II. Meauxan', M.C. Ilagroea?

'0CIN «Hay4Ho-u1ccnenoBaTebCKUn KIMHUYECKMIA MHCTUTYT negmaTpum numexn akagemuka tO.E. Benbtuiiesa»
BGraoy BO PHUMY um. H.U. NMuporosa MuH3apasa Poccun, Mocksa, Poccus;

2TaHaTonornyeckoe otaeneHve N21 Biopo cynebHO-MeanuUmMHCKON akecnepTnasl JenapTameHTa 34paBoOXpaHeHs
ropoaa Mocksbl, MockBa, Poccus

Vascular Type of Ehlers—Danlos Syndrome — a Rare Monogenic Connective Tissue Disease

A.N. Semyachkina’, E.A. Nikolaeva', 1.S. Dantsev', L.P. Melikyan', M.S. Paviova’

"Veltischev Research and Clinical Institute for Pediatrics of the Pirogov Russian National Research Medical University,
Moscow, Russia;
2Thanatology Department No.1 of the Bureau of forensic medical examination of Department of Healthcare, Moscow, Russia

Cunnpom Daepca—/lanno — peakoe (opdanHoe) 3a60seBanne, XapaKTepu3youieecs TUCIIIA3HENH COeTMHUTETbHON TKAHU, XPYTIKO-
CTBIO KPOBEHOCHBIX COCY/IOB M TKaHEi M BapuadebHOi KIMHNYecKoi KapTuHoii. CocynucTblii Tun cuapoma Diepca—/lanno, oTHO-
csmmiics K rpynne A, coriacHo kiaccugukanuu 2017 r. 00yciioBiien MyTanusiMu B rete aibda- 1-nenu konnarena 111 Tuna COL3A1.
3a0osieBaHne OTIIMYAETCS BHICOKOI JIETAJILHOCTHIO MAIMEHTOB BCJIEJCTBHE CIIOHTAHHBIX PA3PbIBOB CTEHOK COCY/JOB M MOJIBIX BHY-
TpeHHux opranos. MexnyHapoausiM Koncopuuymom (2017) pa3padoTanbl KpuTepHH KJINHUYECKO# TMATHOCTHKH COCYUCTOTO THIA
cunapoma Duepca—/launno.

IIpeacraBiieHo KIMHHYECKOEe HAO/IIONeHHE ManueHTa 16 jieT MyXKCKOro moJjia ¢ cuHapoMom Diepca—/laHio cOCyaMcTOro Tuma.
IIpu MOJIEKYISIPHO-TEeHETHYECKOM HCCJIEIOBAHMN Y PeOEHKA BbISIBJIEHA PaHee ONMUCAHHAS NMATOT€HHAS MyTALMs CAiiTa-CIUIAiiCMHra
p-Gly798_Pro815del rena COL3A1, cBsi3aHHasi ¢ TsKeJbIM TedyeHHeM 3a0oseBaHusi. HecMOTps HA KOMILIEKC JieueOHBIX Mepo-
NPUATHIA, HATIPABJIEHHBIX HA YKpPeIUIeHHe COCYIMCTOI CTEHKH, CTUMYJISIMI0 U HOPMAIM3AIHMIO SHEPreTHIECKOro ¥ MHHEPAILHOTO
00MeHoB, Yepe3 10 Mec HACTYMWJ JIeTAJIbHBIA MCXO/ BCJIEICTBHE Pa3pbiBa A0PTHI M MOYeyHOi aprepuu. IIpuBeneHo 3akiouenne
Cyne0HO-MeMIMHCKOI JKCnepTu3bl. Pe3ynsTaTbl NMpeAcTaBIeHHOr0 HAOJIONEHMS CBHAETENLCTBYIOT, YTO BO M30e€KaHUE MNPO-
MycKa OOJIBHBIX 11€JIECO00OPA3HO MepecMOTPETh MUHMMAJBHBI HAOOD NMPH3HAKOB, HEOOXOMMMBIX ISl YCTAHOBJIEHHS KIIMHUYE-
CKOrO IMarHo3a.

Karouegwie caosa: demu, cunopom Inepca—Jlanno, cocyoucmoiii mun, een COL3A 1, mymauyus p.Gly798_Pro815del, kpumepuu ouae-
HOCMUKU, PA3Pbl8bl CMEHOK cocy008.

Ana uutupoBanua: CemsyknHa A.H., Hukonaea E.A., JaHues U.C., MenuvksH J1.11., Nasnoa M.C. CocyancTsivi Tun cuHapoma Snepca—-/LaH-
J10 — penkoe MoHOreHHoe 3abosieBaHNe COeanHUTEIbHOV TkaHu. Poc BecTH nepuHaton v neanatrp 2020; 65:(6): 84-90. DOI: 10.21508/1027—-
4065-2020-65-6-84-90

The Ehlers-Danlos syndrome is a rare (orphan) disease characterized by the connective tissue dysplasia, fragility of the blood vessels
and tissues, and variable clinical pattern. The vascular type of Ehlers-Danlos syndrome, which belongs to Group A according to the
classification of 2017, is caused by the mutations in gene of alpha-1 chain of type III collagen COL3A41. The disease is characterized
by the high mortality rate of the patients due to the spontaneous ruptures of the vascular walls and hollow viscera. The International
Consortium (2017) developed the criteria for the clinical diagnosis of the vascular type of Ehlers — Danlos syndrome.

The clinical case of the 16-year-old male patient with vascular type of Ehlers — Danlos syndrome is presented. The molecular genetic
testing revealed in the child the previously described pathogenic mutation of splice site p.Gly798_Pro815del of COL3A1 gene associ-
ated with the severe course of the disease. In spite of the set of therapy measures aimed at the vascular reinforcement, stimulation and
normalization of energy and mineral metabolism, the death occurred in 10 months due to the rupture of the aorta and renal artery.
The Conclusion of the forensic medical examination is presented. The results of the care presented indicate that in order to avoid the
omission of patients, it is advisable to revise the minimum set of signs required for the clinical diagnosis.

Key words: children, Ehlers—Danlos syndrome, vascular type, COL3A1 gene, mutation p.Gly798 _Pro815del, diagnostic criteria, rup-
ture of vessel walls.

For citation: Semyachkina A.N., Nikolaeva E.A., Dantsev I.S., Melikyan L.P., Pavlova M.S. Vascular Type of Ehlers-Danlos Syndrome - a Rare
Monogenic Connective Tissue Disease. Ros Vestn Perinatol i Pediatr 2020; 65:(6): 84—90 (in Russ). DOI: 10.21508/1027-4065-2020-65-6-84-90
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Cemsukuna A.H. u coaem. Cocyauctblii TN cuHapoMa Diiepca—/laHno — peKoe MOHOTeHHOE 3a001eBaHNE COSAMHUTEIbHOIM TKAHK

CI/IHI[DOM Onepca—/laHio — KIMHUYECKU U T€HETH-
YecKM TeTeporeHHasi rpyrra 3a0oJieBaHUI, XapakK-
TEPU3YIOIIMXCS TTOBBIIIEHHON PaCTSIKUMOCTBIO KOXMU,
TUTIEPMOOMJIBHOCTBIO CYCTaBOB, XPYIKOCTbIO KpPOBE-
HOCHBIX cocynoB U TKaHei. C 3TUM CHHAPOMOM BCTpe-
YyalTCsl Bpauu pas3IMUHBIX CIEeIUabHOCTEH, HauyMHast
OT HEOHATOJIOTOB, TIEAMATPOB, TEpParieBTOB, XWPYPTroOB,
TaK Ha3bIBaEMbIX Y3KMX CIELUAIUCTOB, 3aKaHYMBast
TepOHTOJIOTAMM M TaTojoroaHatoMamu. MeHoTUTHYE-
CKO€ CXOJNICTBO CHHApoMa BOiepca—[laHiio ¢ Apyrumu
0OJIE3HSIMU  COEIMHUTENIbHOM TKaHW, TPOrpearueHT-
HOCTb T€UEHUSsI, BOBJIEYEHUE B TTATOJIOTUYECKHUI TTpOIIece
MHOTMX OpraHOB M CHUCTEM OpraHM3Ma, KakK MpaBuJIo,
00YCJIOBJIMBAIOT CYIIIECTBEHHbBIE TPYIHOCTU B TPaBWJIb-
HOCTM ¥ CBOEBPEMEHHOCTH TOCTAHOBKM JIMarHo3a.
Hepenku ciyyan, Korma TpaBWIbHBINM JTWarHo3 ObLT
BIIEPBbIE YCTAHOBJIEH TOJIbKO TATOJIOTOaHATOMAMMU.

B 2017r.  MexnyHaponHbBIM  KOHCOPIIMYMOM
ObUTa TIpenjioXeHa HoBas Kiaccudukalus CHUHIpoMa
Dnepca—Jlanno, ocHoOBaHHAas Ha COBPEMEHHBIX KJIH-
HUYECKMX M TEeHEeTUYEeCKUX JAaHHbIX. BeiieneHsr 13
TUTIOB CUHAPOMA, BKIIIOYEHHBIX B TPYMIBI B 3aBUCUMO-
CTU OT OCHOBHOTO MOJEKYJSIpHOTO jaedeKkTa U 0COOeH-
HocTe#t maToreHesa [1]. BonbMHCTBO TUTIOB CMHIpPOMa
Onepca—JlaHno obycioBiaeHO nedeKTaMu TeHOB, KOH-
TPOJIMPYIOIIUX CTpoeHMEe W (YHKUMIO KoJulareHa —
GubpuIsipHOTO GeKa, COCTABISIONIETO OCHOBY COEIM-
HUTEIbHOM TKAaHU OpraHU3Ma.

CocyaucTblif, WX apTepuabHbI, 3KXUMO3HBIN
tin cuHapoma dOnepca—/danno (OMIM Nel30050) —
CaMBbIi TSDKEJBIA MO KIMHUYECKOW CHUMMTOMATHUKE,
OTJIMYAETCS] TIOBBIIIEHHON JIETAIbHOCTHIO M COCTABJISIET
okojio 5—8% [2] Bcex ciyyaeB cuHapoma. Ero gacrora
1:50 tBIC.—1:100 TBIC. HOBOPOXIEHHBIX |3, 4], T!IT HacIe-
JIOBaHUSI — ayTOCOMHO-IOMUHAHTHBII, KpaifHe peaKko —
ayTOCOMHO-PEIIECCUBHBIN.

Cornacno kinaccudukaiyu 2017 1. 3TOT TUI CUHAPOMA
BXOAWUT B Tpymnmy A, OOBECIWHSIONIYIO THWITBI, CBSI3aH-
HbIe C HApYIIEHUSIMU TIEPBUYHOMN CTPYKTYpPBI KOJIIareHa.
Cocynuctbiii TUIT 00ycyioBieH mytauusimu reHa COL3A1
(M3BeCTHBI penkue ciaydyau mytauuii rena COL IAT), noka-
JIN30BAHHOTO HA JUTMHHOM ILIeue XpoMOCOMbI 2 (2q32.2).
B rene COL3A1 ommcano moutu 600 mytaumii, Gosee
yeM B 1/2 ciyyaeB MyTaluuMu BO3HUKAIOT de novo [5]. Ten
COL3A1 xomupyer anbdall-uens KosutareHa III Turma.
Komnnaren 11 Tuna — oguH 13 OCHOBHBIX KOJIJITAaT€HOB BHE-
KJIETOYHOTO MaTpUKCca, MPEUMYIIECTBEHHO COAEPKUTCS
B CTEHKE KPOBEHOCHBIX COCYIOB (a0pTa, APyrue apTepun),
MOJIBIX OPTraHOB, a TaKXXe B KOXE, B JIETKUX; PEryJupyeT
CHHTE3 M PACTIOIOXKEHUE B TKAHU (PUOPWILISIPHBIX CTPYK-
Typ KoJuiareHa I tuna.

[loBbIllIeHHAsT JIETATLHOCTh TIPU COCYIMCTOM THUIIE
cuHapoma Oiepca—JlaHno o0ycIoBIEHAa CIOHTAaHHBIM
pa3pbIBOM CTEHOK COCYIOB CPEIHEro M KPYITHOTO Kajv-
OpoOB, CTEHOK TOJIIX BHYTPEHHUX OPTaHOB: KUILIEYHUKA,
MaTKHW, MOUYEBOTO ITy3bIpsI; pexe HaOI0Ial0TCs ITHEBMO-
U TEeMOTOpaKC, BHYTPHMJIETOYHBIE TeMaToMbl [6—8].

MakcumanbHast 4acToTa CIOHTaHHBIX apTepHalbHBIX
pa3pbIBOB MPUXOAUTCS Ha Bo3pacT 12—15 ser; wvarie
BCETO MOPaKaloTCs apTepUy CPeTHeTo Kaaropa.

Hepenko otMmedaeTcss XapaKTepHBI BHEITHUNA BT
OOJLHBIX: Y3KUI HOC, TOHKHME TYObI, HATSIHyTas KOXa,
BMaBIINE IIEKU U 9K30(hTaIbM, 00YCIOBIEHHBI YMEHb-
IIEHWEeM TIOAKOXHOW KUPOBOM KieTyaTku. OmHaAKO
Takoi (heHOTUI GoJiee CBOMCTBEHEH B3POCI/IBbIM TallieH-
TaM, y IeTeil OH OOBIYHO HEe BhIPAXKEH.

MexnyHaponHbiM KoHcopimymoMm (2017) paspabo-
TaHbl KPUTEPUU KIMHUYECKON TUArHOCTMKHM COCYIM-
cToro TUIa cuHapoma Dnepca—/lanmo [1].

Bouble KpuTepruH THATHOCTHKH:

1. Hannuue 611M3KOro poIcTBEHHUKA C COCYAUCTHIM
TUTIOM CUHApoMa Diepca—JlaHio.

2. Pa3pbIBbI cocyioB B MoJiofioM Bo3pacte (j10 40 yier).

3. Crionta"Hast nepgopanysi CUTMOBUIHON KUIIIKA
(B OTCYTCTBME IOWBEPTUKYJIOB WU JOPYrMX OoJie3HEel
KUIIIEYHUKA).

4. PazpeiB matku B Il TpumecTpe GepemeHHOCTH
(B OTCYTCTBHE KecapeBa CeYeHUs B aHaMHe3e).

5. O0OpazoBaHue (UCTYIBI KapOTUIHO-KaBepPHO3-
HOTO CHHYca (B OTCYTCTBUE TPABMBbI).

MaJible KpUTEPUM THATHOCTUKM:

1. TeMaToMBbl, CUHSIKM, He CBsS3aHHBIE C TpPaBMOI
¥ HETUITUIHOM JToKau3auu (IeKu, CITHA).

2. Tonkasi, «mmpo3payHasi» Koxa ¢ MpOoCBeurBaoiei
BEHO3HON CETBIO.

3. XapakTepHoe JINII0: TOHKUE TyObl, TOHKHI1 HOC.

4. CrioHTaHHbBII THEBMOTOPAKC.

5. Akporepusi ¢ Turoruiasueii/atpopuein  KOXu
KOHEYHOCTEN.

6. DKBUHOBapyCHasi KOCOJIATIOCTb.

7. BpoxaeHHBII BBIBUX Ta300€IPEHHOTO CyCTaBa.

8. TunepmMoOMIBLHOCTD MEJIKMX CYCTaBOB.

9. Pa3pbIBbI CyXOXWINI U MBIIIILI.

10. Keparokonyc.

11. Peueccus ngeceH.

12. Bapuko3Hoe paciiMpeHure BeH B MOJIOJIOM BO3pa-
cre (1o 30 j1eT) 1 He CBsI3aHHOE C 0EPEMEHHOCTHIO.

s ycTaHOBJIEHUST KJIMHUYECKOTO JMarHo3a Tpedy-
eTCs HaIM4IKe CIIeAyIoIero MUHUMAIbHOTO Habopa Mmpu-
3HAKOB: aHAJIOTUYHOE 3a00JIeBaHNe y POICTBEHHMKA, pa3-
PBIBbI COCYZIOB Y MallMeHTa B MOJOAOM Bo3pacte (10 40
JIET), CIOHTaHHasT Tepdopanus CUTMOBUIHON KUIIKU
WJTU TTHEBMOTOPAKC. [1JIs1 OKOHUATETBHOTO TTOATBEPKICHUS
JIMarHO3a COCYIMCTOTO THUTA CHUHApoMa Iiepca—[laHio
HEe00XOIMMO MOJIEKY/ISIPHO-TEHETUUECKOE MCCIIeIOBaHNE.

B cBA3M ¢ peaKoCTbiO JAHHOW MaTOJOTUUW, TPYI-
HOCTAMU  AUDGEPEeHIIMPOBAHUST  COCYAUCTOTO  TUIA
cpeny IpyTruX TUIIOB CUHApoMa IDjepca—/aHio, Tsoke-
CTBIO TeYeHUsT OOJIe3HM, HEeOJIAroNMPUATHBIM TTPOTHO30M
JUTS KM3HM, a TakKXKe TIJIOXWUM 3HaHUEM Bpadeil 3TOro
penkoro 3abojieBaHMSI TIPUBOAMM KPATKYIO BBITTHCKY
W3 UCTOPUHM OOJIE3HU TalleHTA.

Massunk M., 16,5 net (puc. 1, a) MOCTYIWI B KITUHUKY
BIEpBbIe C Xajob0aMu Ha YTOMJISIEMOCTb, TEPUOANYE-
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CKUe 00U B BEPXHUX U HIKHUX KOHEYHOCTSIX, 0COOEHHO
rocyie (pU3MYECKON HaArpy3KH, TTOBTOPSIOIINECS CITOH-
TaHHbIE Pa3pPbIBbl COCYIOB CpeHero Kanuopa. B Bo3pacte
15,5 nmet paspbiBy TOABeprjiach mpaBasi MOAMBIIICUHAST
aptepust. Xupypramu, TIpOBOAMBIIMMU OTepaIunio, ObIIO
BBICKA3aHO MPEATTOJIOXEHNE 0 HATMYNN Y pebeHKa MOHO-
TeHHOTO 3a00JIeBaHUS COSTMHUTETHLHOM TKAHM.

IMpwn ananm3e pomOCIOBHON YCTAHOBIEHO, UTO POIM-
TeJIsIM pebeHKa 110 42 roma; OHM 3I0POBHI, Mpodeccro-
HaJIbHBIX BpeAHBIX (DaKTOpPOB He MMEIOT. B pomociion-
HOI CeMbU 3aperMCTPpUPOBAHBI CIydyaW WIIEeMUYECKOMN
00JIe3HM cep/lia U caxapHOro nuabera 2-ro Thiia. Mab-
YUK OT BTOPOI OEpeMEHHOCTH, BTOPBIX CPOYHBIX (hU3HO0-
JIOTUYECKUX poaoB. [lepBast 6epeMeHHOCTh Y JKEHIITUHBI
3aKOHYMJIACh POXIEHWEM 3I0POBON JIEBOYKU, KOTOPOU
B HacTosiee Bpems 21 ron. Bropas — HacTosmast, mpo-
Tekaja ¢ yrposoii mpeposiBaHusi B 14 Hex. Macca Tena
pu poxxaeHun pedeHka coctapisiia 3050 1, ;yiHa Tea —
49 cwm; oneHka 1o mkane Anrap 8/9 6annos. B nepuone
HOBOPOXAEHHOCTHU ObLTa TMarHOCTUPOBaHA KOHBIOTAII -
OHHas XeJTyxa, TepuHaTaabHas dHIe(haaomaTsI, TTOBbI-
IIeHHas HepBHO-pedIeKTopHas BO30YIUMOCTh; B BO3pa-
cre 1,5 romga onepupoBaH IO MOBOY MYTMOYHON T'PBIXKU.
Haxomuicst mon HaGmoneHeM HEBPOJIoTa ¢ TUAarHO30M
TUTIEPTeH3MOHHO-TUIponedanbHbIli cuHapoMm. C 9 Mec
0 4 JeT Tojdydaa JiedeHue IO TTOBOAY aTOMUYEeCKOTO
JiepMaTuTa U 0OCTPYKTUBHOTO OpoHxuTa. B 5 et y Manb-
YyKa ObLT AUATHOCTUPOBAH HeCTIeUM(UUECKU SI3BEH-
HBII KOJIUT, TTOATBEPXKIACHHBI MOPGHOTOTNIECKH.

C TpexJIeTHET0 BO3pacTa PerucTpupoBajiach Hease-
KBaTHasl peaklysl OpraHnu3Ma Ha TTOJydYeHHBbIe TPaBMBI:
JIEBOCTOPOHHUI  TpaBMaTUYECKWU  CPEOHUA  OTUT
(3 roga), remapTpo3 IIpaBOro KOJEHHOTO cycTaBa (5 jier),
MMOCTTpaBMaTHUeCcKasi TeMaToMa MSTKMX TKaHel JIEBOTO
oenpa (15,5 ner); crycTsi HECKOJIBKO MECSIIIEB BO BpeMs
BBITIOJTHEHHUST (DU3MUYECKUX YIPAXHEHU Ha TypHHKE
MPOM30IIeT CITOHTAHHBIM Pa3pbIB MPaBO MOAMBIIIEY-
Hoit apTepuu. [TOMBITKM XUPYPTUUYECKOTO BOCCTAHOB-
JIEHUST pa30pBaHHON apTepuM B YCIOBUSIX BBICOKOCITIE-
IMATU3UPOBAHHOM  XUPYPrUYeCKOM KIMHUKUA  OBbLIN
Oe3pe3yabTaTHBL. BcrencTBre TpoaoiKaronierocss Mac-
CUBHOTO KPOBOTEUYECHHUSI COCTOSTHUE pebeHKa CTaHOBU-
JIOCh KPUTUYECKUM, U M3-3a YIPO3bl KU3HU XUPYypramu
OBbUIO TIPUHSITO pellieHue O TePeBsI3Ke MPaBOi MOAKIIO-
yuyHO# aptepuu. [laHHas oriepaiiuss HeM30eXHO Mpu-
BeJla K HapyIIeHWI0 (PYHKLIMU W TIOTEPU UyBCTBUTEIb-
HOCTH TIpaBOi PyKU.

Mopdoorndyeckrie MCCAeIOBaHUS CTEHKU IIPaBOM
MTOAMBIIIEYHON apTepuy BBISIBUIM €€ TpyOble aHaTo-
MHUecKre HedeKThl: KOJIIareHOBBIE BOJOKHA ITOBpE-
SKIEHHOTO cocyla ObUTM TIPEeNCTaBIeHBI B BUIE TOHKHMX
HEMHOTOYMCIIEHHBIX HUTEW. AHAJIN3 TTOJTyYeHHBIX THCTO-
JIOTUYECKUX CPE30B SIBUJICS HEOCTIOPUMBIM KPUTEPUEM
MPaBWJIBHOCTA BBIOPAHHOW TAKTUKU XUPYPTUUYECKOTO
nevyenus. [locie MpoOBeIeHHOTO KOMITIEKCa BOCCTaHO-
BUTEJLHOW Teparnuu M peabMIMTAIlMOHHBIX MEPOTIPUSI-
T MaJbUMK OBbLT HANpaBlIeH B KJIWHHUKY BPOKIEHHBIX

UHUYECKUE CJTYHAU

u HacienctBeHHbIx 3aboneBanuit HUKW nenmatpuu
um. akaja. FO.E. BenbruineBa nis MOATBEPXKAECHUS THUa-
THO3a MOHOTEHHOro 3a00JIeBaHUSI COEIMHUTEIbHOM
TKaHU Y YTOUHEHUST HO30JI0TUYECKO (POPMHBI.

IIpu mocTtyruieHUK B OTAEJIeHNWEe COCTOsSIHME pebeHKa
ObUIO CpelHel TSKeCTH IO COBOKYMHOCTU KJIMHUYE-
CKMX CHMIITOMOB OCHOBHOro 3aboyieBaHMs. [lokaza-
Teau (U3NYECKOTO Pa3BUTHUSI TUCTApMOHUYHBI: POCT
156 cm (10—25-11 mepueHTHIb), Macca Teda 51,8 kr (25—
50-i1 mepueHTWIb).

OOpamanm BHUMaHHWE cieayoomne (eHOTUIINIe-
CKMe 0COOEHHOCTU pebeHKa: TUTIEPITOIBUKHOCTD KPYII-
HBIX U MEJIKUX CYCTaBOB (32 MCKJIIOYEHHEM TOCTTpaB-
MaTUYeCKUX KOHTPAKTYp MpPaBON PyKH), TOBBIIICHHAS
PaCTSKUMOCTh KOXM € HaJW4deM TPEeUMYIIeCTBEHHO
KeJIOUTHBIX pyo1oB (puc. 1, 6), HanboJiee BhIpaXKeHHBIX
B 00J1aCTM TIPABOTO TIJIEYEBOTO CyCcTaBa M BEpXHEl YacTu
TPYIHOUW KIJIETKM CIpaBa, TOJIOXUTEIbHBIM TPU3HAK
TopauHa (cTOCOOHOCTDL IOCTATh SI3BIKOM KOHYMK COO0-
CTBEHHOTO HOCA), CBMWJIETEJbCTBYIOIIMI O TUIepaJia-
CTUYHOCTU CJIIM3UCTBIX 000J104eK (puc. 1, B); ymepeHHasi
nedopmalius rpyiHOM KJAETKN, CKOJMO3 TPYIOIOSICHUY -
HOTO OTHeJia To3BOHOYHMKA | cTerneHu, IMI0CKO-Baslb-
rycHasl yctaHoBKa ctor. OKyJIMCTOM JAUMarHOCTUPOBAHS
TUTIEPMETPOTIUS C1abol CTEMEH!W W CIla3M aKKOMoja-
o1 000MX I1as.

OO6crenoBaHue cepilia ¢ MOMOIIbIO (HYHKIIMOHATb-
HBIX METOIOB BBISBMJIO MWTPAIlMI0 BOIUTENST PUTMA,
OpaIMapuTMMIO C YacTOTOM CEepAEeUYHBIX COKpallleHUi
55—71 ya/muHn. Ilo maHHBIM 3xOoKapauorpadguu odHa-
pYXXEeHBbI TIpoJIariC MUTPAJIbHOTO KJjaraHa, AUC(hYHKIINS
XOpA TPUKYCMUAAIBHOTO KJjaraHa, JJIOTOJHUTEIbHbIC
TpaOEeKYJIbl B IEBOM XeJIy0uKe.

Ilpu marnutHO-pe3oHaHcHoi (MP) aHrmorpadpuu
aopThl HE 3aperucTpUMpOBaHO aHEBPU3MATMYECKUX pac-
IIUPEHWI TPYIHOU M OpIOIIHOM aopThl. [laHHBIE, CBU-
JIETEJIbCTBYIOLIME O HAPYIIEHUM 1EJIOCTHOCTU WHTHUMBI,
otcytcTBOoBasin. MP-aHruorpadusi aprepuii TOJIOBHOTO
MO3Ta He BBISIBUJIA aHEBPU3MATUYECKUX pacCIIUpeHUId
9KCTpa-/UHTpaKpaHUATbHBIX apTePUIA.

Ilo pesynbraTaM yJIBTPa3BYKOBOTO MCCIIEIOBAHUS
(Y3W) opraHoB OpIOIIHOI TTOJOCTU U TOYEK KOHCTaTH-
pOBaHbl pPeaKTUBHBbIE M3MEHEHMSI COCYIOB M TMPOTOKOB
MeYeH!, YBeJIMYEHUE XKEJIYHOTO Iy3bIps W YTOJIICHUE
ero CTEHOK, CIJIEHOMErajuio, KOCBEHHbIC TpPU3HAKU
racTpoayojfeHuTa, Au(@y3Hble W3MEHEHUSI TMOJKEy-
JIOYHOM 3Kese3bl M TapeHXUMbI rovek. Pesynbratel Y3U
MPaBOTO TIJICYEBOTO CIJIETEHUSI, TIPaBbIX JIOKTEBOTO, Cpe-
JIMHHOTO U JIy4eBOTO HEPBOB CBUIETEJILCTBOBAIM O BbIpa-
JKEHHOM THU(h(Y3HOM BHYTPUCTBOJIBHOM TPAKIIMOHHOM
MOBPEXIEHUN TYYKOB TMPABOTO TIEYEBOTO CILJICTEHUSI
0e3 pa3pbiBa HEpBHBIX CTBOJIOB. [lo MaHHBIM 3JIEKTPO-
Helipomuorpaduu He ObLT 3aperucTpupoBaH M-oTBeT
B MBIIIAX TPaBOTO MpeAIuieubs U KUCTU. PeHTreHo-
JIOTUYECKHE UCCIIENOBAaHUST KOCTEH TOJIEHE! C 3aXBaTOM
KOJICHHBIX CYCTaBOB OOHAPYXWJIM YMEPEHHBII OCTEOTIO-
po3, OoJIbIlIe BhIpaXKEHHBIN B MeTahn3ax.
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Cemsukuna A.H. u coaem. Cocyauctblii TN cuHapoMa Diiepca—/laHno — peKoe MOHOTeHHOE 3a001eBaHNE COSAMHUTEIbHOIM TKAHK

IMokazaTtenu KIMHUYECKUX aHATM30B KPOBU U MOYU
COOTBETCTBOBAIM HopMme. B Ouoxumuyeckux aHaiu-
3aX KPOBHU BbISIBJIEHBI HEOOJIbIIIOE TOBBIIIEHUE YPOBHSI
MoueBoit kuciotel (0,49 mMmons/m, pu Hopme 0,17—
0,41 mMoub/m) 1 maparropmona (70,1 rr/Mix ipu Hopme
16—62 nr/ma). B aHanmzax Moyu 10 3MMHUIIKOMY
HabJIo1aach U30CTEHYPUSI C BBICOKOW OTHOCUTENb-
Hoil TtuotHOocThiO (1,020—1,025). Tlpu Ouoxumunye-
CKOM aHaJM3e MOYM OTMEUEHO CHUXEHME DKCKpeluu
HeopraHudeckoro docdopa (17,3 Mmonb/cyT; HOpMa
19—32 MMoOJb/CyT), MO-BUAMMOMY, BCJIEACTBUE TMOBBI-
IeHUsT ero peabcopOLMKM B MOYEUYHBIX KaHaIbllax.
ITo 3akiIlOYEHUIO CMIENUATIMCTOB, BbISIBJIEHHbIE U3MEHE-
HUSI MUHEPATbHOTO OOMEHA HOCUJIM BTOPUYHBIN Xapak-
Tep U OOYCJOBJIEHbl OCHOBHBIM 3200JIeBAHUEM — MOHO-
TEHHOU MaTOJOTUEN COeMUHUTETbHOM TKaHU.

JlaHHble aHaMHe3a W COBOKYMHOCTb (DEHOTUIU-
YECKUX MPU3HAKOB CBUJETEIbCTBOBAIM O HAIMYUU
y pebeHKa MOHOTEHHOTOo 3a00JIeBaHUS COENUHUTENbHOMN
TKaHU — cUHIpoMa Djepca—aHio, npeacTaBIsSonIero
c000Ii reHeTUYeCKU-TeTepOreHHylo marosoruto. Tsoke-
JIbIE COCYAMCTbIE HapyIlIeHUsl XapaKTepHbI JJIS COCYIU-
CTOTO TUIA CUHIPOMA, OIHAKO BCTPEYAIOTCS U MPU JIPY-
TMX TUIAX: FeMaTOMbl — MPU MbIIIEYHO-KOHTPAKTYPHOM
U KJIACCUKO-TOA00HOM THUIAX, BHYTPUUYEPETTHbIE KPOBO-
U3NIUSIHUSL — TIPU IepMaToCcnapakCUc-TUIE, NUCCEKIIUS

apTepuil — PU KJIACCMYECKOM U KU(POCKOINOTHIECKOM
ThTIax. MeHee TPO3HBIE COCYANCTHIE OCTOKHEHUS Peru-
CTPUPYIOTCS TIPU CepAeIHO-KIATTaHHOM, apTpaxajla3uc-
HOM, CITOHAWJIOMUCITIIACTUIECKOM, TIEPUOIOHTATEHOM
TUIax cuHapoma [9]. B cBsi3u ¢ aTUM ISl yTOYHEHUSI
JIMaTHO3a TPeOOBAJICS aHAIU3 TPYIIITHI TEHOB.
MosneKyIIpHO-TeHeTUIeCKOe CCIeMOBAHUE, BBITION -
HeHHoe B Jlaboparopuu «[eHOTeK» ¢ MCIOJb30BaHUEM
MmaHemu «3a0o0JieBaHUsI COCAMHUTETHbHOW TKaHW», TIOJ-
TBEPOWIO HAJIMYME Yy pebeHKa COCYIMCTOTO THIAa CHH-
npoma Onepca—anno. B rene COL3A1 (3k30H 35) Oblna
oOHapyXeHa MyTalMsl calita-cruiaiicuara c.2445+5G>A
p.Gly798 Pro 815 del. CornacHo MexayHapoaHoi
0a3e MaHHBIX, NETEKTUPOBAHHAs MYTAllUsl OTHOCHUTCS
K TTATOTEHHBIM 1 OTBETCTBEHHA 3a (DOPMUPOBAHKE TSKE-
JIOM KIMHWYECKOW CHUMNOTOMaTWKM. Hanumume Myrta-
MY y pebeHKa OBUTO TIOATBEPXKIEHO METOIOM TIPSIMOTO
cekBeHUpoBaHus 1o CaHrepy. OTCyTCTBHME HETEKTHUPO-
BaHHOW MYyTallMW y POAMTENEH MajbuiKa CBUICTEb-
CTBOBAJIO O €€ BOSHUKHOBEHUU de novo. [1o pesynbsratam
TEeHeTUIECKOTO aHajIM3a YieHaM CeMbU TpobaHma ObLTO
MTPOBEIICHO MEMTUKO-TEHETHUECKOE KOHCYJIBTUPOBAHUE.
OreHKa KIMHWYECKUX MaHHBIX ToKaszaja, 4YTo Yy
pebeHKa ObLT TOJBKO OJWH OOJIBIION TMAarHOCTUYECKUI
KPUTEPUI COCYAUCTOrO TUIA cuHApoMa Diepca—laHio

Puc. 1. Manpuuk M., 16,5 roga ¢ cocynucTsiM THIIOM cMHApoMa Diiepca—/lanio.

a — o0mmii BUI; 0 — KeJIOWIHbIE PYOIIbI MOCJIe pa3pbiBa MOIMBILIEYHOI apTepuu; B — mpu3Hak [opiuna.
Fig. 1. Boy M., 16.5 years old with a vascular type of Ehlers—Danlos syndrome.

a — general view; 6 — keloid scars after rupture of the axillary artery; B — Gorlin sign.
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(pa3pbIBbI COCY/IOB B MOJIOZIOM BO3PAcTe) U OAUH MaJlbli
KpUTEepUil (runepMoOUIbHOCT CYCTaBOB).

3a BpeMsi pedbIBaHUsI B KIIMHUKE MaJIbYUK TMOJTydyas
Tepanuio, HampaBlIeHHYI0O Ha YKPETUIEHUE COCYIUCTOM
CTEHKHU, CTUMYJSILIMIO M HOpMau3aluio 3HepreTuye-
CKOTO M MUHEpPaJIbHOr0 OOMEHOB (aCKOPYTHUH, dJIbKap,
KO9H3UM Q,, MeTabONUThI BUTaMKUHa D, OCTEOreHOH),
KOMILIEKC peabMIUTAlIMOHHBIX METOAOB JIs1 BOCCTAHOB-
Jlenus: (YHKUMI TMoBpexaeHHo koHeuHocTu. [locie
BBIMTUCKU U3 CTAlIMOHAPA OBLIIO PEKOMEHI0BAHO MPOAOI-
KUTb KypC pPeabUIMTAllMOHHBIX MEPOTIPUSITUIA C UCTTIONb-
30BaHMEM (U3UOTEPANEBTUUECKUX U OaJbHEONPOLIEAYD
noja HabGMIOAEHUEM CIHELMATINCTOB: HEBPOIATOJIOroOB,
OpTOINENOB, cOCynucThix xupypros. Yepes 10—12 mec
MJIaHUPOBAIACh MOBTOPHAS TOCMIUTATU3AIUS B KIIMHUKY.
OpnHako yepe3 10 Mec peOGEHOK CKOPOTOCTHMKHO CKOH-
yaJjicsl BCAENCTBUE TMCCEKIIMU OPIOIIHON aopThl U Mpa-
BOIi TOYEYHON apTepuu. B TeueHue mocieaHero Mecsia
MaJIbuMK XKaJIOBAJICSl HA TTOBBIILIEHHYIO YTOMJISIEMOCTb.

BcekpoiTre Tena ObL10 MpoBeneHO Cy1e0HO-MeIUIIMH-
CKUM 3KCIIEPTOM TaHATOJOTMUYECKOTO oTmeseHust Nol
L. Mocksbl. [lo odulMasibHOMY 3ampocy MOJTY4YeHO
3aKJ0YeHue  CyaeOHO-MENMIIMHCKOW  DKCIEepPTU3bI,
CcOCTOsIIIlee U3 TMOAPOOHOTO0 TMPOTOKOJA BCKPBITUS,
CyleOHO-TUCTOJIOTMYECKOTO U CyneOHO-MEAULIMHCKOTO
JINarHO30B.

KJINMHUYECKUE CJTYHAU

CyneOHO-TUCTOJOTUYECKUI ~ [MarHo3:  MPOAOJIb-
HbI€ PACCIIOEHUSI CTEHOK a0pThl B CpeiHell 000ouKe
¢ dparMeHTalMell BOJOKOH 1 TTOYEYHON apTepuu Ha rpa-
HULIE CPEeHEN U HapY>XHOU 000J0YeK; KPOBOUIIUSIHUS
B nedexrax M MepuBaACKYJISIPHBIX TKaHIX 0e3 JieHKo-
HUTapHoii peakuuu (puc. 2, 3). OTek TKaHu TOJIOBHOTO
mozra. Ovaru ¢gpparMeHTalu KapauoMuouuToB. Ovyaru
oMbu3eMbl M JUCTENEeKTa3a JIeTKOoro, OpOHXOCHa3M.
HepaBHomepHOe KpOBeHAmnoJHEHUE BHYTPEHHUX Opra-
HOB; Cy0aMUKapauaibHOE MEJIKOOYaroBOe KPOBOU3IIHUSI-
HUE; KPOBOUZJMSIHUE B OKpYXalolllell KJeTyaTKe HaJ-
MoYeyHUKa. YMEPEHHO BbIPAXEHHBIN (UOPO3 MSTKO
MO3TOBO# 000109ku. PuUbdP0O3, medopMaust U TUCTPO-
¢us BOJOKOH MUTpasibHOTO KianaHa. Juctpoduueckue
U3MEHEHUsI KapAUOMUOLMUTOB. XPOHUYECKUN OpOH-
xuT. benakosast nucrpodust neyeHu. Juctpodust mouku.
®onnukynsipHas nuctpodust Tumyca. Jucrpopuueckue
U3MEHEeHUsl Halo4euyHUKoB. Ovarosbiit hpubdpo3 aepmbl
B y4acTKe KOXH.

CyneoHo-mMeMuMHCKHMiA tnario3. OCHOBHOE 3a00J1eBa-
HUE: CUCTeMHOe 3a00sieBaHUE COCTMHUTENbHOW TKaHU,
HEYTOUHEHHOE — CTPUM Ha KOXHOM MOKPOBE, KEJIOU[I-
Hble pYOLlbl, TUMEPMOOWJIBHOCTb CYCTaBOB KHUCTEN,

NCKPUBJICHUEC I‘pyl[HOﬁ KIJIICTKH, YYaCTKHM YTOJIICHUA
CTEHKM aoOpTbl, MHWKCOMATO3 MMUTPAJbHOIO KJallaHa,
KPOBOITOATEKM TYJIOBHIIA 1 KOHG‘-IHOCTCfI, BHYTPHUKOX-
HBIC KPOBOUBJIUAHUSA.

Puc. 2. TuCTONOTHYECKHIA MPENAPAT CTEHKH A0PThI: OKPACKA reMATOKCUJINHOM M 303uHOM, X100 (2) 1 ¢ uCNo/Ib30BaHMEM MOJISAPU3a-

HMOHHOI MUKpoCcKonuH (0).
1 — Xa0THYHO U3BUTHIE, MPEPHIBUCTDIE 3JACTHYECKHE BOJIOKHA.

Fig. 2. Histological preparation of the aortic wall: hematoxylin-eosin staining, x100 (a) and using polarization microscopy (0).

1 — randomly twisted, intermittent elastic fibers.
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Cemsukuna A.H. u coaem. Cocyauctblii TN cuHapoMa Diiepca—/laHno — peKoe MOHOTeHHOE 3a001eBaHNE COSAMHUTEIbHOIM TKAHK

Puc. 3. TucTonoruyecKuii mpenapar CTeHKH NOYeYHOi aPTePHH: OKPACKA FeMATOKCHIMHOM 1 303uHOM, %100 (a) u ¢ Hcnob30BaHneM

MOJISIPU3ANMOHHO MUKPOCKonuH (0).

1 — Xa0THYHO M3BUTHIE ACTHIECKHE BOJIOKHA; 2 — MACCHBHOE KPOBOU3JIMSHUE B OKPYXKAIOUIUE MATKNE TKAaHU; 3 — Pa3pbIB CTEHKH
aprepun; 4 — Xa0THYHO PACIIOJIOKEHHbIE, MPEPHIBUCTHIE IJIACTHIECKHE BOJIOKHA.

Fig. 3. Histological preparation of the renal artery wall: hematoxylin-eosin staining, x100 (a) and using polarization microscopy (0).
1 — randomly twisted elastic fibers; 2 — massive hemorrhage into surrounding soft tissues; 3 — rupture of the artery wall; 4 — ran-

domly arranged, intermittent elastic fibers.

OcJ0XKHEHUSI OCHOBHOTO 3a00JIEBaHUSI: PAcCIOeHUE
OpIOIIHOW aOpThl M MPaBOW MOYEYHOW apTepuu C pas-
pBIBOM; MacCHUBHas 3a0pIOIIMHHAS TeMaroma, TeMo-
neputoHeyM (1000 mu). ManokpoBre BHYTPEHHUX Opra-
HOB. Jluctpoduueckre M3MEHEHUsI KapAUOMMOIIMTOB.
ComnytcTBytolue 3aboJeBaHUs: apaxHODUOPO3; XPOHU-
yecKuit OpOHXUT; OeJIKoBast AMCTPODUS TIEYEHU; TUCTPO-
bust moukw; hoJUTUKYIISIpHAS TUTISPIIIa3Us TUMYCa.

Takum ob6pazom, ucropust 60Je3HU pedeHKa C Cocy-
IUCTBIM TUIIOM CHUHApoMa Jjepca—[aHio MpoaemMoH-
CTpUpPOBaJa TSKECTb TeuYeHUsi 3a0osieBaHUs, 3aKOH-
YUBIIETOCS] CKOPOTIOCTVKHBIM  JIETAIBHBIM ~ ICXOIOM
13-32 paspbiBa COCYIOB KPYIHOIO U CPEIHEro Kajiu-
Opa — aopThl ¥ NoyeyHoit aprepuu. HeaneksaTHas peak-
LIMS1 OpraHM3Ma Jaxe Ha He3HauuTeJbHble (husnueckue
TpaBMbl OblJla OYEBUIHON C JOCTATOYHO PAHHETO BO3-
pacta (¢ 3 ner). BonbHBIM ¢ COCYTUMCTBIM TUIIOM CHUH-
JipoMa KaTeropuyecku MpPOTUBOIOKAa3aHbl (uznueckue
Harpy3ku. [TonbITKa yiMBaHus pa3opBaBUIETOCs] COCYAA
B YCJIOBHUSX BbICOKOCHEIMAIU3UPOBAHHOTO CTal[MO-
Hapa WM3-3a aHATOMO-THUCTOJIOTMYECKUX OCOOEHHOCTEN
COCYIUCTOI CTEHKM HE MOTIJIa ObITh YCIEIIHOW M eaBa
He cTousia pebeHKy xu3Hu. He uckiioueHo, 4yto mnepe-
BSI3Ka MO XW3HEHHBIM [MOKa3aHUsIM KPYIHOTO cOcCyjaa
(MpaBOCTOPOHHEN MOAKIIOUMYHON apTepuu) TMOBbI-
CUJIa HArpy3Ky Ha Jpyrue KpyIHble COCY/Abl, B TOM

YHCJIe HA a0pTY, YTO MPUBEJIO K PACCIOCHUIO €€ CTEHKU
U OOLLIMPHOMY, HE COBMECTUMOMY C XXM3HbIO PA3PhIBY.

3acayXKuBalOT BHUMAaHUSI CBEAECHUSI O AUCTPOdU-
YEeCKUX M3MEHEHUSIX KapJUOMHUOILIMTOB, BBISIBIEHHBIX
natojjoroaHaTOMaMu y morubiiero pedeHka. JaHHble
0 TaKMX OCJOXHEHMUSIX Y OOJBHBIX C COCYIUCTBIM TUTIOM
cuHapoMa Diepca—/JaHao B auTepatype OTCYTCTBYIOT.
Bo3MoxHOCTh UX (opMUpOBaHUSI 00513aTEJIbHO 10J-
JKHa OBbITh MPUHSITA BO BHUMaHUE MPU BeIeHUU OO0JIb-
HbiX. [IpoGaHabl € COCYNMCTBIM TUIIOM CUHIpPOMa
HYXIAIOTCS B KapIMOJIOTMYECKOM OOCIeq0BaHUM;
Mo-BUAMMOMY, UM MTOKA3aHO paHHee Ha3HAuYeHUE KOM-
MjieKca MeIuKaMeHTO3HbIX MPenapaToB, yaydyllalouux
(GyHKIIMIO MUOKapAA.

3akniovyeHue

Cocyaucteiii  TUIN cuHApoMa Onepca—/laHio —
KpaifHe TsoKesloe MOHOTEHHOe 3a0oJieBaHMe COCTUHU-
TEJIBHOW TKaHU, Tpebylolee MOCTOSHHOTO TWHAMMUYE-
CKOTO HAOTIOMEHUs OOJBIION TPYMIIBI METUITMHCKUX
CIIEIIMATTUCTOB  PAa3IMYHOTO TPOMWIS: TEeHETUKOB,
MeANaTpOB, TEepareBTOB, KapaHWOJIOTOB, IIYJIbMOHO-
JIOTOB, XUPYPTOB-OPTOTICNOB W COCYIUCTBIX XUPYPTOB,
aKyIIePOB-TMHEKOJIOTOB (IIJ151 OOJBbHBIX XKEHCKOTO T10J1a).
PesynbraThl mpencTaBIeHHOTO HaOMIOACHUST CBUICTEb-
CTBYIOT, YTO BO M30eXaHWE TMPOITyCKa OOTBHBIX 1IeJIECO-
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00pa3HO MEPECMOTPETh MUHUMAJIBHBINA HAOOp IpU3HA-
KOB, HEOOXOOWMBIX JJII YCTAHOBJICHUS KIMHUYECKOTO
nuarHo3a. CeMbsiM, UMEIOIIUM OOJBHBIX C COCYIMCTHIM
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Lipid metabolism disorders and thyrotoxicosis
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Hapymenusi 1unuaHoro ooMeHa — 4acToe siBjieHHE B €XKeJHEBHOW NMPAKTHKE Bpaya. DTH HAPYLHIEHHs HOCAT KAK MePBHYHBbIIA,
TaK M BTOPUYHBbI XxapakTep. [Ipu THpPeOoTOKCHKO3€e, KaK NMPaBWJIO, HAOJI0AAETCS HOPMAJIbHBIA WIN CHYXKEHHBIN YPOBEHb 0OIIEro
X0JIeCTePUHA, JMNONPOTENI0B HU3KOi iIoTHOCTH. [IpNBeaeH KIMHNYECKHil CIIydaii MANMEHTKH ¢ TAPEOTOKCHKO30M U THIEePTPH-
mmnepunemueii. IIpeacTasieHbl KIMHUKO-1a00paToOpHbIE Pe3yJbTaThl 00cIe10BaHus pedeHKka u ero poaurteneii. [Iposexero JHK-
TECTUPOBAHKE C IeJIbI0 YTOUHEHHS AMardo3a u auddepeHmaibHoi AMATHOCTHKA THIA aucaunuaemun. IIpoaeMoHCTpUpOBaHHDII
KJIMHUYECKMiA CJTyYail MOKAa3bIBAET, YTO 32YACTYI0 BOBHMKAIOT CJI0KHOCTH B JMATHOCTHYECKOM MOMCKE 3THOJOTHM JUCTHUNUIAEMUN
U ee KOPPeKIHH.

Karoueewte caosa: demu, oucaunudemuu, mupeomoxcukos, Myasmu@paKmopuanibtulii CUHOPOM XUAOMUKPOHEMUU.
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4065-2020-65-6-91-97

Disorders of lipid metabolism in endocrine diseases are a frequent occurrence in the daily practice of a doctor and usually have
secondary nature. In thyrotoxicosis they have normal or decreased level of total cholesterol and low-density lipoproteins. A clinical
case of a patient with thyrotoxicosis, hypercholesterolemia and hypertriglyceridemia is presented. The clinical and laboratory results
of the study of the child and his parents are presented. DNA testing was conducted to clarify the diagnosis and conduct differential
diagnosis of dyslipidemia type. This case shows difficulties in the diagnostic search for the etiology of dyslipidemia and its correction.

Key words: children, dyslipidemia, thyrotoxicosis, multifactorial chylomicronaemia syndrome.
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Hapymem/m JIMTIUTHOTO COCTaBa KPOBU — JUCITUTIM -
JIeMUU — 3aHUMAalT Belylllee MeCTO B TepeuHe
(hakTOpOB pHCKa pa3BUTUsI OCHOBHBIX 3a0o0JieBaHUI
CepIeYHO-COCYIUCTON cHUCTeMbl. ducaumumeMun Tpa-
MUIIMOHHO KJIACCUMUIIMPYIOTCS B 3aBUCUMOCTH OT TOTO,
YPOBEHb KaKUX HWMEHHO JMIIUIOB W JIMMOMPOTEUI0B
BBIXOAUT 3a Tipedeabl HOopMbl. KpaitHe BaxkHo mudde-
PEeHUMPOBATh NIEPBUYHBIE U BTOPUYHbBIC TUCIUTTAIEMUH,
TakK KakK B 3TUX CJIydasix TAaKTUKa JICUeHUs pa3indaeTcs.

IlepBUuHBIE AUCAUTIMAEMUM OOYCIOBJIEHBI MYyTa-
LIUSIMA T€HOB, YTO TIPUBOJUT JIMOO K TUIIEPIPOIYKIIUN
W HapylIeHUIO KJIVMpeHca TPUIJIMUEPUIOB U JIUTOIPO-
TEUJIOB HU3KOW TUIOTHOCTH, JIMOO K HEZOCTaTOYHOI
MPOAYKIIMU U YCKOPEHHOMY KJIMPEHCY JIMIIONPOTEUI0B
BBICOKOW TIJIOTHOCTHU. BOJIBIIMHCTBO CllydaeB IUCIUTIH-
JIEMUU OTHOCSITCS K BTOPUYHBIM. OCHOBHBIMU TIPUYM-
HaMU CJIy>KaT caxapHblil 11abeT, TUITOTUPEO3, XPOHUYE-
ckag maTtosiorus mouek. B Hactosiiee Bpemst BcemupHoii
opraHuzalueil 3ApaBOOXpaHEHUs TIpUHSTa Kiaccubpu-
kamus D. Fredrickson, coriacHo KOTOpoOil BbLaesIeTCS
HECKOJIBKO (DEHOTHUTIOB (CM. TaOJIuILy).

®enorun 1 xapakrepusyeTcsi U30JIMPOBAHHBIM IT0-
BBILIIEHUEM YPOBHSI XUJOMUKPOHOB. KoHIIeHTpauus
o0111ero XoJieCTepuHa W TPUTIULIEPUAOB MOXET ObITh
YMEPEHHO TIOBBIIIIEHA. DTOT TUIT BCTpEYaeTCs MeHee
yeM B 1% ciiydaeB BceX TMNEPIUNMUIAEMHUI M, KakK Ipa-
BWJIO, OOYCJIOBJIEH HACJEJACTBEHHBIM JedeKTOM TeHa,
KOAMPYIOIIETO JTUIONPOTeUHINNA3y TJ1a3Mbl. YKa3aH-
HbBII PEeHOTUT TUCIUTTUAEMUIT OOBIYHO HE aCCOLIMUPYIOT
C pa3BUTHEM aTepOCKIIepo3a.

Hnsa ¢enoruna Ila xapakrepHO TOBBIILIEHWE KOH-
LIEHTpaMU  JIUTIONIPOTEUIOB  HU3KOW  TIJIOTHOCTHU
U XOJIECTEpUHA, YPOBEHb TPUTIULIEPUIOB HAXOIMTCS
B Mpenenax HOPMbL. DTOT (EHOTUIT AOBOJIBHO pacipo-
CTpaHEeH B TIOMYJISILIMU M TECHO CBSI3aH C pPa3BUTUEM
arepockiiepo3a KOpoHapHbIX cocynoB. [lpu Hacnen-
CTBEHHbBIX HapyIICHUSIX JIUTIMIHOTO ooMeHa [la heHoTUTT
NIMATHOCTUPYETCS Y OOJIbHBIX C CEMEMHOI U TTOJTUTeHHOM
TUTIePXOJIECTEPUHEMUEH.

VYV muu ¢ penoruriom IIb orMeuaroT KOMOMHUPOBAH-
HYIO TUTIEPJIMITUAEMUIO, TaK KaK MOBBIIIEHBI KOHIIEHTpa-
LIUY JIMTIOTIPOTEUIOB HU3KOM U OUeHb HU3KOM TJIOTHOCTH,
XOJIeCTepUHA Y TPUTJIULIEPUIIOB. DTO pacrpOCTpaHEHHbI

KJINMHUYECKUE CJTYHAU

W aTeporeHHbIN TUI. B ciaydasix mepBUYHON TUMEPIUTIU-
nemun 1Ib heHoTHT OTMEYalOT Yalle y OOIbHBIX ¢ ceMeli-
HOl KOMOMHHMpOBaHHOU rtunepaunuaemueit. Hepenko
KOMOWHMPOBAaHHASI TUTIEPIUTTAACMUST CIYXKUT TIPOSIBIIE-
HUEM BTOPUYHBIX HAPYIIEHW TUTTUTHOTO OOMEHa.

®enotun 11 TposiBAsieTCS TOBBIIIEHUEM YPOBHS
JIUTIOTIPOTEUIOB  TIPOMEXYTOUHON  TUIOTHOCTH W,
KakK CJeNCTBUE, XOJeCTepuHa W TPUIIMLEPUIOB. DTO
JIOBOJIBHO peAKUI BUJ HApYIIEHUS JTUMTUIHOTO OOMEHa,
yacto accouumupyercs ¢ ¢eHorunom anoE2/E2,
MpU KOTOPOM PELIETITOPhI TIEYEHU XyXe, YeM TpU ApYy-
rux ¢eHoTurax arornporeraa E, CBSI3bIBalOT JUATO-
MPOTEUIbl MPOMEXYTOUHON TmoTHOCTH. MDenorum 111
OOBIYHO BBISIBJISIIOT TIPU METa0OIMYECKHX HapYILIEHUsIX,
B YaCTHOCTU Yy OOJIbHBIX C METa0OJIMYECKUM CUHIPO-
MOM U caxapHbIM auaberoMm. Y Hocureneit [11 dhenoTumna
BEPOSITHOCTb Pa3BUTHSI aTepOCKIIepO3a OUYeHb BhICOKA.

Hna IV deHoTumna xapakrepHa TOBBIIIEHHAs] KOH-
LIEHTpaLMST JIMTIONIPOTEUIOB OYeHb HU3KOW TIJIOTHOCTU
W TUTIEPTPUTIIMLEPUAEMUST. DTO pacTIpOCTPaHEHHbIN TUTI
TUCTUTIMIEMUN, eT0 BHISBISIOT Y 40% OGOJNBHBIX C Hapy-
MEeHWSIMA JUnuaHoro obmeHa. Menotun IV MoxeT
OBbITb TIPOSIBJIEHUEM CEMEWHON TUIepTPUTrIULEpUIC-
MUHU, a TaKKe YacCThIM TMPOSIBIEHUEM BTOPUYHBIX Hapy-
LIEHWI JIMTIMIHOTO OOMeHa. YpOBEHb TPUTIIMLIEPUIIOB
npu IV denotune komnebiercs B mpenenax 2,82—11,3
MMOJIb/JI, COAepKaHWEe JTUTIOTIPOTEUIOB BHICOKOM TLIOT-
HOCTH YacTo cHukeHo. Oba 3Tu akTopa UTparoT HeMa-
JIOBaXXHYIO POJIb B pa3BUTUU aTePOCKIIEpO3a.

denorun V orMeuaoT peako. XapaKTepu3yeTcsl Ofl-
HOBpPEMEHHBIM TOBBIIIIEHUEM KOHIIEHTPALMU XUJIOMM-
KPOHOB M JIMMOTNPOTEUIOB OYeHb HU3KOW TUIOTHOCTH,
a TakKe TUMEePTPUTIULIEpUIEMUEH U YMEPEHHBIM MOBbI-
LIEHVEeM COJIepKaHUsI XOJIeCTeprHa. YPOBEHb TPUTJIUILIC-
puaoB MoxeT mocturath 20 MMoJib/n u 6ojiee. OOBIYHO
HET 4YeTKOW CBA3M Mexay V (eHOTUNOM U pa3BUTUEM
arepockiiepo3a. OmHAKO BbIpaXkeHHas] TUMEPTPUTIINLIC-
puaeMusi, XapakTepHasi i1 9Toro (heHOTHuIla, oracHa
pa3BUTHEM OCTPOTro NaHkpeaTtuTa [1].

BaxxHO oTMeTUTB, UTO TIpUBEIeHHAs KiacCubuKaims
He MO3BOJISIET MTOCTaBUTh TUAaTHO3 3a00JIeBaHUST, KOTOPOE
BBI3BAJIO TUCIUIUIEMUIO, OJHAKO JaeT BO3MOXKXHOCTh
YCTaHOBUTH CTETIEHb €€ aTepPOTeHHOCTH.

Tabauya. Knaccudukanus runepaunonporennemvuii BO3 (Fredrickson D., 1965)
Table. WHO classification of hyperlipidemias (Fredrickson D., 1965)

®enoTun XOJ'leCTe]]l/l]-l TJ1a3MbI 'I‘pl/ll"J'lP[l.lepl/lIlbl WN3menenuns JIMMONPOTEU10B ATEpOI‘el-[HOCTb
1 He3nauurenbHo noBbiiieH  [ToBbIlIEHBI UM B HOPME T XM HeateporeHHblit heHOTHT
Ila [oBbilieH B nopme 1 JIMTHIT Bricokas
I1b [oBbilieH IToBbIlIeHBI 1 JITTHIT un JITTOHIT Bricokas
111 [ToBbilieH [ToBbItIeHBI 1 JIIIT Bricokas
I\ Yaiie B HOpme TToBbllIeHBI 1 JITTOHIT YMepeHHas
A\ HesnaunTtenbHO MOBBILIEH [ToBbImIeHb! 1 XM u JITIOHIT Huskas

Ilpumeuanue. XM — xunomukponsl; JITTHIT — nunonporeuast HUu3koi riotHocty; JITTIOHIT — nunonpoTenapl O4eHb HU3KOW MIOTHOCTH;

JITII — numonpoTenabl MPOMEXKYTOUHOM MIIOTHOCTH.
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XUJTOMUKPOHEMUSI —  KJIMHUYECKOE COCTOSIHUE,
CBSI3aHHOE C HAKOIUIEHWEM XWJIOMUKPOHOB B ILIa3Me
Ha (oHe TIKENO TUIMePTPUNIMLEPUIEMUN, OOBIYHO
¢ ypOBHEM TpurauiiepuaoB >10 mmonb/a. OHa conmpoBo-
JKIAETCST TIOBBIIIIEHHBIM PUCKOM BO3HUKHOBEHMSI a0l0-
MUWHaJIBHON 00/, TenaToCIJIEeHOMETaluu, JUIEeMUn
CceTYaTKU U OCTPOTO, OMACHOTO JUISl XKM3HU IMaHKpeaTHTa.
XUJIOMUKPOHBI — 3TO OOJIBIIINE JTUTTOTIPOTEUIBI, OOTaThie
TPUTIULIEpUIAMU, BbIpabaTbIBa€Mble CTEHKOW KHIIIEY-
HUKa B TOCTIpaHIUAIbHOM cOCTOSSHUU. OHU OBICTPO
BBIBOJISITCSI M3 KPOBOTOKA 3a CYET TMAPOJIM3a TPUTIIUILIE-
PUMIIOB JIUTIONIPOTEUMHJINIIA30, OCHOBHOTO TIYTU BBIBE-
NIEHWsI  JINTIOTIPOTEUIOB, OOTaThIX TPUTIUIIEPUAAMU,
XUJIOMUKPOHOB M JIMTIOTIPOTEUOB OUeHb HU3KOMW TIOT-
HocTu. COOTBETCTBEHHO HapyllleHne ee (PYHKIIUU JIEKUT
B OCHOBE XWJIOMUKPOHEMUU.

Cunnpom cemeiiHoit xunomukpoHemuu (Familial
chylomicronaemia syndrome, FCS) — 210 oueHb peakoe
3a00JieBaHKE, HACEAYeMOe IO ayTOCOMHO-PELeCCUB-
HOMY THUIIY, C HapyllIeHeM MeTaboIM3Ma JTUTMOTIPOTEN -
JIOB, TIpU KOTOPOM uMeeTcsl ne(eKT reHa JUMOoIpoTe-
WHJIUTIA3bl, YTO TIPUBOAUT K OYEHb BHICOKOMY YPOBHIO
TPUTIULEPUIOB B KpoBHU [2]. CreayeT TakKe yuuThIBaTh
U JApyrue MyTalluu ¢ moTepeil GyHKIUU B reHaX, KOTO-
pble PEryJIMpyloT KaTaboJu3M JTUTIOMPOTEUA0B, 0OraThIX
tpurnuuepunamu (GPIHBP1, anonunomporenn A3,
anosunonporenH C2, GPD1 u LMF1). J/luarHo3 cuH-
JipoMa CeMEWHOM XWJIOMUKPOHEMUU TOATBEPKIAAETCS
0o0HapykeHNUEeM TOMO3UTOTHBIX WJIM KOMIayH]I-TeTepo-
3UTOTHBIX TATOTEHHBIX BAapMAHTOB Te€Ha JIMITOMPOTE-
WHJNUTIA3bl C HU3KON aKTUBHOCTHIO WM OTCYTCTBUEM
akTUBHOCTU (epmeHTa. KittoueBoil XapaKTepuCTUKOM
CUHJIpOMa CEeMEWHON XUJTOMUKPOHEMUU CIy-
JKUT MOJIOYHO-O€/bIil 1BET MJa3Mbl C TMOBBI-
IIEHHBIM COJepKaHWEeM KaK XWJIOMUKDPOHOB,
TaK M JIUTIONPOTEUAOB OYeHb HU3KOW TIJIOTHO-
CTM, YTO TIPOSIBISIETCA KaK OUCAUNUAeMus V
tura no D. Fredrickson.

OpHako OOJBIIMHCTBO JIIOAEH €  XWiO-
MUKpPOHEMMEN UMEIOT He CHHIPOM CceMeli-
HOW XUJIOMUKPOHEMUM, a TOXOXHUil (heHOTHII,
TaK Ha3bIBaeMbIil MyJIbTU(hAKTOPUATBHBIA CUH-
npoM xujaomukpoHemuu (multifactorial chylo-
micronaemia syndrome, MCS), nmpu KoTopom
ocTaToYyHasi aKTUBHOCTb JIMTIONIPOTEUHIIMIIA3bI
BapbupyeT. MynbTH(haKTOPUATbHBIN CUHIAPOM
XUJIOMUKPOHEMUM — pe3yJIbTaT COUYeTaHus pas-
JIMYHBIX BapuMaHTOB HapyLIEHUN JUIMUIHOTO
oOMeHa: TeTepO3UroTHbIe MYyTallMd WM UX
KOMOMHAIIMM B TeHaX, OTBEYAIOIIMX 3a JIMTIH/I-
Hbiit oomeH (LPL, APOC2, APOAS5, GPIHBPI,
LMFI, APOE, APOC3), BeposITHO, TIaTOT€HHbIC
HYKJICOTUIIHbIE BapuWaHThl B TeHax-KaHIWIa-
Tax, COIYTCTBYIOIIME 3a00J€BaHUsI, KOTOpbIE
MOBBIIIAIOT YPOBEHb TPUTIIMLEPUIOB B TUIa3Me
(HEKOHTPOJIMPYEMBIi caxapHbI auabeT, TUIIO-
THPeo3), BHelTHUE (aKTophl (3710ynoTpedieHue

5] TIEQmbA: CHMITOAE

Caovikosa /1. . u coasm. HapyiieHust TMIMIHOTO 0OMEHA U TUPEOTOKCUKO3

aJIKOTOoJIeM, He3I0POBOe MUTaHKWE) U HEKOTOPBIE JIeKap-
CTBEHHBIE TpenapaThl (TJIIOKOKOPTUKOUIBI, HEUpo-
nenTtukun). IlammeHTsl ¢ MyabTU(dAKTOPUATBHBIM CHH-
JIPOMOM XUJIOMUKPOHEMUU MMEIOT MOBBIIIEHHBIN PUCK
pPa3BUTHUSI OCTPOTO TAaHKpeaTUTa, HO B MeEHBIIEH CTe-
MeHU, YeM TP CUHAPOME CEMEHOM XMIIOMUKPOHEMUH.
YpoBeHb TPUTIUIIEPUIOB B TIIa3Me TPU MYJIBTU(AKTO-
pUATLHOM CUHAPOME XUJIOMUKPOHEMHMHU Oojiee Bapua-
OelleH 1 HaMHOTO OoJjiee YyBCTBUTENIEH K JMETe U Jiede-
HUIO (hubpaTamMu, Torma Kak MpU CUHIPOME CeMEMHOM
XWUJIOMUKPOHEMUM KOHUEHTpAlMsl WX YMEHbIIIaeTCs
MHWHUMaJIbHO. BoJjibiioe coBnaneHne (peHOTUTIOB MEXIY
CUHIPOMOM CEMEWHOM XUJIOMUKPOHEMUU W MYJIBTU-
(akTOpUaTbHBIM CUHAPOMOM XUJIOMUKPOHEMUY BHOCUT
BKJIAJI B TPYAHOCTU JUATHOCTUKM U JIeUEHUS TTAlIMEHTOB
BO BCEM MHUpE, B CBSI3M C YeM TPYIIIa eBPOMEMCKUX IKC-
MepTOB TIPeACTaBUIa PEKOMEHAAMU IO OUAarHOCTHKE
CHHIpOMa CEMEWHOMN XUJTOMUKPOHEMUN U TIPEITOXKMUIA
JMUAarHOCTUYECKYI0 CHCTEMY OLIEHKU IJIsT MIACHTU(DU-
KalliM 3TUX TAlMEeHTOB, KOTOPYI0O MOXHO TPUMEHUTh
Ha npakTuke [3] (cM. pUCYHOK).

Ocoboe MecTo B TeHe3e BTOPUYHBIX HapylIeHUH
JIUTTUIHOTO OOMEeHa 3aHMMaeT SHIOKPUHHAsI TTaTOJIOTHSI.
IIIutoBUIHAsA Xeie3a PEryJIMpyeT MHOXKECTBO MeTabo-
JIMYECKUX TTPOIIECCOB, BKIIIOYAs OOMEH XKHUPOB, HapyIle-
HHUE KOTOPOTO SIBIIIETCS OTHUM M3 TJABHBIX (PAKTOPOB
pUCKa Pa3BUTHS CEPACYHO-COCYAMCTHIX 3a00JIeBaHUIA.
M36BITOK TUPEOUTHBIX TOPMOHOB MOBBIIIAET BEIPAOOTKY
0011Iero XoJjiecTeprHa, OMHOBPEMEHHO YCWJIMBAET €ro
KaTaboJIM3M M BBIBEACHUE C XETUbl0, YTO OOBIYHO CHU-
JKaeT ypoBeHb XoJjiecTeprHa [4].

JlarHocTuuecKan wiKana a9 nocTaHOBHMK
aunardosa CCX

Taeenan nepsuudan ITr (T vaTowas >10 mmons,/n)

MpeasapuTensHbIA 0THOP NaUWeHTos BHE 0B0CTpeHHs

Bannel CCX:
- CCX o4eHb BOSMOMHE]

CCX manosepoATHE;

=8: CCX o4YeHb ManoBEpOATHG.

2 Fanuewmpzund TIE Azame © MHTCREANGM He MoHes 1 meciua.
IPFTITARLS WCIHTOME MOTYT AOTANLIOIETLC M3 MAHIMEE SMCE0TD
winazs T (peaeal

0 AMEQTOAL, JASSCT, METIAGNHSCCKHA CHIODOM, TANOTHDCNN, THE,
An. mpenEmRT;

€ ECnd QHaTH NOCT2EACH B0 SRevs DRDCMEHHOTH, #eolenanms
TOETORHEA DUSHAS Q7 MOOTICREOSHAT QAITHIIE MO D003,

Pucynok. JIlnarnocTuyeckasi mKaua JJisi NOCTAHOBKY MATHO32a CHHIPOMA
CeMeiHOM XUJIOMUKPOHEMUH.

I'Tr — runeprpurunepuaemusi; TT' — Tpurmanepunst; LT — runepaunm-
nemusi; CCX — cMHAPOM ceMeifHO# XUIOMUKPOHEMUH.

Figer. Diagnostic scale for the diagnosis of Familial chylomicronaemia syn-
drome. I'Tr — hypertriglyceridemia; TI" — triglycerides; IJIII — hyperlipid-
emia; CCX — familial chylomicronemia syndrome.
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JAnddy3HbIll TOKCUYECKNT 300, UMEHYEeMbI TaKXe
oone3nnio IpeiiBca—ba3zemosa, mnpencTtaBisieT CcoOOI
ayTOMMMYHHOEe 3a0oJjieBaHMe, pa3BUBAIOIIEeCs BCIIE-
CTBHME BBIPAOOTKM aHTUTEN K PEUENTOpy TUPEOTPOTI-
Horo ropmoHa [5]. Cpeau eBporeiilieB cpenHsisi 3a00e-
BaeMocCTb coctaBisieT 20—25 ciryyaeB Ha 100 ThIC. B TO/I,
IUdGY3HBIA TOKCUYECKUI 300 OTHOCUTEIBHO PEIKO
BcTpevaetcs y nereid (8:1 maH). Boneror npeumyiie-
CTBEHHO JETH B TIperybepTaTHOM U TyOepTaTHOM BO3-
pacte, JeBOUKHM dYallle MaJlbduKoB B 6—8 pa3. JlaHHoe
3a0oyieBaHNe y AeTell pa3BUBAETCS MOCTEIIEHHO U OYeHb
BapuabeIbHO B KIIMHUYECKUX cUMITOMax [6].

B nmaHHOI cTaTbe MBI TIPUBOIMM CJIOXHBIM KITWHU-
yeckuit ciyvaii manmeHntku H., 13 ner, HaOGmonaBieiics
¢ 1uddy3HBIM ToKcuueckuM 3000Mm II creneHu u mMynb-
TU(AKTOPUATLHBIM CUHAPOMOM XUJIOMUKPOHEMMUMU.

Kmmamueckmii caywaii. B HosiOpe 2016T manm-
entka H., 13 jer, oOpaTuiachk ¢ kajobaMu Ha ITOBBI-
IIEHHYI0 BO30YIMMOCTh, BBIPAKEHHYIO TaXUKapauio,
Ccl1aboCTh, OBICTPYIO YTOMJIIEMOCTb, PaCCeSIHHOCTb,
TpymHoCTH B yuebe. [1pu o6cnenoBaHUM ObITN BBISIBJIEHBI
U3MEHEHUsT B YPOBHE TOPMOHOB IMUTOBUIHOMN 3KeJIe3bl
B BUIE CHWXEHUS YPOBHS THUPEOTPOITHOTO TOPMOHA
no 0,001 MmxME/mn (pedepentHsie 3HaueHust 0,47—
4,13 mxME/min), ypoBenb T4 cBobGomHoro — 2,17 Hr/mi
(pedepenTtHbie 3HaUeHMsT 0,78—2,23 HI//T), MOBBIIIIEHUE
ypoBHs T3 cBobomHoro 10 9,3 rir/mi (pedepeHTHbIe 3Ha-
yeHus 2,23—4,22 nr/mn). [lpu uccienoBaHUM JUTAI-
HOTO COCTaBa KPOBUW BBISIBIIEHBI TOBBIIIEHUE YPOBHS
o011ero xojiectepuHa 10 6,88 MMOJIb/JI, TPUTIULEPUIOB
1o 23,31 mmounb/a, xuiie3 rasMbl. Panee nucaunuaemust
B aHaJIM3ax He OTMevalach.

W3 anamHe3a M3BeCTHO, 4TO TanneHTKa H. poxneHa
ot 3-ii 6epeMeHHOCTH, TIpOoTeKaBIlleil Ha (hOHe recrosa,
BTOPBIX CPOYHBIX poOAOB Ha cpoke 39 Hen. Macca
npu poxaeHnu 3660 1, mmrHa 57 cM. Cpenu epeHeceH-
HBIX 3a00JIeBaHUIA: OCTpbIe pecrUpaTOpPHBIE BUPYCHBIE
nHpekunu, BeTpsiHas ocna. [emoTrpaHcdys3uit 1 onepa-
TUBHBIX BMEIIIATEIbCTB He OBIIO.

OO6BEKTUBHO: IPU OCMOTpPE KoxXKa 6JIeAHO-PO30BOTO
1IBETA, OTEKOB U CHIITM He OOHApyXeHO, creluduye-
CKMX BJIEMEHTOB IO TUIY 3PYNTUBHBIX WU TajbMap-
HBIX KCAHTOM He ObLT0, pocT 169 cM (6oaee 95-ro mep-
HeHTus1), macca Tena 53 xr (75—90-i nmepueHTUIN),
BBISIBIIEHA JedopManus IIer 3a CYEeT YBEJIMYECHMUS
IMATOBUIHON KeJe3bl, TOBBIIIEHWE YacTOThl Cep-
NIEYHBIX coKpalleHuilt B mokoe no 120—130 yn/muH,
ypoBeHb apTepuaibHoro masiaeHusi 110/55 mMm pT.cT.
ITpu cGope ceMeitHOTO aHaMHe3a yCTaHOBJIEHA OTS-
TOIIEHHOCTh TI0 CEPAEYHO-COCYAUCTBIM U DHIOKPUH-
HBbIM 3a0osieBaHUsM. OTell 1eBOYKM He ObLI 00cieno-
BaH 0 HACTOSIIIEr0O MOMEHTa, OJHAKO TIPU TMPOBEpPKeE
JIUTIUIOTPAMMBl  OOHAPYXKUJICS TOBBIIIEHHBIN ypO-
BEHb OOIIEero xojecreprHa A0 8,2 MMOJIb/JI, a TaKXKe
XoJleCTeprHa JINTIOMPOTEUAOB HM3KON TIIIOTHOCTH
no 4,9 mmosb/i. Matb AeBoYKU HabJI0na1ach y SHIO0-
KPUHOJIOTA IO TTOBOIY TUTTOTUPE03a TSKEJIOM CTeTIeH !,

KJINMHUYECKUE CJTYHAU

XpPOHUYECKOTO MaHKpeaTuTa. ¥ 0a0yIIKy 10 MaTepUH-
CKOW JWHUU — TUMOTHUPEO3, Y JBOIOPOAHON TETH —
TUPEOTOKCUKO3; S5l JIeBOYKM YMEp B BO3pacTe
38 nmet oT MH(papKTa MUOKapaa, meayiika — B 67 Jer
OT MH(MapKTa MUOKap/a, IBOIOPOIHBIN A — B 26 JIeT
oT uHdapKTa MUOKapaa. B cembe ecTh 1BOE 310POBBIX
neteit B Bo3pacTe 12 u 27 JeT.

WccnenoBaHusi, MpOBeIeHHbIE B KJIMHUKE
B sHBape 20171, oOHapyXuau BBIpaXKEHHbIC M3MeE-
HEHUsI B JUIMUAIOTPaMME B BHIE TOBBIIICHUS YPOBHS
ob1ero xosecrepuHa a0 9,29 MMoOJb/A, TPUMIULEPU-
0B 10 63,36 MMOJIb/JT, XWJie3a TUTa3MBbl, JIMTIOTIPOTEUIBI
BBICOKOI TUTOTHOCTH 10 0,26 MMOJIb/J1. [Tpr 9TOM BBISB-
JIeHbl HapylIeHWsI B TOPMOHAJIbHOM Mpoduiie HIUTO-
BUJHOW 3KeJie3bl: ypOBEHb THUPEOTPOITHOTO TOPMOHA
cocraBuna 0,05 MkME/mn, T4 cBoGomHbiii — 2,3 Hr/mi,
T3 cBoGonHbIN — 11,4 Tir/MI1, aHTUTENIa K TUPEOTIEPOK-
cunaze — 370,8 En/mn (pedepeHTHbIE 3HAUEHUST MEHEe
35mEn/mn). [ToueuHo-TieueHOUHBIE TPOOBI OBLTM B TIpEie-
JlaXx HOPMBI. B cOOTBETCTBUY C KITMHUYECKUMU PEKOMEH-
JalysIMU 10 BeIEHUIO JeTell ¢ SHAOKPUHHBIMU 3a0o0Jie-
BaHUSMU Y TTALIMEHTKY OBbLT MPOBEPEH YPOBEHb AaHTUTEI
K pelernTropaM TUPEOTPOITHOTO TOpMOHa [6], KOTOpBIi
cocraBuna 7,2 En/n (Hopma 0,0—1,75 ME/mn). Ipu ynb-
Tpa3ByKOBOM MCCJIEIOBAaHUM IIIUTOBUIHOM KeJie3bl ObLIN
BBISIBJIEHBI MHOXECTBEHHBIE YIACTKU TTOHMKEHHOM 9X0-
reHHocTu. CuyHTUTpadus IIUTOBUIHON KeJie3bl MOKa-
3ajla 3HAYMTEJbHOE TIOBBIIIIEHWE 3axBaTa paanodapm-
npenapaTta B 00eMX HOJISIX IIUTOBUIHOM Keye3bl, J0Ju
YMEPEHHO YBEJIWYEHBI, Kejle3a pacriojioXeHa OOBIYHO,
MPaBUJIBHOM (DOPMBI, KOHTYPBI pOBHbBIE, UETKHE, pacIpe-
neneHue paauodapmripenapara paBHOMepHoe, nedop-
Malluii HE BBISIBJIIEHO.

VYuuThiBasi, 4TO MPHU BBICOKOM YPOBHE TPUTJIUIIE-
punoB Oosee 11,3 MMOIb/ pUCK pa3BUTUSI OCTPOTO
MaHKpeaTUTa CTAaHOBUTCS OoJjiee cepbe3HBbIM, OBLI IPO-
BelleH aHaJlu3 Kajla Ha TMaHKpeaTU4ecKyl 3JacTasy,
KOTOpBI TIOKaszan TipeBblllleHWe B 1,5 pasza (Oosee
500 mxkr/r) [7]. Apyrux TposIBICHUI TMOpakeHUs TOJ-
JKeJTYTOUHOM KeJie3bl OTMEUYEHO He ObLIO.

IlanimeHTKa  KOHCYJBTHpPOBaHA  O(MTaJbMOJIOTOM,
MaTOJOrMYECKUX UBMEHEHU I He 00HApYXKEeHO.

ITpu xonrepoBckoM MoHuTOpupoBaHuMu DKI 3ape-
TUCTPYMpOBaHA CUHYCOBasi TaxWKapausl C TIpeXonsiiieit
BO BpeMsI CHa aTpMOBEHTPUKYJISIpHOW Onokamoit I cre-
MeHW W PeIKMMU BIN30[1aMU aTPUOBEHTPUKYJISIPHOM
omokans! Il cremenn 1-ro tuma. CpemHsisa 9acToTa cep-
JIEYHBIX COKpalleHui coctaBuiaa 123 yin/MUH, MUHU-
ManbHas — 65 ym/MuH. B HOYHOe BpemsT yacToTa cep-
JIEYHBIX COCTOSIHWI B cpeaHeM coctaBuia 105 yn/mMuH.
ITay3 putma 6onee 1,5 ¢ He 3apeructpupoBaHo. Llupkan-
Huiit ipoduins puruassiil (LHLWU=1,17). [Tpu manyanbHOM
ananuse uHTepBan Q—T coctaBui 326 MC MpH YacToTe
cepaeuHbIXx cokpatieHuit 105 yn/mun, Q—Tc=434 wmc.
3apeructpupoBaH | 3mu301 KeIyJAOouykKoBOW W | 3mu-
3011 TIpencepaHoi Taxukapauu. Ilpu sxokapanorpadun
OTKJIOHEHUI OT HOPMbI HE OOHApYKEHO.
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JInsT  yTOUYHEHUs TPWYMHBI  TUTIEPTPUTIIMIEPU-
JIeMUUW TIAlWEeHTKe TIPOBEeIeH TeHETUYECKUi aHalIn3
MyTeM MacCOBOTO IapajjieIbHOTO CEKBEHMPOBAHMSI
(cekBeHUpoOBaHUE cienytoliero rmokoieHusi, NGS)
¢ ucnosb3oBaHueMm ruiargopmbl Illumina HiSeq 1500,
B XOJle¢ KOTOPOTO OBIIM MCCleAoBaHbl 63 reHa. [eHeTu-
YeCKUX BapUaHTOB, aCCOLIMMPOBAHHBIX C DPa3BUTHEM
MOHOT€HHBIX JWCIUMUAEMUN, TaKWX KakK, CceMeiHast
TUTIEPXOJIECTEPUHEMUST WU TUTIEPTPUTITULEPUIEMMUST,
oOHapyxxeHO He Obulo. CUHAPOM CeMENHO XWo-
MHUKPOHEMHMM TakKXe He OBbUI ToaTBepXieH. Ilamm-
eHTKa H. gBJIsSIeTCST TETepO3UTOTHBIM HOCHUTEIEM IO~
mopdusMoB TteHoB ABCGS (NP_071882.1:p.Aspl19His/
NC _000002.11:2.44066247G>C), APOE (NP_000032.
1:p.Cys130Arg/NC_000019.9:2.45411941T>C) u (NP_
000032.1:p.Arg176Cys/NC_000019.9:2.45412079C>T),
LDLRAPI (NP_056442.2:p.Val1671le/NC_000001.10:g.
25889174G>A), AMPDI (NP_000027.2:p.GIn45*/NC _
000001.10:2.115236057G>A) u (NP_000027.2:p.Pro-
81Leu/NC_000001.10:2.115231254G>A).

Ha ocHoBaHUM XapaKTepHOM KIMHUYECKON KapTUHBI
(TIOBBIIIIEHHAsT BO30YIMMOCTD, BBIpaXKeHHasl TaxWKap-
IUst, c1aboCTh, OBICTPast YTOMJISIEMOCTb, PACCESTHHOCTD),
J1abopaToOpHBIX MoKa3aTeneit (BbICOKMIT ypoBeHb T3 cBO-
0OIHOTO ¥ HU3KOE CoJiepXKaHUE TUPEOTPOITHOTO TOPMOHA
B KPOBM), HaJIM4IUs CIeU(PUIECKOrOo MapKepa — aHTHU-
TeJ K pelienTopaM TUPEOTPOITHOTO TOPMOHA ObIJT ITOCTaB-
JIeH nuarHos: auddy3Hbiii Tokcuueckuit 300 11 crenenu,
TUPEOTOKCUKO3 JIETKOM CTENeHM TsKecTh. MynbTrhak-
TOPUATBHBIN CUHIPOM XWJIOMHUKpPOHEMUM. [HTepaumo-
nporernHemust Tun V no Fredrickson.

OpmHako HaJIM4Ke BBIPaXKEHHBIX U3MEHEHUH B JTUTTHI -
HOM COCTaBe KpOBM B BUJE 3HAYUTEIBHOTO yBeJMYe-
HUST YPOBHST TPUTJIMIIEPUIOB, YMEPEHHOTO TTOBBIIIIEHUST
colepKaHusl OOIIEero XoJieCTepuHa, Xuje3a TIIa3Mbl,
OTCYTCTBME KJIMHUYECKUX TPU3HAKOB OCTPOTO ITaH-
KpeaTuTta TIpU OJHOBPEMEHHOM YMEPEHHOM ITOBBI-
IEHWW  aKTUBHOCTM  TAHKpPeaTMYeCKON  31acTasbl
B 1,5 pasza co3pasio TpymZHOCTU Tipu auddepeHImranb-
HOI JWArHOCTUKE MEXIYy CUHIPOMOM CEMEWHOU XUJIO0-
MHUKPOHEMHWH W MYJBTU(DAKTOPUATBHBIM CUHIPOMOM
XWIOMHUKpOoHeMUM. [Ipu 3TOM mpakTUdecKas JAWarHO-
CcTUYecKasl CUCTeMa OLIEHKU CHHApOMa CEMEMHOMN XMITo-
MHMKPOHEMHH TTO3BOJIMIA UCKITIOYUTD €TO Yy MallueHTKH,
TaK KaK CyMMa BCeX WMEIOIINUXCS ITyHKTOB COCTa-
Buja <8 OaJIJIOB, YTO CBUIETEILCTBOBAJIO B TTOJIb3Y MYJIb-
TU(hAKTOPUATBLHOTO CUHAPOMA XUJIOMUKPOHEMMUH.

C 1uenbl0 KOMITEHCAllMM THUPEOTOKCHUKO3a ObLIO
Ha3Ha4YeHOo JIeUeHWe B BUAE MpUeMa ThamaszoJia B 03¢
20 wMr/cyt, s HOpMaau3alMy 4YacTOThl CEepIASUYHBIX
COKpallleHUll — TpoTpaHojIo B 1o3e 20 MT/CyT, a TaKxKe
cTporast IMeTta ¢ UCKII0YeHUEM TTUIIN ¢ BBICOKUM TITUKe-
MHWUYECKUM MHIEKCOM M BBICOKMM COJEPKaHUEM SKUBOT-
HBIX XHUPOB C ILEJbI0 CHVKEHUSI YPOBHS TPUTIIMIIEPU-
noB. Ilociae DOCTMIKEHWST TTOJOXUTEIBHON JWHAMUKU
B BUJIe TOBBIIIEHUST YPOBHSI THPEOTPOITHOTO TOPMOHA,
cHuxeHust ypoBHeit T3 cBoGomHoro, T4 cBoOGOmHOTO,
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a TakKe aHTUTEJI K THPEOIepoKCHIa3e 103a TMamasoJa
ObLTa cHUXeHa 1o 15 mr/cyt. OgHako Ha (GhoHe JeueHUst
YpOBEHb TPUTIULEPUAOB U XOJECTepUHA TMPOTOJIKAI
MOBBIIATECST — 63,26 U 8,87 MMOJIb/JT COOTBETCTBEHHO
U coxpaHsicsa xuie3. [lanyeHTKe Oblla peKOMEeHIOBaHa
«IMeTa CraceHus» TPU TUMEPTPUTITULIEPUIEMUM, pa3pa-
OOTaHHasI IMETOJOTaMH JIUTIMIHON KIMHWUKY T. MloxaH-
Hecoypr (FOAP) ox pykosoactBoMm npod. F.J. Raal [8],
KOTOpasi MO3BOJISIET 3HAYMUTEIbHO YMEHBIIUTH KOJIMYE-
CTBO 9K30TEHHBIX XXUPOB M CHU3UTh YPOBEHb TPUTIIHIIE-
pUIOB B Ta3Me KpoBH. Koan4ecTBO XXUPOB TPU TAKOM
BapHUaHTe IueTe Y O0TbHBIX C BBIPAKEHHOM TUTTePTPUTII -
LHepuaeMueil He 10JKHO TipeBbiath 10—15% ot cyrou-
HOI SHEPreTUYeCKOW LIEHHOCTU TWIIUA, TPU JIeYeHUN
WHOT/Ia MCITOJIb3YIOT MAcjIO TPEIKOro opexa, XKupopac-
TBOPUMBIE BUTAMUHBI.

B TsDKenbIX citydasix py BEIPasKeHHOM TUTIePTPUTII -
LHepUAEeMUN 1T TPOMPUIAKTUKA OCTPOTO TaHKpeaTuTa
MOHO WCITOJIb30BaTh Tuiazmadepes. Ilpornenypa mras-
Mmadepesa, coriacHo EBpomeiickuMm pekoMeHIaLsIM
no JsedyeHuto aucaunuaeMmuit ot 2019 r, mpoBoaUTCS
MpU TOBBIIIEHUU YPOBHSI TPUIIMILEPUIOB HATOIIAK
6osiee 1000 mr/mn (>12 mmonw/n) [7, 9]. Ha ocHoBaHuuM
3TUX pEeKOMEHAAIMI pelIeHueM KOHCHJIMyMa pPeOeHKY
ObUT Ha3HAUYEH TpaBUTAIIMOHHBIN TTa3Madepes ¢ LeIbIo
CHUXEHUsI YPOBHSI TPUIJIMLIEpUI0B MeHee 11,3 MMoJIb/I.
IMpouenypsl TmIazmMadepe3a ¢ 3aMEHON  yIaasieMOTo
o0beMa CBEXE3aMOPOXEHHOW JIOHOPCKOM  TJ1a3Moi
OCYIIECTBIISUTA ABAXKIbI, YTO TTPUBEIO K OBICTPOI TTOJIO-
JKATETbHON IWHAMUKE C CYIIECTBEHHBIM CHIDKEHUEM
YPOBHS TPUTIULEPUIOB 10 6,18 MMOJIB/J1, 00ILIErO XO0JTe-
crepuHa 110 4,61 Mmmounb/n1. B mocienyionemM ObuTa Ha3Ha-
YeHa JIMIMUACHMKAoAas Tepanus — ¢peHoGuopaT B 103€
145 wmr/cyt. JleueHue TpOIPOHAIOIOM OBLIO PElIeHO
MPOIOJIKUATH, B BULY COXpAaHEHUs IMTePUOIOB TaXUKaPIAUU
MO pe3yJibTaTaM XOJTEPOBCKOTO MOHUTOpHpoBaHus DKI.

Ha ¢onHe neyeHust B TeyeHMe 6 MecC OTMedvaach
CTolKass HOpMaJM3alusl YpOBHsI XxoyiecTepuHa (B cpel-
Hem 3,08 MMOJb/J) W TPUTIULEPUAOB (B CpeaHEeM
0,95 mmonb/n). Tlocne HopManu3alUM YPOBHSI TPUTIIU-
nepuaoB (eHopubdpar ObUT OTMeHeH. JleueHrWe OCHOB-
HOTO 3a00JieBaHs ObLTO TIPOIOJIKEHO CO CTAaOMTM3alInei
coctostHUs. [Ipy TMHAMUYECKOM HAOIIOICHUY TTOBBIIIE-
HUST YPOBHS JIUTTMIOB HAMU B JaJibHEMIIIEM He Haboma-
Jock (ypoBeHb o01Iero xosecrepuHa 3,5—4,1 mmoub/i,
JIMTIOTIPOTEUAOB HU3KOM TUIOTHOCTH — 2,4—3,2 MMOJIb/1I,
tpurauuepuaoB — 0,5—1,5 MMoJb/i1), TIallMEHTKa Tpo-
JoJDKaeT TPUHMMATh THaMas3ojd. B Hacrosinee BpeMmst
(4 rona HaGmMOmEeHMs) JUMUIHBIA COCTaB KPOBU OCTa-
eTcsl Oe3 HapylIeHWIi: YpOBEHb OOIIEro XoJecTepuHa
4,26 MMOJTb/J, JUTIONPOTEUIOB HU3KOM TIJIOTHOCTH —
2,1 Mmoib/11, TpurnuiepunoB — 1,5 mmoins/n. [pu uccne-
JIOBAaHUM YPOBHS TOPMOHOB IIMTOBUIHOM KEJIE3bl:
TUpeoTporHbIii TopmoH — 2,8 MKME/mn, T4 cBoGos-
Hulit — 1,17 vur/mn, T3 cBoboaHbIN — 3,52 nir/Mi1. [TporHos
JAIbHEMIIET0 TEeYeHUs] THUPEOTOKCMKO3a W M3MEHEHMt
B JIMTIIMIOTpaMMe, Ha Halll B3IVIsIA, HEOTHO3HAYeH, TakK
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KaK TEHETUYCCKUEC MOaHHBbIC ITaIMCHTKH ITOTCHIMAJTIbHO
MOTYT IIPUBECTU K l'IOBTOpHOI7[ JUCITIUITUACMUAU, BEPOATHES
BCE€TO, HAa (.J[)OHG JIeKOMTIeHCAllM OCHOBHOTO 3a00JIeBaHUS.

0OO6cyxaeHue

IIpencraBieHHbIN KIMHUYECKUIA caydyali mpuBIeKaeT
BHUMaHME K BOIPOCAM CJOXHOTO AMAarHOCTUYECKOTO
rnmoucka Tipu runeprpuriuuepuaeMusx. CI0OXHOCTb
IMOCTAHOBKM JMAarHO3a MallMeHTKW COCTOsIa B TOM,
YTO OOBIYHO TUNEPMYHKIMS HIUTOBUAHON >Kejae3bl
MPUBOAUT K CHUXXEHUIO YPOBHS JIMTIUIOB 0 HOpMaJlb-
Horo wiu MeHee [10]. Beicokne ypoBHU TPUTIIMILIEPUIOB
U XWwie3 TIa3Mbl MPUBEIW K HeooxomumocTu audde-
peHuManuu 3aboJieBaHUI, COTPOBOXKIAOIIUXCSI TUTIEP-
tpurnuuepunemueii. I[pumenenue JHK-guarnoctukm
MMO3BOJIMJIO OTPOBEPTHYTh HACJIEACTBEHHbIE MOHOTEH-
Hbie pucaunuaemund. CUHIPOM CeMEHHON XWJIOMUKPO-
HEMUU U MYJbTU(hAKTOPUATbHBIM CUHAPOM XWUJTOMMU-
KpoHeMuu — 3a0o0JeBaHUs, KOTOpble OOBEAUHSIOTCS
HapylieHMeM oOMeHa XWJIOMMKPOHOB, HO pa3nyaroTcs
10 YacToTe, PUCKY BO3ZHMKHOBEHUs IMMaHKpeaTuTa, Kap-
NMOMETA00MYECKOMY PUCKY M peakllMd Ha JieuyeHue,
HarpaBJIieHHOE Ha CHUXXEHUE YPOBHSI TPUTJIMLEPUIOB.
OrcyTcTBUE MAEHTUMUKALIMYA TeHETUUYeCKUX OMoMapke-
POB, XapaKTepHBIX JJISI TTAIIMeHTOB C CUHAPOMOM CeMei-
HOM XMJIOMUKPOHEMUU, TTIO3BOJIMIIO UCKITIOUUTD JaHHbI
muarHo3. Kpome toro, 6amibHast cucteMa KIMHUYECKOMN
OLIEHKY TIOMOTJIa a/IeKBATHO OLICHUTh 3TU JIBA COCTOSTHUSI
U YCTAaHOBUTH JIHMATHO3 MYJIBTU(AKTOPUATBHOTO CUH-
JIpoMa XUJIOMUKPOHEMHUM.

Crparterust JiedeHHsT 3a0o0JieBaHUSI JOJDKHA OBITh
HarpaBJieHa Ha TIpeJoTBpallleHue IMaHKpeaTuTa, KOTO-
pbIi XapaKTepu3yeTcsl 3aMETHBIM MOBBIIIIEHUEM 3a00J1e-
BaEMOCTM M CMEPTHOCTU TalueHToB. HecMoTps Ha TO
YTO HE Y BCEX MALMEHTOB C TMIIEPTPUTIIMLEPUIEMUEH,
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JIeUeHus.
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HeonartanbHasi runepaMMOHHEMHSI — NATOJOTHYECKOE COCTOSIHME, BOSHHKAIOLIEEe B NMEPHOJE HOBOPOXKIEHHOCTH, XapPaKTepU3y0-
1ieecs NOBBIILEHHBIM COIePKAHNEM CBOOOHBIX HOHOB AMMOHHS B KPOBH U NMPUBOJIsINEE K TSXKEIbIM HEBPOJIOTMYECKUM PACCTPOIi-
cTBaM. [nepaMMoHHeMHsl y HOBOPOXKIAEHHBIX CIYXKMT OJHHM M3 MPOSIBJIEHHIA INMPOKOTo KPyra Kak NepBUYHBIX (HAC/IEICTBEHHO
00yC/IOBJIEHHBIX), TAK H BTOPMYHBIX HApyLIeHHii 00MeHa BellecTB. B 3aBHCHMOCTH OT KOHKDETHO# NMPHYMHBI THIIEPAMMOHEMMS
B NepUo/ie HOBOPOXKIAEHHOCTH MOXKET UMETh CTOMKHMIA MM TPAH3UTOPHBIH XapakTep. KiMHuueckue Npu3HaKu JAHHOTO COCTOSIHUS,
KaK NpaBuiio, Hecneuuduunpl. OTMEYAIOTCS HEBPOJIOTHYECKHE HAPYIIEHUS PA3/IMYHON CTENEHH BbIPAXKEHHOCTH: CHHIPOM B0O30Y-
Kaenus: wim yruerenus LTHC, anu3onsl anHo3, mudidy3Has MbliieyHasi TMIOTOHUS, CYIOPOKHBIA CHHAPOM U KoMa. [umepammo-
HHEMHUSI MOXKET COMPOBOXKAATHCS PECNMPATOPHBIMU PACCTPOICTBAMU M MPUBOIUTH K PA3BUTHUIO NOJHOPTAHHON HEIOCTATOYHOCTH,
YTO HANOMHHAET KJIMHMYECKHMii CHMITOMOKOMILIEKC cencuca. TsKecTh MopazkeHHsl TOJIOBHOTO MO3ra KOppeJHpyeT CO CTeNeHbIO
NOBBIIIEHHS KOHIIEHTPALMH AMMHAKA M MPOJO/DKUTE/IbHOCTBIO THIIEPAMMOHHEMHH. PaHHss1 IMarHOCTHKA rMepaMMOHEMHH MO3BO-
JsieT COXPAHUTD JKU3Hb pe0eHKa, peXyNpeanTh TsKeble HeBPOJIOTHYECKHe MOCIeICTBHS H CHU3UTh PUCK MHBaTMau3anuu. Kpome
TOTO, BbISIBJIEHUE HACJIEICTBEHHBIX 00J1e3Heil 00MeHa, CONPOBOXKIAIOMIMXCS TUNEPAMMOHIEMHUEN, ONpeieisieT He00X0ANMOCTD NPo-
BeJleHHs] MEIMKO-TeHeTHIECKOr0 KOHCYIbTHPOBAHNS CEMbH, A TAKIKE MPEHATAILHOI U NPEUMILIAHTAMOHHOI ANATHOCTHKH.

Karouegvte crosa: demu, HeonamanvHasn eunepammonuemus, HacredcmeeHnHoie 601e3Hu 00MeHa eeuecma, pedkue (opghantsie) 3a601e-
eanus, nopaxcenue LIHC, cydopoeu HeacHoil amuonoeuu, cenmukono0oOHblli CUMRMOMOKOMNAEKC.

Ans untuposauns: [ertapesa A.B., Cokososa E.B., 3axaposa E. 0., icaesa M.X., Beicokux M.fO., Viearew T.10., Aertapes [.H. nnepammo-
HUemus B npakTuke HeoHarosora. Poc BecTH nepuHaton v neavatp 2020; 65:(6): 98-107. DOI: 10.21508/1027-4065-2020-65-6-98-107

The neonatal hyperammonemia is the pathological condition that occurs during the neonatal period; it is characterized by the
increased content of the free ammonium ions in the blood, and it causes the severe neurological disorders. The hyperammonemia
in the newborns is one of the manifestations of a wide range of both primary (hereditary) and secondary metabolic disorders.
Depending on the specific cause, the hyperammonemia in the neonatal period can be of the persistent or transient nature. As a rule,
the clinical signs of this condition are nonspecific. The neurological disorders of the varying severity are noted, as follows: CNS
(central nervous system) excitement or depression syndrome, episodes of apnea, diffuse muscular hypotonia, convulsive disorder and
coma. The hyperammonemia can be accompanied by the respiratory disorders, and it can cause the development of the multiple organ
failure that resembles the clinical symptom complex of the sepsis. The severity of brain damage correlates with the degree of increase
in the ammonia concentration and hyperammonemia duration. Early diagnosis of the hyperammonemia allows to save the child’s life,
to prevent the severe neurological consequences and to reduce the risk of disability. Moreover, the identification of the hereditary
metabolic diseases accompanied by the hyperammonemia determines the necessity to carry out the genetic counselling of the family,
as well as the prenatal and preimplantation genetic diagnosis.

Key words: children, neonatal hyperammonemia, hereditary metabolic diseases, rare (orphan) diseases, CNS damage, convulsions
of unknown etiology, sepsis-like symptom complex.

For citation: Degtyareva A.V., , Sokolova E.V., Zakharova E. Yu., Isaeva M.Kh., Vysokikh M.Yu., Ivanets T.Yu., Degtyarev D.N. Hyperammonemia
in Neonatologist Practice. Ros Vestn Perinatol i Pediatr 2020; 65:(6): 98—107 (in Russ). DOI: 10.21508/1027-4065-2020-65-6-98-107

Helt oOMeHa, a TakKe MOXET ObITb CIIEICTBUEM TSIKe-
JIOW TIepUHATAJIbHOM TaTOJIOTUU, MOOOYHBIM (P dekTom
HEKOTOPBIX JIEKAPCTBEHHBIX MPErapaToB UM HE3PETOCTH

I lCOHaTaJ'[bHaH TUTIEpAMMOHUEMUSI — TIaTOJIOTHMYE-
CKOE COCTOSIHME, BO3HHUKAaIoIlee B TEepHoe HOBO-
POXIEHHOCTH,  XapaKTepu3yIollleecss  TMOBBIIIEHHBIM

conepXaHueM CBOOOJHBIX MOHOB aMMOHUSI B KpoBu [1].
HeonatanbHasi runepaMMOHMEMUsI CIIY>KAT HeCTelU-
(pryeckuM MapKepoM MHOTMX HacCJIEeICTBEHHBIX 0oJie3-

(bepMEHTHBIX CHUCTEM TeYeHU (Y HETOHOIICHHbBIX JETe).
HeszaBucrMo OT MpUYMHBI, TUTIEPAMMOHUEMUSI — BCeraa
yrpoxarolilee XXM3HU COCTOSIHUE, TPUBOsIIEEe K HeoOpa-
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TUMBIM M3MEHEHUSIM KJIETOK T'OJIOBHOTO MO3Ta W JIpy-
rux opraHoB. DhGEKTUBHOCTD JIeYeHNsI HOBOPOXKICH-
HBIX 3aBUCUT OT CTETIEHM ITOBBILIEHUS KOHIIEHTpAIMKU
aMMuaka B KpOBH U JITUTEIBHOCTA TMTIEPAMMOHUEMUH,
YTO ONpelesieT UCKIIOUUTEIbHYI0 BaXXHOCTh paHHEH
IMATHOCTUKM Y MHTEHCUBHOM Tepanuu [2—5].

Lluk1 MOYEeBUHBI — OCHOBHOI MeXaHU3M 00e3Bpe-
JKMBaHUsI aMMHUaKa.

AMMUaK — IPOIyKT OOMEHa a30TCOAEePXKAIINUX COeTH-
HeHU, 00pa3yIoIUIACs MPEMMYIIIECTBEHHO B pe3yJibraTe
KaTabojM3Ma aMUHOKMCIIOT, Je3aMUHUPOBAHUS OMO-
TeHHBIX aMWHOB, KaTabojM3Ma HYKJICOTHIOB, a TaKXke
KaTaboJIM3Ma a30TUCThIX KOMIIOHEHTOB JIMTTUIOB U YIJie-
BOJIOB, Upe3BbIUaliHO TOKCUYHBIX B BBICOKMX KOHLIEHTpPA-
1msiX. BakHO OTMETUTB, UTO aMMMaK TMOCTOSTHHO o0pa-
3yeTcsl B KJIeTKaX YeJIOBEeYeCKOTo OpraHuM3ma, OTHAKO
B HOpMe, Onaromapsi (hyHKIIMOHUPOBAHUIO IIUKJIa CUH-
Te3a MouyeBUHBI (LMK Kpebca—IeH3eneiita), ocyiect-
BJISIEMOTO MPEUMYIIIECTBEHHO TeTaToLMTaMU, OH OBICTPO
MpeBpaiaeTcsi B HETOKCUYHY0 MoueBUHY [4]. Kpowme
LIMKJIa MOYE€BUHBI, OTHUM U3 OCHOBHBIX MEXaHU3MOB 00€3-
BpeXMBAHWs aMMUaKa B OpraHU3Me SIBJIIeTCsS] OMOCUMHTE3
IJIyTaMWHA B IPUCYTCTBUM TlyTaMUHCUHTeTa3bI [6]. Cxema
1IMKJIa MOYEBUHBI TIpeICTaBIeHa Ha puc. 1.

Lluk1 MOYEBMHBI COCTOUT M3 TIATU OUOXUMU-
YeCcKMX peakiiuii, M3 KOTOpbIX TIepBble [BE KaTa-
JIU3UPYIOTCS MUTOXOHAPUATbHBIMU dbepmeHTaMU
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Puc. 1. IIukn MOYEBHHBI.

NH, — ammuak; NAGS — N-aneruarnyramarcunrerasa; CPS1 —
kapoamomigocharcunreraza; OTC — opHUTHHKAPOAMOMITPAHC-
tepasa; AS — apruHMHCYKIMHATCHHTETA3a; AL — apruHMHCYKIU-
HaTma3a; ARG — aprunasa.

Fig. 1. Urea cycle.

KapOamomidpochaTcuHTeTa30i1 U OPHUTUHKAPOAMOWMII-
TpaHcdepasoit, a MocaeqHre TPU PeakIuu — IIUTO30Jb-
HBIMU (pepMEeHTaMU — apTrMHUHOCYKIIMHATCUHTETA-
300, aprMHMHOCYKIIMHAaT/IMa30il u apruHasoi. [llecroit
depMenT  N-aleTwiriyTaMaTCUHTETa3a  HEOOXOAUM
Uit obpa3oBaHus N-alleTUJITIyTaMata — akKTWBaTopa
KapbamwidocharcuHTeTasbl. B pesynasrare GyHKIIMOHU-
POBaHMS 3TOTO LIUKJIa TPOUCXOIUT NTPeoOpa3oBaHMe TOK-
CUYHBIX a30TCoAepXkalliX MPOIYKTOB OOMeHa B MOYe-
BUHY, KOTOpasi 3(pheKTUBHO BbIaEIsIETCS ¢ MOYOit [7].

IMaronornmyeckoe TOBBINIEHWE YPOBHS — aMMHMaKa
B KPOBH BJIeYET 3a COOO0I M3MeHeHe KOHIIEHTPALIUK BOJO-
ponHbIX MoHOB (pH), MemMOpaHHOTO MoTeHIIMAaIa 1 OOMeHa
BEIIECTB BO BCEX KIJIETKAX OpraHM3Ma, 4YTO HEepeaKo
00yCJIOBJTMBAET 3a COOOI pa3BUTHE TMOJIMOPTAHHOW HEHO-
cratouHocTH [8]. B ycnoBusix rurepaMMOHUEMIN B TIOUKAX
pa3BUBAETCST KOPTUKATBHBIN W TYOYISIPHBIA HEKPO3, CHU-
KaeTcsl KiupeHc KpeatnHuHa [9]. TloBblllieHre KOHIEH-
TpalMy MOHOB aMMOHMSI B KPOBU OTOCPEIOBAHHO BIeYeT
3a co0Oii M3OBITOYHOE OOpa3oBaHNWE MOHOOKCHIA a30Ta
NO, KOTOpBIil BIMSIET Ha SHAOTENNIA COCYIOB, BBHI3bIBAs
WX IWIATALNIO, YTO CITOCOOCTBYET M3MEHEHWIO TeMOIHA-
muku [10]. Kpome Toro, B iureparype OnricaHO TOKCUYE-
CKOE BO3/IEHICTBYE MOHOB aMMOHUSI Ha IPyTHe OPraHbl: JieT-
KW1e, TIeYeHb 1 CKeJICTHBIE MBIIIILI [ 11—13].

B rojoBHOM MO3re 3A0pPOBOTO YeJloOBeKa KOHIIEHTpa-
ust aMmmuaka Ha 60—100% Boiie, yem B Kposu [14, 15].
B xnerkax HTHC nuki cuHTe3a MOYEBMHBI HEAKTHMBEH,
aMMMaK 00e3BpEXMBAETCS TPEUMYIIECTBEHHO ITyTeM
o0Opa3oBaHUs TIlyTaMaTa U YaCTUYHO TIIyTaMuHa. B cBoeMm
uccienoBanuu A.J. Barkovich u coast. (2005) [16] oTtme-
TAJU, 4YTO y OBYX JAeTell ¢ AeeKTOM OpHUTMHKapOa-
momntpaHcdepassl (reH OTC) Bo BpeMsi OCTPOTO TUTIep-
aMMOHMEMMYECKOTO Kpu3a MPU MarHUTHO-PE30HAHCHOM
CITEKTPOCKOTIHN ObLIO OOHAPYKEHO 3aMETHOE YBEJTMIEHHE
YPOBHS TIIyTaMWUHA B MO3Te, YTO HAXOIUT MOATBEPXKIe-
Hue B pabore J. Héberle (2013) [17]. [1pu u30bITKE TIy-
TaMWHa B TOJIOBHOM MO3Te HaKaIrlJIMBalOTCSl METaOOIUTHI,
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KOTOpPbIE B BBICOKON KOHIEHTPALIMM CTAHOBSTCS HeE-
pOTOKCMHAMU, TpUBOASIIIMMU K akTuBauuu NMDA-
pEUEenTOPOB W, KaK CJIEACTBHUE, K THOeNIn HEWpOHOB
U OJUTOIACHAPOTINM, OTEKY acTPOLIMTOB W HapyIICHUIO
MMKPOLUMPKYJISILIMY ¥ UILIEMUU TOJIOBHOTO Mo3ra [18—21].

Takum 06pa3oM, KJIETKH TOJOBHOTO MO3Ta OKa3bIBa-
f0Tcs OoJiee YI3BUMBIMM, YeM KJIETKHM JPYTMX OPTaHOB,
K TOKCUYECKOMY BO3ECTBUIO MOHOB aMMOHHSI.

YacToTa BBISIBIEHUST TUNIEPAMMOHUEMHWU Y JeTeit
3aBUCUT OT BO3pacTa, B TO & BpeMsl B COBPEMEHHBIX
MCTOYHUKAX JIUTEPATyphbl OTCYTCTBYIOT OOOOIIEHHBIE
JaHHbIE O pPaCIpPOCTPAHHHHOCTH THUIIEPaMMOHUEMUU
B TIepuoJie HoBopoxkIeHHocTH. K Hanbosiee N3ydeHHBIM
MPUYMHAM BO3HMKHOBEHUSI HEOHATAIBHOM TUIIepaMMO-
HUEMUHN OTHOCATCS nedeKThl (hepMEHTOB 1LIUKJAa MOYe-
BUHBI, UX YACTOTa BapbUpPYeT B pa3HbIX cTpaHax oT 1:8000
1o 1:44000 HoBOpOXIEeHHBIX [6, 22]. [Ipyroit He MeHee
pacrpocTpaHeHHOM TMPUYWHON CIIy>XaT 3aboyieBaHuUs
U3 TPYIIBI OPTaHUYECKUX allUAYypHil, 4aCTOTa KOTOPBIX
cocrasisieT ot 1:3000 HoBopoxXneHHbIX [23, 24]. 1o naH-
HBIM J1TabOpaTOPUM HACJIeICTBEHHBIX 00JIe3Heil oOMeHa
BellecTB MeIUKO-TeHETUYECKOTO HaydyHOTro IIeHTpa,
JMIUarHO3 HapyIIeHWs LHWKJIa MOYEBUHBI 3a TIOCIEIHUE
5 et ObLT ycTaHOBIEH B 63 ceMbsx, u3 HUX 77% cBs-
3aHbl ¢ MmytauusimMu B reHe OTC. Y 150 nereit ycTaHOB-
JIEH OUarHo3 OJHOI 13 (OpM OpTaHWUYECKUX allMIypHid.
B Poccum wyacrora 3abosieBaHMii, acCOLMMPOBAHHBIX
¢ TUrepaMMOHUEMHE B HeEOHATaJIbHOM IIepuoJe,
He oTpelesieHa, YTO MOXET ObITh CBSI3aHO KaK ¢ HeA0CTa-
TOYHBIM BHMMaHMEeM KIWHULIKCTOB K 3TOW MpobiieMe,
TaK M C OCTPbIM TedeHWeM 3abojieBaHUsI, TTPOTPECCUB-
HBIM pa3BUTHEM HEOOPATUMBIX MPOLIECCOB B OPTaHU3ME,
MPUBOISAIINX K JIETAIBHOMY MCXOLY IO MOMEHTa yCTa-
HOBJICHMSI TMAarHo3a.

Ha 06aze ®I'BY «HMWL AIull wnm. akax. B.U.
KynakoBa» Munznpasa Poccuu B Teuenue 3 ser (2014—
2016 TT.) TPOBOAMIOCH UCCIENOBaHNUE, B X0Je KOTOPOTO
KOHIIEHTpalllsl aMMHaKa B KPOBU OTpeesisyiach Y HOBO-
POXIEHHBIX B CITy4asxX yXyIIIEHUsI COCTOSTHUST B TEUEHHUE
MEePBBIX CYTOK >KWU3HU, TMOSBICHUS CUMITOMOB YTIHE-

OBMEH OlbITOM

teHus: ¢pyHkuuu LIHC, pa3Butus cymopoXHOTO CHH-
IpoMa 1/ KJIMHWYECKUX MPU3HAKOB cericuca. U3 44
obcnenoBaHHbIX (110 wmccnenoBaHuUii) TUTIEpaMMOHME-
MWt ObLTa BeIsIBIIeHa B 23% cityuaes [25].

OcHOBHbIE PUYMHBI HEOHATAILHOM TUNEPAMMOHHEMIH.
IMpyunHBI pa3BUTUS HEOHATAJTBHOW TUIIEepaMMOHUEMUN
Pa3INIHBI; BBIACISIIOT IEPBUYHYIO, BTOPUYHYIO U TpaH-
3UTOpHYIO runepammonueMmuto [17]. K nepBuuHoit Heo-
HaTaJbHOW TUIIEpaMMOHUEMUU OTHOCAT 3a00JieBaHUSI,
BbI3BaHHBIE AeheKTaMu (PepPMEHTOB WJIN TPAHCTIOPTEPOB
MKJIa MOYEeBUHEI (Tab. 1).

K BropuyHOI HeoHaTalbHOW TUIIEPAMMOHUEMUN
OTHOCATCS 3a00JIeBaHUsI, TP KOTOPBIX (PYHKIIMOHAb-
Hasl aKTUBHOCTh (DEpMEHTOB LIMKJIa MOYEBUHBI TTOIABISI-
eTCs 3a CYeT HAKOIJIEHUST MPOMEKYTOYHBIX META0ONUTOB,
00pa3oBaBIIMXCS MPU IPYTUX BPOKIECHHBIX WA TTPHOOpE-
TEHHBIX HapylleHusXx ooMeHa BellecTB [6]. K BpoxkmeH-
HBIM HapyIIeHUSIM 0OMeHa BEIIECTB, COMPOBOXKIAIOLIXCST
pa3BUTHEM BTOPMYHON HEOHATAIBHOW THIIepaMMOHUeE-
MHEM, OTHOCATCSI OpraHMYeCKHUe Aaluaypuu, MUTOXOH-
JIpyalibHble HapyIIeHUsl, 1eQeKThl 6eTa-OKUCIEHUS KUP-
HBIX KUCJOT, NedeKThl KapHUTUHOBOTO LUK, CUHIPOM
TUTIEpUHCYTMHEMUN-TUTIEPAMMOHUEMHHU (Ta0JI. 2).

PasBuTHe BTOPUYHONM HEOHATANBHOW TUIIEPAMMO-
HUEMHUU TakKKe MOXET OBITh CJEICTBUEM 3a00JieBaHUIA,
CONPOBOXIAIOIIMXCS  TTOBBIIIEHHBIM  0Opa3oBaHUEM
aMMMaKa WIM HEIOCTaTOYHOW ero yrwimsaunueir [26].
HanGomnee pacmpocTpaHeHBI cpeayd HMX — WHQEKIIN-
OHHBIE 3a0ojieBaHusl. Kpome TOro, ypoBeHb amMMMaKa
B KPOBM MOXET TOBBIIIATHCS Y TAIMEHTOB C COCYIM-
CTBIMM MaTb(hOpMaLIUSIMU W TIOPTOCUCTEMHBIMU TITYH-
TaMU B CJTy4yae, €CJIM TIOTOK KPOBU HAIpaBIsSIeTCs B HIK-
HIOIO TTOJTYIO BeHY, MUHYsI BOpOTHYIO BeHy [27]. [1pu aToM
KpPOBb 0€3 TIpeaBapUTEIbHONM IEeTOKCUKAIIUU YCTPEMIISI-
€TCSl B CHCTEMHBII KPOBOTOK Uepe3 HIKHIOKO MOJIYIO BEHY
1 KOHILIEHTpAIWsT aMMHaKa B KPOBU HAXOIUTCS B Tpeiesax
100—300 mmonb/n [28]. [1pu nHbEKIU MOYEBBIX TTYTEH,
BBI3BAHHOIN OaKTepusiMU, TIPOAYLIMPYIOIIUMHA  ypeasy
(Proteus mirabilis v HeKoTopble ITaMMbI Klebsiella species),
MOBEIIIEHNE YPOBHSI MOYEBHMHBI MPUBOIUT K Ype3Mep-

Tabauya 1. IIpudauHbI IEPBUYHOI TMIIEPAMMOHHEMHIM M YACTOTA HO30JI0THYECKIX (hopM (COCTABIIEHO ABTOPAMH)
Table 1. Causes of primary hyperammonemia and frequency of nosological forms (composed by the authors)

JedekTnl hepMEHTOB OPHUTHHOBOTO IMKJIA MOYeBIMHOOOpa3oBanusi Kpeoca—Ienseneiita (CHMBOJI reHa)

YacroTa BbisSIBJIEHUS

Hedext kapbamonndocdarcunrerassl (CPST)
JledexT opHuTHHKapoamouaTpaHchepassl (O7C)
JedekT apruHUHCYKIIMHATCUHTETa3bl (ASST)
JleeKT apruHUHCYKIIMHATIMA3bI (ASL)

Jedext N-auernnriyramarcuHTeTassl (NAGS)
JledexT aprunasbl (ARG)

Jeghexmovr mpancnopmepog

CUHIPOM rMIIEPaMMOHUEMUN — TUIIEPOPHUTUHEMHU U -TOMOIUTPYITUHYpUH (SLC25A415)

Hutpymnunemus 11 Tuna (SLC25A413)

1-9 Ha 1 000 ThIC.
1—-9 Ha 100 TbIC.
1-9 nHa 100 TBIC.
1—-9 Ha 100 TbIC.
<1 Ha 1 000 TbIC.
<1 Ha 1 000 ThIC.

1—5 na 10 ThIC.

HII

Tlpumeuanue. HJ — HET NaHHBIX.
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HOMY 00pa30BaHUIO aMMMAaKa 1 €r0 HAaKOTIJIEHUIO B KPOBU
HOBOPOXIEHHBIX [29]. JlaHHBIE MUKPOOPTaHU3MbI TAKXKe
MOTYT KOJIOHU3MPOBATh KEITYAOYHO-KHUIIIEYHBI TpPaKT,
YTO HEPEIKO, MPU YCJIOBUM Pa3BUTHS Mape3a KUIIeYHNKa,
MNPUBOIUT K ruriepammonuemun |30, 31].

B rteuenue mocnenHux 40 jet wu3ydyaeTcs BOIPOC
HeOJIaronmpusITHOTO BO3ICMCTBUST BabIIPOEBOI KUCIOTBI
Ha OpraHu3M 4YejIoBeKa, B YaCTHOCTHU rneveHsb [32]. B tute-
patype TIpeACTaBlIeHbI pabOThl, IEMOHCTPUPYIOIINeE
yBeIMUEHWE KOHIEHTPAllUM MOHOB aMMOHHUSI B KPOBM
MpU WMCIOJIb30BAaHUU TIpeTiapaToB BaJbIIPOEBOM KHUC-
JIOTHI Y HOBOPOXIIEHHBIX 1 JIeTeil paHHeTo Bo3pacTta [33].
IMaTonornvyeckoe BO3IEMCTBUE BaIBIIPOATOB A0 KOHIIA
He M3y4eHO, BO3MOXHBIMU MeXaHM3MaMM CUYUTAIOTCS
WHTUOUPOBAHKWE OKUCICHUS XUPHBIX KUCIIOT, TTOIABIIe-
HUE aKTUBHOCTM KapHUTHHA W HapylleHue 00pa3oBaHusI
anetmii- KoA [34, 35].

TpaH3uTOpHAs TMIIEpaMMOHUEMHUSI B TeproJie HOBO-
POKIECHHOCTH BCTPEYaeTCsl HAMHOTO Yallle, YeM BpOXKIeH-
Hble IedeKThl (PepMEHTOB IMKIA MOYEBUHBI, OTHAKO
JIOCTOBEPHBIE CTaTUCTUYECKUE JNAaHHbBIE O YacTOTe 3TOrO
COCTOSTHUSI OTCYTCTBYIOT [36]. ITaToreHe3 TpaH3UTOPHOM
TUTIIepaMMOHUEMUN 0 KOHIIA He M3ydeH. BO3MOXHBIMU
npeapacnojaraimmMu  (akTopaMH CITy>KaT He3pesioCTh
OPHUTUHOBOTO LMKJA (Y MPEXIeBPEMEHHO POIMBIIIMXCS
JleTeit), MYHTUPOBAHUE KPOBU 4epe3 BEHO3HBIN TMPOTOK
U MTAaTOJIOTUYECKIUE COCTOSTHHS, TIPUBOISIINE K CHIKEHUIO
byHKIMY TTeYeHn (HapylIeHWe MeYeHOYHONH MUKPOLIUP-
KyJsILMu, TiepuHaraibHast achukceust) [37, 38]. [unokcu-
YeCKHU-UIIEMUYECKOoe TopakeHUe TeYeHH HOBOPOXKIEH-
HBIX MOXET aKTMBHUPOBAaTh KacKaa BHYTPUKIIETOYHBIX
OMOXMMUYECKUX peaKIUi, TPUBOIAIINX K CHIKESHUIO
aKTUBHOCTU (pepMeHTOB LMKiIa ModyeBUHEI [39]. Kpome
TOTO, TUTIOKCUYECKHUI CTpecC YCKOpsieT KaTaboiIn3M OeJi-
KOB, UTO CJTY>KUT TIPUUMHOM PE3KOTO TTOBBILICHUS YPOBHS
aMMMaka B Iia3Me. TpaH3uTopHast HeOHaTalbHas TUTIep-
aMMOHHEMHUsI HabJTIoMaeTcs B TIEPBYIO OYepeb Y HeIOHO-
meHHbIx nereit. C. Van Geet u coaBrt. [40] cuuTatot, 4TO ¥
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3HAUUTEJIBHOTO 4YHWCJa JEeTe C DKCTPEMAbHO HU3KOW
Maccoil Tejaa Mpu pOXIEHUM W HOBOPOXICHHBIX, Tepe-
HECIIUX TSIKENyH0 ac(puKCHio, BO3MOXHO pa3BUTHUE TMaTO-
JIOTUYECKOU TUTIepaMMOHUEMUH.

Knunnyeckue nposiBienusi. B HeoHaTtabHOM Tepuoe
KJIMHWYECKWE CUMMTOMBI TUIIEPAMMOHUEMHUM Hecre-
HU(pUYHBI:

— CpPBITMBAHMSI, PBOTA;

— TIOTEPST MacChl TeJa;

— CUH/IPOM BO30YXIEHUS;

— CUH/IPOM YTHETEHWUSI,;

— MBbIIIIEYHasI TUTIOTOHUS;

— CYIOpOT'H, KOMa;

— pecriMpaTtopHble HapylleHUs (alTHO3, pecrupaTop-
HBII a1Kanos);

— KJIMHUYECKUE TIPU3HAKM CETICHCa;

— TIOJIMOpTaHHask HeJOCTaTOYHOCTD [22, 41—43].

TlepBbie MpU3HAKK HEOHATAJIBHOM TUTIEpAMMOHUEMU U
pa3BUBAIOTCS B TEUEHUE TEPBOM HENeaM KU3HM, yalle
B Bo3pacte 2—3 CcyT, B pe3yJibTaTe nucbaiaHca a3oTa, KOTo-
pBIii BO3HMKAET TIpU YIIOTpeOseHnn Oesika. XapakTepHast
0COOEHHOCTb HEOHATaJIbHOW TMIIEPaMMOHUEMUH, KaK U
MHOTUX JPYTMX HAaCJEICTBEHHBIX HapylleHuii oOMeHa
BEIIIECTB, COCTOMT B HAJIMUUM «CBETJIOTO TMPOMEXKYTKa»
B COCTOSIHUM pebeHKa B TeYeHHE HECKOJIbKUX 4YacoB
WJIN THE# TTociie pOXIeHUSsI, a TaKKe B OBICTPOM YXY/IIIIe-
HUU COCTOSTHUSI, HECMOTPsI Ha TIOCUHIIPOMHYIO TEparuio.
PerpocrniekTuBHbBIN aHanMM3 ucTOpUit Oone3Hu 74 nereit
C BPOXIEHHBIM Ae(UIIMTOM OPHUTMHKAPOAMOUJITPAHC-
¢epasbl  ToKaszaj, 4TO 3aboyieBaHWE MaHMMECTUpPYeT
B cpemHeM K 63-My yacy xu3Hm (12—240 ) [41].

JIMarHocTMKA HeOHATAJIbHO# runepaMmonnemun. [Toka-
3aHMEM K UCCJIeIOBAaHUIO YPOBHSI aMMMaKa B KPOBM CITy-
KaT JII0ObIe M3 CASAYIOIIMX COCTOSTHUI HOBOPOXKIEHHBIX:

— HeoObsicHUMoe n3meHeHue coctosiHus LIHC (Bbipa-
>KEHHBI CUHAPOM YTHETEHMSI, CYIOPOTH, KOMa 1 JIp.);

— BIIU30/IbI aITHOD;

— KJIMHUYECKUE TIPU3HAKM cercuca.

Ta6auya 2. HacnencTBeHHbIe 60JIe3HH 00MEHA BEIECTB, CONPOBOKIAIONIMECS BTOPUYHON rHIIEpPAMMOHHEMHEl (COCTABIEHO ABTOPAMH)
Table 2. Inborn errors of metabolism with secondary hyperammonemia (composed by the authors)

Oprannyeckue anuaypun (CUMBOJI FeHa)

YacroTa BbiBIEHAS

MetunmanonoBas auuaypust (MUT)
ITponuonosas aumnypusi (PCCB, PCCA)
Jeduiut 6eta-ketotronasbl (ACAT)
W3zoBanepuanosas atuaypus (1VD)
Iunpoxkcumerunrnyraposas auunypust (HMGCL)
Inyraposas aumnypus 1-ro Tuna (GCDH)
3-ruapokcumnzomMacisiHas auunypust (HIBCH)

MuToxoHapuaabHbIe 3a00IeBaHMS

JedexTsl 6eTa-okucaeHus XKUpHbIX Kuciot (ACADM, ETFHDH, ETFA, ETFB)

JedexTsl KapHUTUHOBOTO 1KAa (CPT2, SLC25420)

CHHIPOM TUIepUHCYIMHEMUM -TuniepaMMmonemun (GLUD1)

<1 Ha 1 000 TbIC.
1-9 Ha 1 000 TbIC.
<1 Ha 1 000 TbIC.
1—9 Ha 100 ThIC.
HA
<1 Ha 1 000 TbIC.
<1 Ha 1 000 TbIC.
1/ 5000 — 10 THIC.
1/ 30 ToIC. — 50 THIC.
<1 Ha 1 000 TbIC.
<1 Ha 1 000 ThbIC.
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Metoabl HccCIeA0BAHMA YPOBHSA aMMHAKa B KPOBH.
CKpUHUHTOBBIN 3KCIPECC-TECT TMPOBOIUTCS C UCITOb-
30BaHMEM aMMOHUMETPA M TECT-TOJOCOK. DTO OBICTPHINA
TEeCT, MPOBeeHNe KOTOporo 3aHumaeT 2 MuH. Hemocra-
TOK METOJa COCTOUT B HU3KOM JUAara3oHe M3MEpeHUs
oT 7 1o 286 MKMOJb/J, YTO MCKIIOYAET BO3MOXHOCTh
OLIEHKHU CTETICHU TSIKECTH TUTIEPAMMOHUEMUU.

buoxuMmuueckuii MeTom uMcCIeIOBaHUSI aMMMakKa
GoJiee TOYHBIN, OMHAKO PE3YJBTaT 3aBUCUT OT CTPOTOTO
COOJTIONICHUSI YCIIOBUI cOopa M TOCTaBKU OMoMaTtepuaia
B J1a00OpaTopuIo.

IMpeaHanmuTUyecKne acreKThl UCCIIEAOBAHUS YPOBHS
aMMMaKa B KPOBH:

— 0o0pa3lbl  KpOBM HEOOXOOMMO OpaTh TOJBKO
13 MHTAKTHOM MepudepruIecKoil BEHH;

— WcclieoBaHNe JOJDKHO OCYIIECTBIISIThCS B TIEPBbIC
2 4 mocJie 3a00pa KpoBU (ONTUMAJILHO B TeueHue 30 MUH);

— HeJTb3s TIPOBOIUTD UCCIIeA0BaHE KPOBU TIPU HAJTH -
YUU TeMOJTN3a.

Pedepercabie mokazaTenm KOHILIEHTpaLMM aMMUaKa
B KPOBM 3aBUCST OT Bo3pacta pedeHka (Tab:i. 3). B reue-
HHe 1-ro MecsIia XKU3HU YPOBEeHb aMMHaKa B KPOBU BEIIIIE,
yeMy JeTeli 6ojiee CTapliero Bo3pacTa, 9To OOYCIOBICHO
KaTaboJM3MOM O€JIKOB B TIEpUON amamnTaluy pebeHKa
K YCJIOBMSIM OKPYXKAIOIIEH Cpelibl, a TAKXKe HE3PEIOCThIO
(bepMEHTHBIX CUCTEM LIMKJIa MOUEBUHBI [37].

VY IOHOIIEHHBIX HOBOPOXKIEHHBIX YPOBEHb aMMHUaKa
CYMTAIOT MOBBILIEHHBIM TTPY KOHLEHTpauun noHos NH,
B 1utazmMe KpoBu Oosiee 110 MKMOIb/JI, Y HEAOHOIIEH-
HbBIX — Oosee 150 mxmonb/n [42]. [To HaIUM TaHHBIM,
y 370pOBBIX JTOHOIIEHHBIX HOBOPOXIEHHBIX B Tep-
Bble 4 JHS )KM3HU YPOBEHb amMMMaka BapbupyeT oT 33,2
1o 94,7 MKMOJIb/J1. Y 3M0POBBIX HOBOPOXKICHHBIX JETei
aMMMaK SJTMMUHUPYETCS, HE TOCTUTAsT KPUTUIECKUX KOH -
LIEHTpaLi, OMHAKO HaJIu4Kue (PaKTOPOB, OCITOKHSIOIINX
TedeHHe HEeOHATAJbHOTO TMepuoaa, MOXET CITOCOOCTBO-
BaTbh pa3BUTHIO MATOJIOTMUECKON ruriepaMMoHuemMun [37].

IMepBast nuHUST oO6CHEenOBAaHUS JUISI JUATHOCTUKU
MPUYMH HEOHATAJTbHOW TUIEPAMMOHUEMUM BKJTIOYAET
orpeeieHre CIIeAYIOIINX IToKa3aTeei:

* TJTIOKO3a B KPOBHU,

* Ta30BbII COCTaB KPOBHU,

e JIaKTaT B KPOBH,

* KETOHOBBIE TeJIa B MOYe,

* TIeYeHOUHbIE TECTHI,

¢ Koaryjiorpamma,

Tabauya 3. HopMbl cofepKaHnst aMMUAKa B Kpou [44]
Table 3. References of blood ammonia level [44]

Conepxanne aMMAaKa

Bospacrubie rpynme! B KPOBH, MKMOJIb/JT
HoBopoxkneHHbIE 64—110
0—2 Hen 56—92
Crapuie 1 mec 21-50
Bapocibie 11-32

OBMEH OlbITOM

» kpeatnHdochoknHaza (KDPK),
reHasa B KpOBH,

* aMUHOKMCJIOTHI B KPOBH,

* alMJIKAaPHUTUHBI B KPOBHU,

* OpOTOBasl KMCJIOTa B MOYe,

* OpraHMYecKue KUCIOTHI B MOYe,

* TPOMOOIIUTHI, JIEUKOLIUTHI B KPOBU.

Jnst moaTBepXKAeHUsT HacJieACTBEHHOro 3aboJjieBa-
HUsSI, TIPOTEKAIOIIEr0 C TUIlepaMMOHMEMUeEl, HeoOXOo-
MBI B TIEPBYIO OYepeb OMOXUMUYECKUE UCCTIeIOBaHMSI,
TaK Kak Ha OCHOBaHWM aHaJIn3a KOHLEHTPAllMU U CIIeK-
Tpa MeTabOJIUTOB B KPOBU U Moue [44] MOXHO ¢ BBICOKOIA
BEpPOSITHOCTHIO TIOATBEPAUTH JAMArHo3. MoJieKyasipHO-
TEeHETUYECKOE MCCIIeOBaHUE TakKe JIODKHO ObITh peKo-
MeH/IoBaHO. BmecTe ¢ TeM, yunThIBasi, 4To Ha JabopaTtop-
HO€ BBISIBJIGHUE TMPUUYUHBI TUTIEPAMMOHUEMUM MOXKET
YUTH OT OMHOM 1O HECKOJIbKUX HEAEJb, TEPATTUIO CIIETYET
Hayarh J10 MOJYYeHUsI Pe3yIbTaTOB MOJIEKYJISIPHO-TeHETH -
YeCKOTO TECTUPOBAHUSI.

Juddepennmanbias AMATHOCTUKA NPUYUH HEOHATANIb-
HOW TrumepaMMoOHHMeMuH. AJTOpUTM uddepeHIIaTbHON
JUATHOCTUKW TIPU BBISIBICHUN TUTIEPAMMOHUEMUU TIpE/i-
craBiieH Ha puc. 2. CieayeT OTMETUTb, YTO TPU3HAKU
pecnMpaTOpHOTrO ajikajo3a B COYETAHUM C TUIepaMMO-
HUEMHUEeN XxapaKTepHbI /151 3a00JIeBaHWI U3 TPYIITIBI HApY-
IIEHWN IMKJIAa MOYEBUHBI T.€. TIEPBUYHON HEOHATATBHOM
ruriepaMMoHuemMun. B ciaydae pasButusi Merabosue-
CKOTO JIaKTaT-allu/03a, Hapsiy C TOBBIIIEHUEM YPOBHSI
KETOHOBBIX TeJl B MOYE, TPOMOOILIMTONIEHUEH U JIelKoTe-
HUel, HEOOXOIMMO TTOyMaTh O 3a00JIeBaHUU U3 TPYIIITbI
opraHuyeckux auuaypuit. CToiKuid JakTar-aiumao3 ciy-
SKAT TTATOTHOMOHUYHBIM MTPU3HAKOM MUTOXOHIPUATBHBIX
HapyieHuii. Kpome Toro, mpu 1mogo3peHur Ha MUTOXOH-
JpuaibHOe 3a00JIeBaH1E CIIETyeT TPOBECTU MTPOOY C KOPM-
JIeHUEeM, KOTOpasi OCHOBaHa Ha OTIpeIe]IeHUU YPOBHSI TUTI0-
KO3bI U JIJaKTaTa 10 mpuema Muiiy 1 yepe3 30 MUH 1oce.
VBennueHne ypoBHsI JlaKTaTta rmocjie KopmyieHus Ha (poHe
HapacTaHUsI YPOBHSI TJIFOKO3bI B KPOBU — TMIPU3HAK MUTO-
XOHJPUAJIbHOTO HapylieHusl. BakHO TMOMHUTBL, 4TO Ha
MOMEHT 00CJIeIoBaHMsI TTapeHTepabHas JOTalUsT HYTPU-
€HTOB JIOJKHA ObITh MpuocTaHOBJeHa. Eciu mpumeHe-
HUE BHTepabHOI Harpy3Kd HEBO3MOXHO, TIPOOY CIIeIyeT
MPOBOIMUTH T10 OIMMUCAHHON paHee cXeMe ¢ BHYTPHUBEHHOM
noTtauuyeit yrieBomoB. Eciv mpu mpoBeneHMM JTaHHOMN
MpoObl y pebeHKa 10 KOPMJICHUSI OTMEUYAeTCsT TUTTOTTMKE-
Mus Ha (poHe JIaKTaTalua03a, CIeAyeT UCKIIOUUTD IJTNKO-
TeHOBYIO 0O0JIe3Hb, IS KOTOPOI XapaKTepHbI HOpMaJu-
3allMsl YPOBHSI TJIFOKO3bl B KPOBU M CHWXXEHHE YPOBHSI
nakrtara yepe3 20—30 MuH 110cie TTpuema . B ciygae
CTOMKOW TUTIOTJIMKEMUM MMETh B BUIY CUHAPOM THMIIEp-
WHCYJIMHeMUHU-TUnepaMmmoneMun. I[lpu 3aboseBaHUSIX
U3 TPYMIbl 1eeKTOB OeTa-OKUCICHUST XXUPHBIX KHUCIOT
OTMEYarTCsl HECTOMKUI (KakK TpaBUiIo, B MEepUo Kpu3a)
JIaKTaT-aluI03, a TAKXKe TUITOTJIMKEeMUsI (CM. puC. 2).

Haubonee  TsKenmo  mporekalT — 3a0oJieBaHUS
W3 TPYIMbl HAPYIIEHWI 1IMKJIa MOYEBUHBI U OpraHuYe-
ckux anuaypuii. [lpy uccnegoBaHuM crieKTpa aMUHO-

JJaKTaTaeruapo-
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KUCJIOT ¥ allMJIKAPHUTUHOB B KPOBU, OPTaHUYECKUX KUC-
JIOT ¥ OPOTOBOM KMCIIOTBI B MOYE MOTYT OBITH BHISIBICHBI
XapakTepHble n3MeHeHUs. [Tpu 3a60/1eBaHUSIX U3 TPYTIITHI
HapylIeHU’ 1IUKJIa MOYEBUHBI BBISBIISIIOTCS U3MEHEHUS
B aMUHOKHUCJIOTHOM CTEKTPEe KPOBM, a TaKxKe ITOBBIIIE-
HUE CONEepXaHUSI OPOTOBOI KMCIOTHI B Move (Tadi. 4).
ITpu opraHUYeCcKMNX aluaypHUsiX OOHAPYKUBAIOT U3MEHE-
HUSI B CTIEKTPE OPTaHMUECKUX KUCJIOT B MOUE M allMIKap-
HUTWHOB B KpoBHU (TabJ1. 5) [45].

Kaxk 051710 0TMEYeHO, Hanbosiee yacToit (hopMoii Heo-
HaTaJbHOW TUIIEPAMMOHUEMUM SIBJISIETCST TPAH3UTOPHAST
runepaMMoHueMust. JImarHo3 ycTaHaBIMBaeTCs ITyTeM
HUCKITIOUeHUs] HaCJIeACTBEHHBIX 3a00JjieBaHU oOMeHa
BEILIECTB, AaCCOLMMPOBAHHBIX C TUIIEpaMMOHHEMUEN,
U BBIIBICHUS (haKTOPOB, CITOCOOCTBYIOIINX Pa3BUTHIO
JTAHHOTO COCTOSTHUSI: HEJIOHOIIEHHOCTD, MepUHATaIbHAs
acuKkcHus, TIpUeM MpernapaToB BaJIbIIPOEBON KHUCTOTHI,
TeyeHre MH(PEKIIMOHHOTO TpoIlecca H JIp.

Jleyenne. B Hacrosiiiiee BpeMsi He CYIIECTBYeT OOIlie-
MPUHSTOTO TIOPOTOBOTO YPOBHSI aMMHUaka B KPOBH,

Jleemsapesa A.B. u coasm. TunepaMMOHMEMHSI B IPAKTHKE HEOHATOIOTA

MPY KOTOPOM HEOOXOAMMO HAauMHATh MHTEHCHUBHYIO Tepa-
MU0, OJTHAKO MPY KOHIIEHTPALIM HOHOB aMMOHHSI B KDOBU
>150 MKMOJIb/J1 y JOHOIIIEHHOTO HOBOPOXJIEHHOTO 1 0oJjiee
200 MKMOJIB/JT Y HEJOHOIIEHHOTO TPEeOYIOTCSl HENpPephbIB-
HBIIl KOHTPOJTb Bpaya M TOTOBHOCTb HayaTbh CUMIITOMATH-
YyecKoe JiedeHWe B J000M MOMEHT. [ToMUMO TIOBBIIIEH-
HOWM KOHIEHTpAIlMM MOHOB aMMOHMSI, CJIeAyeT oOpallaTh
BHUMaHWe Ha TIPOJODKUTEbHOCTh JAHHOTO COCTOSTHUSI,
TaK KaK B HEKOTOPBIX CITyJasiX OHa UTpaeT Oojee BaXKHYIO
POJIb, YeM aOCOJTIOTHBIN YpOBEHb aMMMaKa [46].

B nipoTokoiiax BefeHUsI HOBOPOXKIEHHBIX C TUTIEpaM-
MOHHMEMUEN K MEPOTIPUSITUSIM TTePBOI JIMHUKM OTHOCSITCS
caenmyrotue [6]:

— TIpeKpalieHue 10Talu Oenka B TeueHue 24—48 u
(TIpeBBIIIEHNE TOTO MePUOoaa MOXKET MPUBECTH K YCUIIe-
HUIO KaTaboJM3Ma U yXyIIIEHUIO COCTOSTHUSI MallueHTa);

— Havajio WH(Y3MOHHON Teparnuu pacTBOPOM TJIIO-
KO3BI C IIEThIO O0ECIIeYeHUST SHEePTeTUUECKON IMOTped-
HOCTH W TIPEIOTBpALIEHMST Pa3BUTHUSI KaTaOOJIMIECKUX
npoieccoB (Heobxomumo obecrieuynth MUHUMYM 110%

HeoHatanbHasa runepamMmmoHemMms

F'mnornnkemns

MeTtabonunyeckui
nakrataunaoos

PecnunpaTopHbIn ankanos

\

TpaHauTopHas runep-
aMMOHVemMUs

— mnornukemus,
-1 KDK,
— CuHppom untonmsa

LedekTbl 6eTa-okmcne-
HUS XXUPHBIX KNCIOT

\ v

HapyLueHVle LiKJia Mo4ve-

- 1 KeToHOBbIX TeN B MoYe, AL

— TpombouuToneHus,
— JlenkoneHnus,
— CvHOPOM uMTONM3a

OpraHuyeckue auma-
ypun

—>< MwuToxoHapuanbHble 3abonesaHus )

\

CvIHOPOM FMNEPUHCYTMHEMUN-
rmnepamMmmMoHueMnm

MunkoreHoBas 60s1€3Hb

Puc. 2. Anroput™m muddepeHIMATHLHOI INATHOCTHKYA HEOHATAJIbHOI runepamMvonremu. O0bscHeHNe B TEKCTe (COCTABIEHO ABTOPAMH).
Fig. 2. Differential diagnostic algorithm for neonatal hyperammonemia. Explanantion in text (composed by the authors).
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Tabauya 4. VI3MeHeHHs aMAHOKHCJIOT B KDOBH* M OPOTOBOIi KICJIOTHI B MOYE NPH 3200/IeBAHUSAX U3 TPYNIIBI HAPYIIEHUIA UK

MoyeBUHbI [17]

Table 4. Changes of amino acids in blood and orotic acid in urine in urea cycle disorders [17]

3aboaeBanue

T'en, HacenoBanne

Oprannyeckue KHCJIOTbI MO4H,/

AMHHOKHCJIOTBI KDOBH
KPOBH

HenocrarounocTs kapbamonidochar

CPS1, AP
CUHTETa3bl

HemocTaTo4HOCTh OPHUTUHTPAHCKAPO-

aMuUJIa3bl HBII
HenocraTouHocTh apruHUHCYKITMHAT- ASSI, AP
CUHTETAa3bl
HenocraTouyHOCTh aprUHUHCYKITUHAT-

ASL, AP
JIMa3bl (ApTMHUHSIHTapHAS alldoypysT)
HenocraTouHOCTh apruHa3bl ARG1, AP
Henocratounocts N-anetui-riayramar- NAGS, AP
CHHTETa3bl
HHH cunnpom ORNTI, AP
IutpyniuHemus 1-ro Tuna CTLN2, AP

OTC, X —cueruieH-

I/N aprunux
/N murpymnun
tImyramun
1 AnaHnH

/N opotoBas kucinoTa

|/N apruaux

T E e — 11 OpoTOBas KUCIIOTA

tapruHuH

TTT LUTPYILIHH N OpOoTOBasd KMCJI0Ta

|/N aprunux N opoToBast KHCIIOTa (B PEAKHX

T LUTPYIITUH CITy4asiX MOKET HE3HAYUTEIbHO

TrIyTaMuH MOBBIIIATHCST)
TajaHuH 11 apruHUHSHTapHAs! KUCIOTa

11 apruHuH N oporoBas Kuciaora

|/N aprunux N oporoBas kuciaoTa

HesnaunrenbHO noBbILIE-
11 OpHUTUH

Ha/N opoTOBasi KMCIO0Ta

1 UUTPYJLINH N opoToBas Kuciora

Tlpumeuanue. *3a60p GoMaTepuasa CTpOro A0 Havaua crieuMpuyeckoil Teparnuu u/uim reMotTpaHchy3uu.

Tabauya 5. i3MeHeHHs aMJIKAPHUTHHOB B KPOBHM M OPraHMYECKUX KMCJIOT B MOY€ NPH OPraHMYecKuX anuaypusx [46]
Table 5. Changes of acylcarnitine profile in blood and organic acids in urine in organic acidurias [46]

3aboaeBanue

IToBbllIEHHbIE OpraHn4eCkKue KucJjaoTbl B MOY€E

Amuikapauriab (MC/MC)

MeTuamManoHoBast aluaypust

MertwimumoHHas1, 3-TUAPOKCUTIPOTTMOHOBAS, 3-TUIPOKCHU -
M30BajepuaHoBas, 3-TUAPOKCUOYTUPAT, 2-METUI-3-TUIP-
OKCUOYTHPAT, MPONTUOHWITITUIIH

IIponmmoHoBas anumypust

MeTunmManoHoBasi, METUJUTMUMOHHAS, TUAPOKCUTIPOITMOHO-
Bad, 3—I‘I/II[pOKCI/II/I3OBaJ'ICpI/IaHOBaH, NPONMUOHUITIIMIIVH

t1 C4DC?,
c3/c21, co

€31 COJ,
€3/C21, €3/cot

N Goree e 3-TUAPOKCUOYTHPAT, 2-TUAPOKCUOYTUPAT, 3-TUAPOKCUN30- 1 C50H
BaJIepUaHOBasl, 2-MeTHJIALIETOALIETOBAsI, TUTJIMITIMIIH 1C5:1
WM3oBanepunrinuuH, 4-ruagpoKcuBajiepuaHoBasi, 3-TUap- >t col,
M3oBanepruaHoBast alumaypust > ? C5/C21, C5/Coft,
OKCUM30BaJIepUaHOBASsT
C5/C31
1 C5DC
DiryrapoBast atumypust 1-ro Tuma — [myrapoBasi, 3-THAPOKCUTITyTapoBast, TIIyTAKOHOBAsT 1CsDC/ C8
CYTOYHOI TOTpeOHOCTM B 3Heprum). HauanbHasi no3a HOIIGHHBIX — Ha3HauyeHMe OeH30aTa HaTpUsi B 03¢

10 Mr/Kr/MUH;

— WCClielOBaHUE  YPOBHSI  TJIIOKO3bI B KPOBU
yepe3 30 MUH, B cllyyae TUTEPIJIMKEMUN TOTalUsI MHCY-
JIMHA B CTAaHJIAPTHOM J103€ C TMOCJeAyIolIeil KoppeKiuei
B 3aBUCMMOCTHU OT YPOBHSI TJIFOKO3bI B KPOBHU;

— BHYTPUBEHHAsl  JIOTallUsl  KUPOBBIX  BMYJIbCUIA
I obecrieyeHus  BHEPreTUYecKoi  MOTpeOHOCTH
(TOJIBKO TIOCJIE WCKJIIOYEHUs] HapyIIeHUN OKUCICHUS
SKUPHBIX KUCJIOT);

— MCKJTIOYEHUE M3 Teparuu npernapaToB BaJblIPOEBOi
KHCJIOTHI;

—TIpUy ypOBHe amMmuaka Bbilie 150 MKMOJb/1
y JOHOIIEHHBbIX aeTeil u Bbiie 200 MKMOJIb/JI Y HEIO0-

250 Mr/Kr/CyT nepopajbHO;

— KOHTPOJIb KOHIIEHTpAallMX aMMHaKa B KPOBHU OCY-
IIECTBIIIETCS KaxKable 3 J.

CoriacHO MeXIyHapOIHBIM PEKOMEHIALIUSIM T10 Jieue-
HUIO TUIIEpaMMOHWEMUH TI0Ka3aHO BHYTPHMBEHHOE BBE-
JIEHWE TIperapaToB, CBSI3bIBAIOIIMX aMMHUaK, OIHAKO
B HacrosIee BpeMst Ha Tepputopun Poccuiickoit Mdene-
palyu JaHHbIE JIeKapCTBEHHBIE CPEICTBA HE 3aperucTpu-
poBaHBI. beH3oar Hatpms I TepOpaIbHOTO BBEACHMUS
3aperucTpUpoBaH, HO 1O ApYruM mnokazaHusiM. [ToaTomy
BCEe TMperaparbl, CBS3bIBAIOIIME aMMHUaK, OTHOCSITCS
K TiperniapaTam off-label v st uX IpuMEHeHUsI TpedyeTcst
odopmieHne GeaepabHOr0 BpadyeOHOrO KOHCHIIMyMa
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Tabauya 6. Cxema Tepanuy runepaMMOHAEMHN B 3aBUCMMOCTH OT NPHUYMHBI M KOHIEHTPAIMM HOHOB AMMOHHS B KpoBH [6]
Table 6. Treatment according cause and level of hyperammonemia [6]

Yposenn
AMMOHHMS
B KpoBH, MKM /11

Tepanus B 0TCyTCTBHE
NOATBEPAKIEHHOTO ANATHO3a

Tepanusi Ipu YCTAHOBJIEHHOM
3200.JIeBAHMH U3 TPYIITIBI HAPYIIEHMIT
LUKJIA MOYEBHHBI

KommenTapun

Beiie Bepx-
HEW TpaHULIbI
HOPMBI

150—-250

250-500

500—1000

>1000

Meporpustys TepBoii IMHUN

» Bensoar Hatpus®,

o L-apruHun®™

* KapriiymoBas KUCJIOTA®,
* KapHWUTUH, BUTaMUH B
TUH

1> OHO-

* [IponomkuUTh HAYATYIO TEPATHIO,
* MIPUTOTOBUTH PACTBOD

1151 TeMo (ira) bUiIbTpaluu

WV TIEPUTOHEATLHOTO Ara-

JIM3a MPU TSKENoM sH1edano-
MaTUX W/WIN paHHEM TTOBBIIIIE-
HUU yPOBHST aMMOHMUSI B KPOBU
WJIM OYEHb paHHEeM J1e0l0Te
(1—2-i1 neHsp),

* HauaTb remo(1na) (puIbTpaIuo
B OTCYTCTBME OBICTPOTO CHUXKE-
HUST KOHIIEHTPAIIM aMMOHUSI

B Iipeneiax 3—6 u

 [IpomoyKUTh HAYATYIO TEpa-
MU0

* CPOYHO HayaTh remMo(aua)
GuIBTpanNIo WK MTEPUTOHEATb-
HBII Ananu3

e OueHUTH lieJiecoodpas-

HOCTh PaIyKaJIbHOTO JICYCHUS
WY TIepexoa Ha NaIMaTUBHYIO
TIOMOIIIb

Mepornpusitus nepBoii TMHUN

» L-aprunun®+

L-marpymmiH nst 601e3Hei,
CBSI3aHHBIX C TedeKTaMu FeHOB
NAGS, CPS1, O1C,

» OeHzoar HaTpus + HeHUTOYTH-
pat/deHnnanerar HaTpus1®,

* PacCMOTPETh BOZMOXHOCTh
SHTEPATLHOTO (Uepe3 Ha30-
racTpajbHbII 30H]) BBEACHUS
YIJIEBOIOB W SMYJTbCHH JIUTTUIOB
(17151 TIOBBIIIIEHUST KaJIOPUIHOCTH)

¢ [TpomoKUTh HAUaTyIO Tepa-
110 ,

* TIPUTOTOBUTH PACTBOP

JIJ1sT TeMo (aua) puIbTpain

WJIM TIEPUTOHEAIbHOTO JI1a-
JI3a MIPU TSKEJol sHIiehano-
MaTUK /U PAHHEM TOBBIIIE-
HUU YPOBHSI aMMOHMSI B KDOBU
WA OYEHb PAHHEM Je010Te
(1—2-11 neHp),

* HayaTb remo(nua) puiasTpanmo
B OTCYTCTBHE OBICTPOTO CHUXE-
HMSI aMMOHUS B mpeaenax 3—6 u

 [Ipomo/KuTh HAYATyIO TEpa-
Mnuio,

* CPOYHO HayaTh remMo(aua)
(UIBTPALIMIO WA TTIEPUTOHEATb-
HBII AnaIn3

* OlLIeHUTH LiesIecoobpas-

HOCTb PaayKaJIbHOIO JIEYECHUSI
WJIM TIEPEX0/ia Ha TaJUTMATUBHYIO
IIOMOIIIb

* PerynsipHblii KOHTPOJIb YPOBHSI
aMMMakKa B KpOBH,

* n3beraTb OOMEHHOTO TMePeu-
BaHUs KPOBU TaK KakK OHO MOXKET
YCUJIUTh KaTabOoJIMU3M,

* M30eraTh TUIIEPOCMOJIIPHOCTH
KPOBU (TUIEPIIAUKEMHUST),

* TIPU TSDKEJIOM TUIEPIIIMKEMUN,
C BBICOKMM YpOBHEM JIaKTarTa

(>3 MMOJIb/NT) IPEATOYTUTETHHO
CHM3UTH MH(Y3UIO IJTIOKO3bI, a He
YBEJIMUMBATH JOTALIMIO MHCYIMHA,
* n30eraTh BBEIECHUSI TUTTOTOHM -
YECKMX PACTBOPOB,

* He Ha3HayaTh L-apruHuH

npu 00JIe3HU, CBSI3aHHOMI

¢ neekrom reHa ARG,

* PETYISIPHBII KOHTPOJIb YPOBHS
* BJIEKTPOJMUTOB (KOPPEKIIUS
YPOBHS HATPUSI U KaJlns ),

* YYUTBIBATh ITOTPEOICHUE
HaTpus MPU Ha3HaYEeHU U OEH30-
aTta win (heHuI0yTrpaTa HaTpus,
* KOHTPOJb YpOBHS (hochaToB

U 00beMa MH(Y3MOHHOM Tepa-
ITAH, C TIeJTBIO TIPEIOTBPALICHUS
OCJIOXKHEHUI mpu reMo(aua)
(uasTpaluy ¥ MEPUTOHEATHLHOM
AaTn3e

IIpumeuanue. a — L-aprunun runpoxyuopus (B 10% pactBope Toko3bl): BHYyTpuBeHHO 250 Mr/kr (1,2 MMonb/kr) 3a 90—120 MuH, 3ateM
250 mr/kr/cyt (1,2 MMOJIb/KT/CYT) B BUle HEMPEPbIBHOK MHGY3UU IO KOHTPOJIEM YPOBHSI aprMHMHA B KPOBU; b — GeH30aT HaTpus Win ¢e-
Huuaterat Hatpus (B 10% pacTBope It0Ko3bl): BHYTpuBeHHO 250 Mr/kr 3a 90—120 muH, 3aTem 250 Mr/Kr/CyT B BUzie HeNpepbIBHOW MHDY31H;
¢ — N-kapbamauiariyTamar (KapriyMoBasi KMCJI0Ta): 9HTePaIbHO Yepe3 Ha3oracTpaibHbIii 30Ha 100 Mr/KT, 3aTeM 25—62,5 MT/KT Kaxnsie 6 4;
d — conepxanue HaTpust B | r 6eH30aTa 1K eHUIaleTaTa HaTPKsl COCTaBIsieT 7 U 5,4 MMOJIb COOTBETCTBEHHO.

u comtacusi ponurteneit. [lpueM maHHBIX JIeKapCTBEHHBIX
CPENCTB TMPU OPTaHUYECKUX alMIypUsIX U 3a00JIeBaHUSIX
W3 TPYMIbl HapylIeHUN LMKJIa MOYEBMHBI HEOOXOMUM
MO XKM3HEHHBbIM TMokazaHusM. [lpemaparbl L-apruHuH,
L-uuTpy/uinH 1 KapriiyMoBasi KMCJIOTa TaKKe He 3aperv-
CTPUPOBAHbI B Halllell CTpaHe W MOTYT ObITh TOJyYeHbI
Ha OCHOBaHUM (DenepalbHOrO KOHCUJIMyMa ISl JISUEHUST
MalMeHTa ¢ COOTBETCTBYIOIIMMU 3a00sieBaHUAMU [47].
Ilpn opraHmyeckux auuAypusiX MpernapatoM BbIOOpa
SIBJISIETCSl OEH30aT HaTpus, TOCKOJIBKY OH OBICTPO CBSI-
3bIBa€T aMMHMaK B KpPOBHU, CITOCOOCTBYs €rO BBIBEICHUIO
u3 opraHusmMa. OIHaKO sl JOJITOCPOYHOTO MOMEPKAHUS
HOpMaJIbHOW KOHIIEHTpallMd aMMuaka B KpOBU HEo0-
XOIMM TIONOOp Teparvy B 3aBUCUMOCTU OT 3a00JieBaHUsI.

ITpu HEKOTOPBIX OpraHNUECKUX AlUITYPUSIX (TIPOTTMOHOBASI,
METHIMAIOHOBAsT I M30BaJIepUaHOBasl allaypyun) Tipera-
paToM BBIOOpa TSI KyNMUPOBaHUS TUTIEPAMMOHUEMUUE-
CKOTO KpH3a 1 TaJTbHEHUTIIETO JISISHUST CITY>KUT KapriTyMoBast
KUCJIOTa, €€ Ha3HaYeHUEe BO3MOXHO MOCJIe MTOATBEPKIEHUS
nuarHosa. HauanbHas pekomenmyemas no3a 50—100 mr/kr/
CyT B 2—4 mprieMa, B TaTbHEUIIIEM TIPOBOTUTCST MHIUBUITY-
JTbHasT KOPPEKIINS O3Bl C TIETBI0 TTOIICPIKAHUS YPOBHS
aMMMaka B IJ1a3Me KPOBHU B Mpejieiax HopMbl [48].

B 3aBucMMOCTH OT YCTAaHOBJICHHOI HO30JIOTHYC-
CKOI1 (hOpMBI OPraHNMYECKOW AIlMAYyPUN TOTIOTHUTEITEHO
Ha3zHayaloTCs caeaylolre npenaparsl [48]:

e L-xapuutun 100 mr/kr/cyt (mponumoHoOBas, U30-
BaJIepUaHOBAasI U TIyTapoBasl allMaypusi TUT ) — KOHBIO-
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TUPYeTCsl C aMUHOKUCJIOTAMU W YBEJIMYMBAET UX IKC-
Kpeluio ¢ MOYON; MalMeHTaM C MEeTUIMaJOHOBOM
aluaypuei U OYeYHOM HEIOCTaTOYHOCTbIO PEKOMEHI0-
BaHO Ha3Ha4YaTh MEHbIIYIO 03y KAPHUTUHA;

* TUIPOKCHKOOanaMuH (BUTaMuH B ) 1—-2 mr/Kr/cyT
BHYTPUBEHHO (METWJIMAJIOHOBAs allUIypus);

e 6uotuH 10—20 Mr/Kr/cyT BHyTPUBEHHO WUJIU BHYTPb
(mponuoHoBast alUaypus);

* TuaMuH 10—50 Mr/Kr/CyT BHyTPMBEHHO WU BHYTPb
(mMponMoHOBast alUIypUs);

e pubodmaBun 20—50 Mr/Kr/cyT BHYTPUBEHHO
WX BHYTPb (TIyTapoBas auuaypust tam [);
e L-muima 150—300  wMr/kr/cyT  BHYTPUBEHHO

NJIN BHYTPb (I/I3OBaJ'[CpI/IaHOBa$[ aHI/I,HeMI/IH).

3akovyeHue

HacnencreenHoe HapymeHue oOMeHa  BElIeCTB
CJIEayeT HCKIII0YaTb y HOBOPOXICHHBLIX IIPpWU HaJIU4YUN
CHMHApOMaA YTrHETCHMHA M Cyaoporax HEACHOIo Trc¢HeE3a,
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Lenp ucciaenoBanus: OLEHKA TedeHNs] i HCXO/I0B BOJYAHOYHOro HedpuTa y nereii; onpenenenue 3¢)(eKTHBHOCTH HCTIOIb30BAHMS
HMHrMOMTOPOB AHTHOTEH3MHNIPeBpPaIaouero epMeHTa NpU BOJTYAHOUHOM Hedpure.

XapakrepucTuka aereii 1 meTopl. 3a 20-1eTHHIT IePHO MPOAHATM3UPOBAHBI IaHHbIE 0 36 JETIX C CHCTEMHOU KPACHOI BOTYAHKOI
M BOTYAHOYHBIM He()PUTOM B Bo3pacTe ot 5 10 17 jet.

Pesyasratel. B 72,2% ciiyyaeB Ha0Mo0aJ0Ch MOpPaXKeHHe MOYeK B [e0l0Te 3a00/1€BaHNsA, OTMEYEHO TSKEJI0e, PeluIuBUpyolee
TeyeHHe BOTYAHOYHOro Heppura. Hedppormueckuii cuaapom passuiics B 47,2% ciayyaeB. Bee manyenTs! mosryyain KOMILIEKCHYIO
Tepanuio: KOPTHKOCTEPOuIbl, IUKI0Gochan, a3aTHONPUH, CeleKTHBHbIE UMMYHOCYNpeccopbl. Y 23 neTeii MPpOBeIeHO HCCIeNo-
BaHMe N0 onpeeeHui0 () ()eKTUBHOCTH TePANUH SHAIANPUIOM, HA3HAYAEMOIi C eIbI0 HeponpoTeKunu. BoisiBieHO, YTO AaHHBII
npenapar yJiIyduaeT oTAajeHHble pe3yabTaTl. Hadmonanoch cHIZKeHHe YacTOThI pelMIUBOB 3200/1eBaHus B 2 pa3a, yMeHbIIEeHHe
YPOBHSI CYTOUHOIi poTenHypun B 5 pa3. [laTuneTHss BbokuBaeMocTh otMedeHa y 100% naunuentos, 10-netnss — y 91,6%, Tep-
MHHAJIbHASL CTA/INSA NMOYEYHO! HEJOCTATOYHOCTH AMarHoctupoBaHa y 8,4% nereii. Bo B3pociaom Bo3pacte ymepiu 5 nmanueHToB
(erampHocTs 13,9%).

3akmouenne. /leTn ¢ BOJTYAHOUHBIM He()PUTOM HYXKIAIOTCA B JUIMTEIbHOIN MoaepKuBaomeil Tepanuu. Vcnoab3oBanue cenek-
THBHBIX IMMYHOCYTIPeCCOPOB 1 HehPONIPOTEKTOPOB CIIOCOOCTBOBAIN BbKMBAEMOCTH MOYEK.

Karouesvte caoea: demu, cucmemHas KpacHas 60A4aHKA, B0AHAHOUHbII Hedhpum, XPOHUUeCKas 00Ae3Hb noueK, UHUOUMOPbl AHSUO-
MEeH3UHNPespawaue2o gepmenma, 00ulas 8biJICUBAEMOCHb, BbIICUBACMOCHTb HOHEK.

Ana untupoBauns: Makoseukasi I".A., Masyp J1.U., Bopucosa O.B., bapuHos B.H., CegawkuHa O.A., bapaHHukoBa E.A. Bon4aHOo4HbI HEGHpUT
B neamnarpu4eckori npaktuke: 20-neTHui oneiT HabmoaeHwid. Poc BecTH nepuHaton n neanarp 2020; 65:(6): 108-115. DOI: 10.21508/1027—-
4065-2020-65-6-108-115

Purpose of the Study: assessment of the course and outcomes of the lupus nephritis in children; determination of the efficiency of use
of the angiotensin-converting enzyme inhibitors for the lupus nephritis.

Children Characteristics and Study Methods. Over a 20-year period, we analyzed the data of 36 children with the systemic lupus
erythematosus and lupus nephritis at the ages from 5 to 17 years.

Results. In 72.2% of the cases, the kidney damage was noted at the disease onset, and the severe, recurrent course of the lupus
nephritis was registered. The nephrotic syndrome has developed in 47.2% of cases. All patients received the comprehensive treatment:
corticosteroids, cyclophosphamide, azathioprine, selective immunosuppressants. A study was conducted for 23 children to determine
the efficiency of the enalapril treatment prescribed for the purpose of the nephroprotection. It was revealed that this drug improves
the long-term results. There was registered the twofold decrease in the disease recurrence rate, fivefold decrease in the level of daily
proteinuria. Five-year survival rate was observed in 100% of the patients, 10-year — in 91.6%, end-stage renal failure was diagnosed
in 8.4% of the children. 5 patients died in adult life (mortality rate is 13.9%).

Conclusion. The children with the lupus nephritis require the continuation maintenance therapy. The use of the selective immunosup-
pressants and nephroprotectors has contributed to the renal survival.

Key words: children, systemic lupus erythematosus, lupus nephritis, chronic renal disease, angiotensin-converting enzyme inhibitors,
overall survival, renal survival.

For citation: Makovetskaya G.A., Mazur L.1., Borisova O.V., Barinov V.N., Sedashkina O.A., Barannikova E.A. Lupus Nephritis in Pediatric Practice:
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Maxkoseyxas I'A. u coaem. BonuanouHblil HepUT B MeAUATPHUECKOit MpakTHKe: 20-JTeTHHMIT ONBIT HAOMIOAEHU I

CI/ICTGMHaH KpacHas BOJTYaHKa — XPOHMUYECKOE ayTO-
MMMYHHOE 3a00JieBaHUe, UMEIoIIee TSKeJloe Teue-
HUE U cepbe3Hblit TPorHos. ¥ 44—70% malueHToB ¢ 1aH-
HOI1 00JIe3HBIO, HAYMHAIOIIEHCS B JETCTBE, pa3BUBAETCSI
BOJTYAHOUHBIN HE(PUT — TKEIOE OCIOXKHEHUE, BIIUSIO-
111ee Ha BBDKMBAHUE M KAYECTBO KU3HU OOJbHBIX [ 1—4].

MenunHckass reorpadus  3a0ojieBaHUSI  BeJIMKa.
PervoHaabHble M STHUYECKHWE OCOOEHHOCTH TEUCHMS
U WCXOJOB BOJMAHOYHOTO HedpuTa y AeTell aKTUBHO
o0cyX/aroTcss B 3apyOexHoil JMTeparype. MHorue
HCCIIeIOBATEN N U3 Pa3HbIX CTPaH MPEICTaBISIOT Pe3yIb-
TaThl PETPO- M MTPOCTICKTUBHBIX HAOTIONEHUI Ha MPOTSI-
>xeHuu 5 jiet u 6onee [5—9]. D. Batinic u coast. (2015) [5]
MIPUBOIST JaHHBIE O 37 XOPBATCKUX JETAX C TOpaxkeHUEeM
MoYeKk TIpU CUCTEeMHON KpacHoil BojyaHke. [lepuon
HaOJIIoIeHUsl TalMeHToB coctaBua ot 1,1 mo 21 rona.
BbrkrBaeMocTh oka3anach Hanbosiee HU3KOM y OOJbHbBIX
¢ BomyaHOYHBIM HedpuTom IV kiacca [5]. S.M. Al-May-
ouf u coant. (2017) [7] numyr o6 Mcxomax Topaxe-
HUST TIOYeK Yy 84 caymoBCKUX JeTeil, 00caeI0BaHHBIX
3a nepuof ¢ 2000 mo 2015 1. [7]. CpeaHsast pOIOJKUTETh-
HOCTb HabmomeHust coctaBuia 9,3 roga. OOIIast BHIKM-
BaeMOCTb MAIMEHTOB: 110 5 JieT — 94% u mo 10 et — 87%.
A. Elmougy u coast. (2015) [3] mpenctaBunu 16-neTHMiA
OTBIT HAOJIONEHUsI €TUIETCKUX IeTel ¢ BOJYaHOUHBIM
He@pPUTOM C OIEHKONM KIMHUYECKNX OCOOCHHOCTEN,
TUCTOIMATOJIOTMYECKUX TTaTTEPHOB, METOAOB JICUCHUS
u ucxonoB. Becero nsydeno 136 mamueHToB, mpeodiagaiu
Jna XeHcKoro moja. CpemHsiss TPOaOJIKUTETBHOCTD
HabmoneHusT coctaBuia 4,1 roma. B 1% cnydaeB manu-
E€HTBl WMeJIU TEePMUHAIBHYIO CTaIWio0 XPOHUYECKOM
MOYEYHOM HexocTaTouHoCTH, 11% ymepiu.

H. Jebali u coast. (2017) coobinaior o 43 TyHUCCKUX
JIETSIX C BOJTYAHOYHBIM HedputoMm [6]. CpemHuii cpok
HaOoneHus coctaBui 77 mec. O011ast S-JIeTHSIST BBIKM-
BaeMoCTb Obla y 86% 6oabHBIX, 10—15 met — y 74%.
Puck ¢dopmupoBaHus TepMUHAIBHOM CTaAUU XPOHU-
YeCKOM TOYEYHON HEeTOCTATOYHOCTH  YBEIMUMUBAIICS
MpY BO3HUKHOBEHWM OCTPOTO TIOBPEXIECHUS TMOYEK
B 1e010Te 3a00JIeBaHUsI U PA3BUTUU TYOYJTOMHTEPCTULIU-
anmpHOTO (MOpPO3a.

J. George u coaBt. (2018) uzyumnaum ocoOeHHOCTH
Te4eHUsI U pedpakTepHOCTb K Teparny BOJTYAHOTHOTO
Hedputa y wuHauiickux geteir [9]. PerpocrnektuBHO
paccMOTpeHBl MCTOpUM 00e3HM 34 neTeil ¢ mopaxe-
HueM nouek. [lalnmeHTOB HaOMIOAAIM KaK MUHUMYM 5
JIET, TIPU OTOM TISITUJICTHSISI BBIKMBA€MOCTb COCTaBMJIA
79%. Ha TIpoTHO3 BIMSIIM YacThle pEeUMIVUBBLI OOJIE3HU
1 pepakTepHOCTD K TepaIvim.

Takum oOpa3oM, MO JaHHBIM 3apyOeXKHBIX MCCIe-
JoBaTesieii, BBDKMBAeMOCThb JeTeil M0 S5 JIeT KojebaeTcs
or 79% (y wnHmuiickux geteit) mo 94% (y caymoBCKUX
rmaneHToB), 10 et u 6ombine — ot 74 1 10 87%.

HMMMyHOCynpeccrBHAasI Teparus BOTYaHOYHOTO Hed-
puTa B TOCIEIHNE NECATUIIETUS TIpUBeia K 3HAUUTEb-
HOMY M3MEHEHUIO pe3yJbTaToB JieueHus . Tak, 1Mo MHe-
Huto D.Y. Yap u coaBt. (2018) [10], KopTUKOCTEPOUIbI

B COYETaHUU C MUKO(EHOJIOBOW KUCIOTON WM ITUKJIIO-
dochamMmunom TOBBIIAIOT 3GGEKTUBHOCTD  JIEYEHUS
y OOJBIIMHCTBA MAlMEHTOB, HO CTETIEHb YJIydIllIeHUs
KJIMHUYECKUX PE3yJbTaTOB UMEET 3HAUMTEJIbHbIE MHIM-
BuAyanbHble Bapuaiuu [10].

B uccnenoBanun H. Tanaka u coaBt. (2017) momuep-
KMBAIOTCSl TPYIHOCTU Ton0dopa TpernapaToB sl Jieye-
HUS JeTeil U OCOOEHHO IOJAPOCTKOB C BOJYAaHOYHBIM
Hedputom [11]. B Hacrosiiiee BpeMsi TTPOIOJIKAIOTCS
HCCIIeIOBaHUS IO TIPUMEHEHUIO JIEKAPCTBEHHBIX CPENICTB
JUJISI KOHTPOJISI BOCTIAJIMTEJIbHBIX TTPOIIECCOB MPU CUCTEM -
HOW KpacHOW BOJYaHKe, WCIIOJb3YIOTCS CJeayIoline
JIEKapCTBEHHbIE CpENCTBA: PUTYKCMMabd, Oenrnmymao,
6opTte3omMuo, aKynuzymao [12].

B mocnenHue roabl MpoBeneHO MHOTO PaHIOMU3U-
POBaHHBIX MCCJIENOBAaHUI, CpPaBHUBAIOIIMX CTpaTErvu
Tepanuu BosyaHouyHoro Hedpurta [13]. B 20121 atu
JNAHHBbIe OBUTM BKJTIOYEHBI B 6 pa3IWYHBIX PYKOBOJCTB
MO JICYEHUIO TIOpaXeHUs TOYeK MPU CUCTEMHOI Kpac-
HOW BOJlYaHKE, B TOM 4ucle y aereil. B HuUx mpencras-
JIEHbl OCHOBHBIE TIPUHIIMTBI JEUCHUS — MEXIyHapo-
HbIE, eBpoTelicKue, aMepuKaHCKHUe.

N. Groot u coast. (2017) [14] mpuBoasaT Hay4YHO 000C-
HOBaHHbIE COBPEMEHHBbIE MEXIYHapOJHbIE peKOMeHIa-
MU MO0 JUAarHOCTUKE W JICYEHUI0 CUCTEMHOUW KpacHOM
BOJJYAHKM C FOBEHWJIbHBIM Je0IOTOM ISl 0OecriedeHus:
JIIeTe eAMHOI M KauyeCTBEHHOI momolblo. PekoMeHma-
nnu nmoarotosaeHsl Mo mHuatuse SHARE — Enunoro
LIEHTpa ¥ TOYKM JTOCTYTIA JUIs1 TTIeAaTpUIecKoil peBMaTo-
norun B EBpone. [IpencraBieHbl pa3indyHblie BapUaHThI
JIedeHus ¢ yyeToM Mopdoiiornyeckoro kiacca. D. Tun-
nicliffe n coaBt. (2015) [15] cuuTaloT, 4YTO Ha MpaKTUKE
B JICUEHUM TIPU CHCTEMHOM KpacHOW BOJYaHKE CyIIle-
CTBYIOT pasznuuusi. Tak, OTMEUeHO, YTO MMeEEeTCs 3Ha-
YUTEJIbHBI pa30dpoc B pPEeKOMEHAAIMSIX IO JeUYeHUIO
TIpY pa3INYHBIX KJaccaxX BoJldaHOYHOro Hedputa. O0OCy-
JKIAeTCsl COBPEMEHHAasl pojb pUTYyKcMMaba B Teparnuu
naHHoi matojorun [16]. CoxpaHsIIOIIUIiCS aMepUKaH-
CKMI CTaHIApT JIeYeHUsI COCTOUT U3 HavyaJIbHOW (MHAYK-
LIMOHHOI) W pacIIMpeHHO# (momaaepxxuBatolieit) ¢das,
B KOTOPBIX CTEPOUIbI MCIIOJB3YIOTCSI B KOMOMHAIUU
¢ uukiaopochaMuaoM WIM APYTUM UMMYHOCYIIPECCUB-
HBIM TIperapatoM (MuKodeHosata MoQeTus, a3aTuo-
npuH) [17].

B HacTosiiee BpeMsi BHUMaHWE HcclieqoBaTeseit
COCpEZIOTOYEHO Ha CBOEBPEMEHHOM  OTNpe/e/ieHun
KJ1acca BOJIYAHOYHOTO HedpuTa, a TAaKXKe TTOUCKe JieKap-
CTBEHHBIX TIpernapaToB, 00JanalIX MUHUMAaIbHOU
TOKCUYHOCTBIO U YJIYYIIAIOIIMX OTHAJEHHbIA HCXOJ,
3a0oJieBaHMSI. buoricusi oYeK — <«30JI0TO CTaHAapT»
nuarHoctuku [18]. OqHako oHa WHBa3WBHA U HEPEIKO
BBI3bIBAET OCJOXHEHUs. OOCYXKIaeTCsl posib Pa3TUUHbBIX
OuoMapKepoB B KPOBU M MOYE JIJIs IMAarHOCTUKU BOJIYa-
HouHoro HedpuTa [19].

Takum oOpa3om, BOMPOCHI AMATHOCTUKM, JICUYEHUSI
1 MOHUTOPUHTA T€YEHUsT OOJIE3HU Y JIeTell ¢ BOJTYaHOU-
HbIM He(@PUTOM OCTAalOTCS aKTyaJbHOW MpobIeMoit
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B neauaTpuu. B ¢BSI3M ¢ 3TUM MBI PEANTPUHSUIM HACTOSI-
1ee ucciieloBaHue.

Ilean nccienoBanus: olieHKa TeYCHUST U UCXObI BOJI-
yaHOYHOTO Hedpurta y nmereit B CamMapcKOM peTHOHE;
omnpeneneHne 3POEeKTUBHOCTA UCITOIb30BaHUS MHTOM -
TOPOB aHTHOTeH3WHITpeBpaaiomiero depmenra (AITD)
NP JTaHHOM 3a00JIEBaHNH.

XapakTtepucTuka geTtein u MeToabl UccrnefoBaHUs

B uccnenoBanue BKiIIOYEeHBI 36 JeTeil ¢ TMarHO30M
CHCTeMHasl KpacHas BOJYaHKa, BOJYAHOUHBIM Hed-
put B Bo3pacte ot 5 no 17 yiet (cpemHuii BO3pacT cocTa-
Bua 12,5+4,7 rona), Kotopble HaOJIOIATNCH B IETCKOM
pETMOHAIBHOM  He(pOJIOTMYECKOM IIeHTpe Ha 0a3e
Camapckoil  00JIaCTHOl ~ KJIMHMYECKOU  OOJIbHUIIBI
um. B.JI. CepenaBuna B 20-netHuit nepuon ¢ 2000 u o
2019 1. Bo3pact nmereit Ha MOMEHT AeOIoTa 3a00JIeBaHUS
coctaBui OT 11 Mec u 10 3 JIeT BKIIIOUUTENIBHO — 5 mauu-
eHToB (13,9%); 4—6 net — 8 (22,2%); 7—14 — 15 (41,7%);
15—17 ner — 8 (22,2%). Ilpeobnamanmu AeTH TITKOJb-
HoOro Bo3pacra. JleBouyek ObIJI0 HECKOILKO 0oJibiie — 24
(66,7%), mambunkoB — 12 (33,3%). JAnuteapHOCTD 3200-
JIeBaHUsI K Hayajly Halllero WMCCIIeIOBaHUs COCTaBMJIA:
MUHUMaJIbHas 10 1 Mec, MakcumaiabHas — 1o 14,5 roma
(B cpenHeM 6,8+ 5,5 rona).

Jns oueHku HedpompoTeKTUBHOTO 3¢deKkTa 3Ha-
JTarpujia MBI BBIICTWIN IBE TPYIMIbI JeTedl ¢ BOJIYa-
HOUYHBIM HedputoMm. B 1-10 rpynmny Bouum 12 mamueH-
TOB, TOJYYalOIIMX Tperapar B TedeHue 2 JIeT, BO 2-10
rpymmry — 11 mereit 6e3 tepammu uHrnOutopamu AlTO.
JlaHHbIe TalMEeHThl OBUTM COMOCTAaBMMBI IO BO3PACTY,
MOJIy ¥ TIOJTy9aeMOMY OCHOBHOMY JIEYEHUIO (TTTIOKOKOP-
TUKOCTEPOUIHbIE, MMMYHOCYIIPECCUBHBIE TIpernaparhl).
B octpom mepmone y 23 o0ciienoBaHHBIX IETeil apTepu-
aJTbHOM TUTIEPTeH3MU He oTMedeHo. [Ipu TOBBIIEHUN
apTepuaJbHOTO JABJIEHUsI, BO3HMKAIOIIEM KaK OCJIOXK-
HEHUEe OCHOBHOW Tepanmuu BOJYaHOUHOTO Hedpwura,
IS TeYeHUsT apTepuaTbHOM TUTIEPTEH3UN UCTTOTb30BaTN
0JI0KaTOPBI KaJIbIIMEBBIX KAHAJIOB, 3-0J10KAaTOPHI.

Hetn, poxxneHHble B cepenrHe 90-x rogoB XX Beka —
B Hauajne 2000-X romoB, MpM AOCTUXEHUU 18-J1eTHEro
BO3pacTa TepeIaBaiiCh BO B3POCIYIO CETh MEPBUYHOTO
3BeHa 37paBoOXpaHeHusT. MBI POCIEININ Cyab0y Mmaim-
€HTOB, paboTasi ¢ apXMBOM He(POJOTUIECKOTO U JHra-
JIN3HOTO OTAEJIEHWH, a TaKXe IyTeM MPsSIMOTO KOHTaKTa
¢ HepooraMu B3pOCIOi TTOJTUKINHUKHY.

Jnst amarHocTUKM 3a00J1eBaHUS UCTIONb30BaIu (dee-
paJibHbIe KJIMHUYEeCKHe IPOTOKOoabl [20] m pekomeHma-
uuu [pynmbl MeXIyHapOAHBIX COTPYAHUYAIOIINX KITU-
HUK cucteMHoil Bomuanku (SLISS, 2012) npu Hanuyuu
4 XpuTepueB, B TOM YKCIIe UMMYHOJOTUIECKOTO, a TAKXKe
AwmepukaHcKoil Kojuiernu peBmartojioroB (ACR, 1997),
ecau nanueHT umen 4 kputepust us 11 [21]. detn nony-
YaJii KOMIUIEKC KIMHUKO-Ta00paTOPHBIX, HMMMYHO-
JIOTUYECKUX, WHCTPYMEHTAJTBHBIX U MOP(OIOTHYECKUX
uccienoBaHu. CKOpPOCTb KIyOOUKOBOHW (DUIbTpaliuy
otieHuBaiu o ¢opmyJe LllBapiia.

OBMEH OlbITOM

Pesynbrathbl M 06CyXaeHne

B uumcne manMeHTOB perMoHaIbHOrO HeppPOIOTH-
YecKOro IIeHTpa C BOJYaHOYHBIM He(PPUTOM OBLIN
Kak TMOCTYyIaBIIMe B OCTPOM I€pUOJe C TIEPBBIM IIU-
300M OOJIE3HW WM C PEelUAMBOM, TaK U OOJbHbBIC
B COCTOSIHUM  pPEMUCCHHU, TOCTUTAIN3UpPOBAHHbBIC
I TUTAaHOBOTO oOcienoBaHusi. B cpegHeM KaxKablit
peOEeHOK C BIIepBbIC BbISIBIEHHBIM 3a00JIeBAHUEM B Teue-
HUe roja nocrymnaji B OTAeJieHue AeTCKOoi Hedpoaorum 3
paza (MUHUMYM |—2, MakcuMyM 10 6 pa3). B 6ombmmH-
CTBE CJIyvyaeB MOpakeHWe TOoYeK OTMEUYeHO B Je0roTe
CHCTEMHOU KpacHOi BomuaHku — y 26 (72,2%) nereii;
10 (27,8%) manyeHTHI ¢ BOMYaHOUYHBIM HEPUTOM ObLITH
nepeBeeHbl U3 KapIMOPEeBMaTOJIOTMYECKOTO OTACICHNS,
IlIe OHU JICUWJIMCH MO TTOBOJLy CUCTEMHOI KpacHOM BOJI-
YaHKW 1 MUOKapIUTa.

BoyryanouyHblii HePUT XapaKTepU30BaJICS CIICIYIO-
wumMu nposgsiaeHusmu. B 100% ciyuaeB omnpeneieHa
npoteunypus (>0,5 v/cyr); y 17 (47,2%) nauneHTOB —
HedpoTruecKknit CUHAPOM, Y 2 M3 HUX cHavaja ObLT 11a-
THOCTMUPOBAH TICPBUYHBII HeMPOTUIECKUI CUHIPOM
W JUIIb TIPA TTIOBTOPHOM TIOCTYIUIGHWM ObLIa JMArHo-
CTUpOBaHAa CHUCTEMHasl KpacHasl BoJlYaHKa. Y 8 nerei
HedpoTUUecKUit CUMHAPOM ObLIT HEIMOJHBIM — 0e3 oTe-
KOB W/WIWA TUMEPIUTIMIEMUN. BBIpakeHHbIE OTEKH,
CHUXEHUE CYTOYHOTO IMype3a OTMeYeHo y 9 maum-
eHToB. [urepxonecteprHeMus: BoisiBieHa y 7 (19,4%)
neTteil ¢ KojebaHMSIMU YPOBHSI XojiecTepuHa OT 8,5
no 18,4 mmonb/n. TunmomporemHemusi umenach B 13
(36,1%) cnygasix. MukporeMatypusi HabIomazach
y 55,6% nauneHTOB (6—40 3pUTPOLIMTOB B TTOJIE 3pEHUS ).
IloyeuHasi HEmMOCTaTOYHOCTH OCTPOTO Tiepuofa Obliaa
BhIsiBIIeHa Y 8 (22,2%) nmeTeil, HepeaKo COMPOBOXIAIACH
MakporemaTtypuei, apTepuaabHOM TUTIEPTeH3Uel, BbIpa-
JKEHHBIM OT€YHBIM CHHAPOMOM, JUTUTETbHOM OJTUTYpUEii,
azotemueit. I[Ipy 3ToM ypoBeHb KpeaTMHMHA B CBIBO-
poTke KpoBu gocturan 136—384 MKMOJIb/JT; MOYEBUHBI —
9,8—30,5 mMmonb/n. JlaHHBIM TIaliMeHTaM ObLT TIPOBEACH
MepUTOHEATbHBIN TUaTN3.

ApTepuanbHas ruriepTeHsust ormeuena y 10 (27,8%)
nereit. JlekommeHcanmusl (QYHKIMKA TMOYeK B JeOroTe
00JIe3HU, BbIpaxkeHHasl MaKporeMaTypusi, apTeprasbHasi
TUTIEPTEH3USI CITyXKaT HeOJIaronpusITHBIMU TMTPOrHOCTUYE-
CKMMMU TIpU3HAKaMM, T10 MHEHUIO psija aBTOpoB [22, 23]
1 TI0 HallleMy MHeHUo. M3 6 marmeHToB ¢ TakuM nedro-
TOM 3a00JiIeBaHUs 4 YMEPJIH.

ITpu 6uoncuu nouex y 10 nereit BbIsSIBIEH ME3aHTUO-
npoavdepaTaTUBHbIN TIIOMepyJIoHedpUT (Yactora mpu-
3Haka 70%), B TOM 4uciie y 2 MallieHTOB C BhIPaKEHHBIM
TyOyJOMHTEPCTULIMATIBHBIM U COCYIMCTBIM KOMITOHEH-
TaMW; MUHUMAaJIbHbIE U3MEHEHMSsT, 60JIe3Hb TOHKHUX MEM-
6pan (20%), Me3aHTHONPONIUMEPATUBHBIN TIIOMEPYJIO-
He(pPUT ¢ CeTMEHTapHBIM TIoMepyockiepo3om (10%).
Ilo manHbIM Ouorncum, Tipeobiamanu TpoaudepaTuB-
Hble KJacchl BojyaHoyHoro Hedputa (III — ouarosbrii
WJIM CerMEHTapHbIi BoMuyaHOUHbINA Hedput, [V — nud-
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Maxkoseyxas I'A. u coaem. BonuanouHblil HepUT B MeAUATPHUECKOit MpakTHKe: 20-JTeTHHMIT ONBIT HAOMIOAEHU I

¢y3HbIIl TIponudepaTuBHbIA). Y 4 neteit onpeneeH
III Tun mopaxeHust ToveK (O4YaroBbIil TponudepaTuB-
HBII TJIOMEPYJIOHEeMPUT, aKTUBHBIN, ¢ CETMEHTAPHBIMU
(TOTAJIBHBIMU — Y OJHOTO pebeHKa) TOBPEXKACHUSIMU
Me3aHTusT). B 6 ciydasx BeIsIBIeH AUMGY3HBIA TpOTu-
(epaTUBHBIN BKCTPAKAMWIISIPHBINA TJIOMEPYIOHE(PUT.
KauHndyecku y JaHHBIX TTALIMEHTOB 3a00JIeBaHKE COTIPO-
BOXIIAJIOCh MTOYEYHON HEIOCTATOYHOCTbIO, y 5 AeTeil —
BBIpaXXEHHON apTepuaibHOM rumnepreHsneit. OrpaHuye-
HUST B TIPOBEJACHUM OMOTICUM OBITU CBSI3aHBI C Pa3HBIMU
MpUYMHAMU (TEXHUYECKHE TTPUINHBI, OTKA3 POIUTEIIEC).

Kpome TmopakeHUsT TIOYeK, OIpEIesiii 2KCTpa-
peHaIbHbIe TIPOSIBJICHUS CUCTEMHOI KPAaCHOW BOJTYaHKU
(tabun. 1). Hepenko y meteil BBISBISIN MOJUCUCTEMHBIE
nopaxenus. ¥ pebenka I., 7 net, me0OoT 3abo0yieBaHUS
¢ He(POTUIECKUM CUHAPOMOM U TIOUEYHON HemocTa-
TOYHOCTBIO COYETANICS C MMOKApPIUTOM, apTepualbHOMI
runiepreH3ueit u nopaxenuem LIHC. ¥ mainmenTa pa3su-
JIOCH MpeXosIiee HapylieHre MO3rOBOTO KpOBooOpalie-
HUST TIO UIIEMWYECKOMY THITYy B GacceifHe CpeTHeMO3To-
BOI1 M 3aTBUIOYHOI apTepuii. B mocienyroiiem Tskenbie
OCJIOXKHEHMST OBUTH KYTTUPOBAHBI.

Y 38,9% nereit B nebrore 3aboseBaHusi Hab01a-
JIOCh TIOBBILLIEHWE TeMIlepaTyphl Tena 10 (heOpuIbHOMA.
Hauaso 6oJie3HM yaiiie ObLIO CBSI3aHO C MIEPEeHECEHHBIMU
nHpekunoHHbIMU 3aboneBaHusiMu: OPBW, rpumnmowm,
AHTMHOM, TuMbaaeHUToM, GYpyHKYJIe30M. Y IBYX J1€BO-
YeK-TOAPOCTKOB JeOI0T ObUT CBSI3aH € HACTYIICHHEM
MeHapxe. OTsrouleHHasi HacJaeICTBEHHOCTb BbISIBIEHA
v 5 (13,9%) manmeHTOB: MaTepu 2 IeTeil UMeTU CUCTEM-
HYIO KpacHyIO BOJIYAHKY, Me3aHTHOIpOJHbepaTUBHbBIN
TJIOMepYyJIOHe(PUT OTMEUEH Y OJIMKANIIINX POJCTBEHHM -
KOB 2 TIAalIMEHTOB, XpOHMYECKasT IMOYeuyHast HeI0CTaTOU-
HOCTb — y OTIIa OJTHOTO pebeHKa.

ITo wyacToTe BBIIBIEHUSI CpeAM TeMaTOJOTHYE-
CKHMX M3MEHEHWM Ha TIepBOM MecTe ObUTa aHeMUs:
y OONBIIMHCTBA TALIMEHTOB — HETEMOJMTHYECKAST,
HOPMO- WJIM TUTIOXPOMHAasl, He COMPOBOXKIANACh PETHU-
kymouutosoM (75,0%); B 14,9% cinyyaeB — TspKemast
reMoJIUTUYeCKass aHeMusi, KyMOC-To3uTuBHas. [ToBBI-
menre COD ormedeHo y 91,7% OGOMBHBIX, JelKoOTE-
HUSl — Y 1/3 maiueHToB.

[MoBbiieHue TMTpa aHTUTEN K ABycniupanbHoit JJTHK
(ncIHK) wmenocy y 28 (77,8%) neteii. BrisiBIeHBI
U Apyrue MMMYHOJIOTUYECKUE U CepOIOTMUECKUe U3Me-
HEHUs: TOBBIIIEHUE YPOBHS LIUPKYIUPYIOIINX UMMYH-
HBIX KOMITJIEKCOB Y 19 (52,8%) nmeteil, aHTMHYKJIeapHBIiA
daxkrtop onpeneneH y 34 (94,4%) neteit, MOJTOKUTETbHBIIA
BOJTYaHOYHBIN aHTUKOATYISHT — Y 7 (19,4%).

OCHOBY Tepaliy BOJYAHOYHOTO HedpuTa COCTaB-
JISUTA TITIOKOKOPTUKOCTEPOUIBI 1 UMMYHOETIPECCAHTHI,
KOTOpbIe MBI TIPUMEHSITU B Pa3IUIHbIX KOMOWHAIIUSIX.
B nepvion MHAYKIIMY peMUCCHU BCe AETH TIOJTYJYaIH TIPEI-
HU30JI0H, €T0 J03WPOBKa 3aBHCEa OT CTEIEHU aKTHB-
HOCTU mpouecca (HavaibHas nosa 0,25—1,0 mMr/kr cyt
MpU HU3KOM M YMEpEeHHON aKTUBHOCTU B TedyeHUe 4—6
Hen). B octpoM mepuone y 11 manueHTOB Ha3HayeHUe

Tabauya 1. DRCTpapeHaIbHbIE, JA00OPATOPHBIE U HMMYH-
Hbl€ MPOSIBJIEHNS B 1e0I0Te CHCTEMHO# KPACHOI BOTYAHKH
y 36 nereii

Table 1. Emergency, laboratory and immunological
manifestations in the debut of systemic lupus erythematosus
in children

. . Yucio 00JbHBIX,
IIposiBJieHHs1 CUCTEMHOM KPACHOW BOYAHKH

aoc. (%)
DKcTpapeHabHbIE TPOSIBICHUS
OcTpoe, aKTUBHOE NTOPAXKEHUE KOXKU:
— CBITIb Ha CKYyJIaxX (apuTema), 8(22,2)
— CBIMb MSATHUCTO-TIAIYJIe3Hasl, 3(8,3)
— (phoToceHcUOMIM3ALIMS, 5(13,8)
— KalmUTSIPATHI 11 (30,6)
IMopaxeHue CIM3UCTBIX 000T0UEK
(TMHTUBUT, CTOMATUT, XEUJINT) 15 (41,7)
Aptpur (2 nepudepuyecKux cycraBa
u 6ostee) 6 (16,7)
Cepo3sur:
— IJIEBPUT, 4 (11,1)
— TIepUKapIUT 2 (5,6)
[Mopaxenue [IHC
— SMWIENITUYECKUI TPUCTYTI,
— TICUX03, 2(5,6)
— HapylIeHMS TTIOBeIEHUS (SMOLIMOHAb- 3(8,3)
Hasl JJAOMJIbHOCTh, HEraTUBU3M U JIP.) 18 (50,0)
[MopaxkeHue cepreTHO-COCYTUCTOMN
CHCTEMBI
— MUOKapIuUT 10 (27,8)
[emaronornueckue mposiBIeHUs
I[emonutuueckast anemusi (reMOrJI00MH
40—63 /1) ¢ petukynonuro3omM, Kymoe-
O3UTUBHAs 5(14,9)
Heremonutrueckast aHeMusi (TeMOTJIO-
ouH 52—105 r/n), KymGc-HeratuBHas 27 (75,0)
Jleiikonenus (1,2—3,8)-10°/n 12 (33,3)
Tpomb6oruronenust (30—75)-10%/n 7 (19,4)
COB 2258 mm/u 33 (91,7)
HWMMyHHBIE HapyIIEeHUS

a-IHK 28 (77,8)
aHTUHYKJIeapHBIi hakTop 34 (94,4)
TOJIOKUTEJIBbHBIN TECT HA BOJTYAHOYHBIA
AHTUKOATYJISIHT 7 (19,4)
ToJIoXuTeTbHas peakius Kymoca 7 (19,4)

MPeTHNU30JI0HA COUETANIM C TYJIbC-Teparmueit MeTUIITIPEI -
HU30JJ0HOM. MBI UCITOIb30BaJiM BHYTPUBEHHOE BBEIE-
Hue mpernaparta B jo3e 20—30 Mr/Kr Ha OJHO BBeICHUE
(He 6osiee 1000 Mr) 3 gHS TIOCIemOBaTEbHO, 3aTEM TIepe-
XOIWJIM Ha TepopajibHOe NMpUMEHEHHMe TpeIHU30JI0HA
(2 Mr/KT) B TeueHNe 6—8 Hell, TTOCTETIEHHO CHITKAs 103y
1o 0,3—0,5 mr/Kr/cyT B TeueHue 3 mec.

Ilpy HeOGIaronpusITHOM KIMHUYECKOM TEUEeHUU,
BBICOKOM aKTMBHOCTHM TIpoliecca, a TakKe, YIUThbIBad,
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YTO y HAIIUX MaIlMEeHTOB IMpeobanaau mpoardepaTuB-
Hble KJIaCCHl BOJYAHOYHOTO HedpuTa, BMECTe C KOp-
TUKOCTEPOUAAMU TIPOBOAWIIM LIMKJIBI ITyJbC-Teparum
nukinodochaMugom (BHYTPUBEHHOE BBEJACHME B 03¢
500—1000 mr/m? 1 pa3 B Mecsiil B TeueHue 6 mec). IMaru-
€HTaM C TIOYEYHON HeIO0CTaTOUHOCTHIO, a30TeMUEN MPOo-
Boauau rutazmacdepes (ot 5 10 10 ceaHCOB €XeTHEBHO).
Ilpn peumouBUpYOIIEM XapakTepe 3abojeBaHUS,
COXpaHEHUM aKTUBHOCTH TIpoliecca M pedpakTepHOCTH
K Tepanuu, a TakxKe TPY HAJTUIUU MPU3HAKOB TOPMOHO-
3aBUCUMOCTH ¥ TOPMOHOTOKCUYHOCTU KOPPUTUPOBAIU
Teparnuio — OTMEHSUTA TJTIOKOKOPTUKOCTEPOUIBI, TIpUMe-
HSUTU 6J10KaTOp KaJlblUHEBPUHA (LIMKJIOCTIOpUH A) —y 11
mauneHToB (150—200 mMr/M?, Ipy JOCTHKEHUU PEMUCCHI
MOCTENEHHO CHUXKau 103y A0 0,5—1,0 Mmr/Kr/cyT) u/unu
MUKOGhEHOIOBYIO KMCIIOTY — ¥ 14 nereit (600 mr/m? 2 pasa
B CYTKH).

IMpuMeHeHWE  CENEKTUBHBIX MMMYHOCYITPECCOPOB
(uukocopuH A, MUKO(EHOI0Basl KMCIO0Ta) TTOBBIIIAIO
a3 dekTUBHOCTb JieueHusl. Pemuccust (yaiie HernosiHas)
0e3 peLIMInBOB JUTIIIAch OT 12 mec 10 5 ety 88,9% nereii.

Hamu oTMedeHBI peakiiny Ha BBeleHNe INKI0pocd-
aMKIa B BUIE KalUIs, MEepUICHUs, pPBOTbI Y €TUHUIHBIX
O6osbHBIX. C TIpUMEHEHUEM IMKJIOCIIOpMHA A CBSI3aHbI
Takue HeXenareabHble 3(@MEKThl, KaK THUIEPTPUXO3,
TUTIEPIUTa3usl IeCeH, TPaH3MTOPHOE YXYAIIeHUe (PYHK-
uuit mouek (y 4 60sbHbIX). JIUTENbHOCTD MTpUEMa Mpe-
rapara cocTaBmiIa OT 6 Mec 10 5 JieT TMox KOHTPOJEM
conmepxkaHus ero B KpoBu. Ha (poHe mpuMeHeHMST ITUKITO-
CIIOpWHA MTPOBEIEHBI CHYKEHUE O3Bl MM OTMEHA TIpe-
HM30JI0HA Y psfa MAleHTOB.

Kimunnueckuii npumep. Manbuuk 1O., 14 net. bonen
B TeueHUe 5 JieT. 3abosieBaHNE HAYaIOCh C OCTPOTO TIOBpe-
SKIEHMS TIOUEK W TIPOSIBIIEHUI CMEIIaHHOW (hOPMBI TJI0-
MepyioHedpura. Ilociae MHIYKIMU PEMUCCUU U KYIH-
pOBaHUS TIOUEYHOM HETOCTATOYHOCTH 4Yepe3 IO CHOBa
HACTYITAJIO O00OCTpeHWe 3abojieBaHUs. bBbIT yTOYHEH
JIMAarHO3: CHUCTEMHasl KpacHas BOJYaHKa, BOJYAHOY-
HBIIE HehpuT. o 3TOro Jeunsics KOPTUKOCTEpOUIAMU
n umkitodocdanom. Ilocire Koppekuny guarHo3a B CBSI3U
¢ obocTpeHneM ObLT Ha3HAYEH IIUKJIOCTIOPUH A, KOTOPBIi
pebeHoK rosydan B TeueHue 3 jieT. Yepes 2 roga ot Havana
JIEYEHUST STUM TIperapaToM TMPeTHU30JI0H ObIT OTMEHEH.
OTMedeHa TIONMHAsI KIIMHWKO-JIAOOpAaTOpHAsl PEeMMCCHS,
KOoTOpasi TipoioirkaeTcst B TedeHne 3 jeT. CKopocTh KTy-
06ouKkoBoil unbTpanuu coctapisier 120 Mji/MUH (XpOHU-
yeckas 6ose3Hb nouek I cranun). Hauato cHuxeHue 103bl
LIMKJIOCIIOPMHA C MOCJIEAYIONIE OTMEHOM.

IMpomoIKUTETLHOCT  TIPUMEHEHUST MHUKO(EHOJIO-
BOIW KHWCJIOTHI B KauyeCTBE MOMAECPKUBAIOIIEH Teparuu
MpY BOTYAHOYHOM HedpuTe 1o peKomeHaannu Oobeamn-
HEHHOI eBpOIeCKON JIUTU MPOTUB peBMaTn3Ma u EBpo-
MEMCKOM MOoYeyHOl accolaluy Auaan3a U TpaHCIIaH-
TalMU COoCcTaBsieT He MeHee 3 jieT. Mbl uMeeM 7-JIeTHUIA
ONBIT Ha3HayeHMsl Tipemnapara. Mcrmonb3oBaHMe MHKO-
(beHOIOBOI KUCIIOTBI CTOJIb JJTUTETLHOE BpeMsI HE BbI3bI-
BaJIO MOOOYHBIX PEAKIIUAN.

OBMEH OlbITOM

B cBa3uM ¢ HecHMXalomelcss WMMYHOJOTHYECKOM
AKTUBHOCTBIO 3 TMalMeHTa ¢ TTOJIMCUCTEMHBIMU TOpa-
JKEHWSIMM OBITM TIepeBeleHbl Ha MpOrpaMMBl C TIpU-
MEHEeHUEeM OMOJIOTMYECKHX METOMOB JieueHus. Bcrem-
cTBUe Hed(h(MEKTUBHOCTU MPETHU30JIOHA B COYCTAHUU
¢ uukiodochaMugIoM MyIbC-TePANui0  MMPUMEHSIIN
B COYETAaHWMU C HCIOJb30BaHUEM TE€HHO-WHXEHEPHOTO
npenapara purykcumaba (375 Mr/m? oIvH pa3 B HENEIO
Ha MPOTSKEHUU 4 Hef).

Cy1iecTByeT ToYKa 3peHUsI, YTO, HECMOTPSI Ha JOCTH-
JK€HWEe paHHero KJIMHWYECKOTO OTBEeTa, MoYKa TP BOJI-
YaHOYHOM He(puTe TOABEPraeTcsl IOJTOBPEMEHHOMY
noBpexaeHuto [11, 18]. IIpu aToM UMeIOTCSI COCYyaUCThIC
nopaxeHusi, OOYCJIOBJIEHHbIE OCHOBHBIM TIPOIIECCOM
W COIMYTCTBYIOIIMM  aHTU(MOCHOTUTTUIHBIM  CUHIPO-
moM [18]. B mepuos cTuxaHust OCTpOro rpoliecca v BbIxoaa
B PEMUCCUIO B CXeMy JIeUeHUs HaMU ObLIM TOOABIECHBI
uHrHONTOPH! AIID (3HANarpw); y MAIMeHToB ¢ apTepu-
aJIbHOW TUMEpPTEeH3Mel ToCcie OCTPOro Teproia MCIOb-
30BaHME JAaHHOTO TIperapara ObLIO TPOMOJIKEHO. DHa-
Jnanpus B cyorumnoreHsuBHoit nose (0,3—0,5 mr/kr/cyr)
Ha3zHayaJu BMECTe C UMMYHOCYITPECCUBHBIM TIperapaTtoM
JUIST HOpMaJIM3alluK TTapaMeTpoB KPOBOTOKA B MMMYHO-
BocnaJieHHOM opraHe. C Hallleit TOYKu 3peHMsi, He0OX0-
MO BKITIOYaTh UHTUOUTOPHI ATT®D 1151 yimydieHusT 1071~
TOCPOYHOM (DYHKIIMM W BBIKMBAEMOCTU TTOYEK B TIEPHUOJ
CTHUXaHUs OCTPOrO TMpoliecca M BbIXOAA B PEMMCCHIO.
JlaHHbIe mpernaparbl AeHCTBYIOT Ha (haKTOpbl Mporpec-
CUM XpOHMYECKOH 0O0JIe3HU MOoYeK U cepila, OJOKUPYIOT
MOTEHIMAIbHO HeraTuBHbIE 3¢ dekThl aHrnoTteH3nHa Il
U TIPETISITCTBYIOT pa3BUTHIO Hedpockieposa [24].

HNuruoutopsr AIT® MOXHO TTPUMEHSTD IJIUTEIBHOE
BpeMsl B OTCYTCTBHE ITOOOYHBIX sIBJicHMT. HaMu mToryueH
naTeHT Ha uzobpeteHune «Crocoo JiedyeHus aeteii ¢ Hed-
POTUYECKUM CUHAPOMOM B TIEPUOJ PEMUCCUU U OlleHKA
ero apdpexkruBHOCTH» (RU 2733170 CI1 ot 29.09.2020 1).
B xnmmHnueckux pekomenaanusx «Hedpornueckuit cuH-
JIPOM Y AeTeii» TSl POBeACHUS TUTIOTEH3UBHOM U Hed-
POTMPOTEKTOPHON Tepanuu eCTh peKOMeHIAUN OJIOKH-
pOBaTh PEHUH-aHTHUOTEH3UH-ATBIOCTEPOHOBYIO CUCTEMY
narnoutropamu AI® npu aprepuaabHON TUIIEPTOHUU
WA CHIKEHUM CKOPOCTH KIIyOOYKOBOM  (hUIbTpa-
muu [25]. OnHako B HacTosiIee BpeMsl HET peKOMEH-
Maluyvii Mo paHHemy (MPU COXpaHHOW (DYHKIHUM TTOYEK
¥ HOPMAaJIbHOM YPOBHE apTepPUabHOTO JABJICHUS) ITU-
TeJbHOMY MCIOJIb30BaHUIO CYOTMITOTEH3UBBIX 103 WHTH-
o6utopoB AIID ms peaau3anuy UX aHTUIIPOTEUHYpUYE-
CKOro M aHTUcKiepoTtudeckoro 3addexro. CyliHOCTh
MPEeUIOKEHHOTO crocoba JieueHUuss HedpOTUYeCcKOro
CUHIpOMA y JeTell B TMEepPUOI JOCTUKEHUS PEeMUCCUU
W Havaja TOAAepXKUBAIOIIE Teparnuy 3aKiIdaeTcs
B TOM, YTO MBI MOAU(MPULIMPYEM CXeMy CTaHIAPTHOTO
JiedeHUsT ¢ 00sI3aTeIbHBIM BKITIOUEHUEM B Hee WHTHUOU-
TopoB AII®, HE3aBUCUMO OT HAJWUYUST VI OTCYTCTBUSI
apTepUaibHOM TUTIEPTEH3WH, B CYOTUITIOTEH3UBHOM J03€.

DdheKTMBHOCTL TPUMEHEHUs 3Hajlanpuia Tpea-
crapieHa B Tabn. 2. CorracHo pesysibraTaM Hallero
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ucciaenoBaHus 3G(MEeKTUBHOCTb MCIOJb30BAHUSI WHTH-
outopoB AIID y pereii ¢ BOMYAHOYHBIM HeGPUTOM
MOATBEpKIeHa W3MEHEHMEM OCHOBHBIX KIMHUYECKUX
1 1abopaTOPHBIX IMOKa3aTeseil: YacToTa PEIMIANBOB B TOJI
(otHOomenune mancoB — OII 0,280; 95% noBepuTehb-
Helii uaTepBan — AWM 0,095—0,624); cpenHuii ypoBeHb
cucTosinueckoro aprepuanbHoro aasiaenus (OL 0,533;
95% N 0,283—1,845); anbOyMUH CBIBOPOTKU KpPOBU
(OI 0,146; 95% AN 0,052—0,510); KpeaTUHUH CHIBO-
potku kposu (OI 0,112; 95% AU 0,029—0,443); moue-
BUHa chiBopoTku KpoBu (O 1,431; 95% AN 0,848—
3,256); cyrtouHas mnpoteunypus (OLI 0,032; 95%
JAN 0,017—0,282); ckopocThb KIyOOUKOBOW (hUJIBTpaLu
(OIII 0,079; 95% AN 0,021-0,340).

PesynbraThl TeueHUsT GOJIBHBIX ¢ BOTYAHOYHBIM Hed-
pUTOM B BUJe paHHETO OTBETa MpeACTaBlIeHbl Ha puc. |
(TTpuBeneHBl MaHHBIC TIOCTE TIEPBOTO BMM301a 3a00-
neBaHus). Beixom B pemuccuio otmeueH y 32 (88,9%)
MaIMeHTOB.

MBI u3yvyanu HaOMoJaeMbIX ITallMEHTOB B JHWHA-
MUKe, TIpu 3ToM Y 83,3% neteit mpeobamnano MeaIeHHO
TIporpeccupymolee TedyeHUe 3abosieBaHMsI. PermmuBoI
Hedputa BosHukau B 100% ciydaes. [To HammM maH-
HBIM, YeM MJTaJIIIe BO3pacT AeTell K Havyay 3a00J1eBaHusT
(ot 11 Mec 1 10 4 neT), TeM yalle BO3HUKAIU PELIUINBbI
BOJTYAHOYHOTO HedpuTa, pedpakTepHOCTh K JICYCHUIO,
KIMHAYEeCKasT MaHu(pecTalnsl C SIpPKO BbIpAKEHHBIM
He(POTUUECKUM CUHIPOMOM. PaHO MOSBISIIUCH Takue
OCJIOKHEHMST TeparuM, KaK OCTEONopo3, MeIMKaMeH-
TO3HBIM THMEPKOPTUIIM3M, 3alepkKa (QU3NIecKOro
pa3BUTHS, HAHW3M, MPUCOECAMHEHNE WHMEKIUA (KaH-
IUIO3HOM, TepIeTUYECKOil), CUMMITTOMaTUIecKast apTe-
puaiibHasi TUTIEPTeH3Usl. Y AeTeil IIKOJbHOTO Bo3pacTa
BCTPEYAIUCH T€ XK€ OCTOXHEHUSI, B TOM Yrciie MHMOEKIIN-
OHHBIE (IIUTOMETATOBUPYCHAsI MH(EKIINS ), HO OTMEYEHO
GOJIbIIIE COMYTCTBYIOIIEH TTATOJIOTUN B BUAE OKCATypUH,
OXUPEHUsI, XPOHUYECKOTO TOH3WUIUTA, XPOHUYECKOTO

racTpura, racTpOIyOJeHUTA, a TAKXKE MPOrpeCcCUpOBaHME
XpPOHMYECKOU 00JIE3HU ITOYEK.

[le6oT BOUAHOYHOTO HedpUTa y TIOAPOCTKOB,
M0 HaIIMM HaOIIOEHUSIM, TIPOrHOCTUYECKU OoJiee HebJa-
ronpusITHBIA. Mbl HaOMOMANIM TallMeHTa, 3a00JIeBILIEeTO
B Bo3pacte 15,5 roga. Mopdonornueckuii i1narHo3 — Me3-
AHTUONPONU(MEPATUBHBINA HEPPUT ¢ TYOYJTOMHTEPCTUIIN -
aTbHBIM M COCYIUCTBIM KOMITOHEHTOM, OYaroBBIM TJIO-
mepyiockiepo3om (IV knmacc BomyaHOYHOTO HedpuTa).
HecMmoTpst Ha KOMITIEKCHYIO WMMYHOCYITPECCUBHYIO
Tepamnuio, 3aboJieBaHUE TPOTPECCUPOBAIO, DPa3BUIACH
TepMUHAIbHAS CTAaUS XPOHUIECKOM TTOYeYHOM HelToCcTa-
TOYHOCTH, TIAllMEHTA MepeBe/Id Ha TUAJTU3HYIO Teparuio.
JleTanbHbBIN McXom HACTYMWII B Bo3pacTte 23 JIeT OT MpUco-
eIMHEHUSI TSDKEJIOM OaKTepruaTbHOM MHMPEKIINN.

11,1%

36,1%

52.8%

B [lonHas KAHHHKO-NA00pAaTOPHAS PEMHCCHA
O Henoanas kaHHMKo-NabopaTopHas peMHCCHA

O CoxpaHeHMe AKTHBHOCTH

Puc. 1. Bamkaiiime KIMHHYECKHE OTBETHI HA TEPANUIO Y Maly-
€HTOB C BOJYAHOYHBIM He(ppUTOM.

Fig. 1. Immediate clinical responses to therapy in patients with
lupus nephritis.

Tabauya 2. DpdeKTHBHOCTH UCTOIb30BAHMS SHAJIANIPIJIA Y JeTell ¢ BOJTYAHOYHBIM He)puTOM
Table 2. Effectiveness of using enalapril in children with lupus nephritis

ITanueHTsI ¢ BOJYAHOYHBIM HepuTOoM (12=23)

Kimianyeckue u 1a060paTopHbie MOKA3aTeu Usnm
1 (n=12) I (n=11)

Knunuueckue nokasaresm:
YacTOTa PEIIUANBOB B IO 0,210,05; 0,5] 0,410,1; 0,8] 56*
cpenHuii ypoBeHb CAJL 115,0 [110,5; 122,0] 123,0 [117,0; 132,0] 78%*
JlabopaTopHble MOKa3aTeln CHIBOPOTKH KPOBHU:
anpoymuH, % 47,5 [42,2; 54,6] 42,2 [34,5; 49,8] 44*
KpeaTUuHWH, MKMOJIb/JT 96,5 [78,5; 125,8] 114,5192,5; 133,2] 85%*
MOYeBUHA, MMOJIb/JT 5,8 13,0; 7,7] 6,3[4,2;9,1] 23
JIaGopaTopHbIe MOKa3aTe M MOYM:
MPOTEUHYpUsl, T/J1/CyT 0,09 [0,05; 0,25] 0,510,2; 1,1] 325°
PacuyeTtHblie noka3aresu:
CK®, mu/mun/1,73 m? 98,0 [82,0; 112,0] 76,5 [67,0; 93,0] 204"

Ilpumeuanue. U — xputepuit MaHHa—YUTHU, UKp=38 nipu p=0,05, * — cratuctnyecku 3HaunMble Kputeprn. CK®D — ckopocTh KITyO00uKOBOI

unsrpanmu.
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MBI TpoaHaJIM3UPOBATIN  OTHAJEHHBIE PE3YJIbTAThI
JIEYEHUST: 5-JIeTHSIST BBKMBAEMOCTD TTAlIMEHTOB COCTaBUIIA
100% (36 neteir); 10-metHstst — 91,6% (33 mauyeHTa).

B Hacrosiiee BpeMsi MBI MMeeM CJeAylolide JaH-
Hble O OoJbHBIX: 10 M3 HUX TIO BO3pPACTy OCTAOTCS
o, HaboaeHeM TienraTpa. Bee meTH KMBBI ¢ BBIKM-
BaeMocThio Touek 100%. Ilomg «BBIKMBaEMOCTBIO»
MMOYeK MBI TOHMMaeM HaXoXIeHHe pebeHKa Ha MOMEHT
SKCTEPTU3BI Ha 3Tare KOHCepBATUBHOTO JICYECHUST XPO-
HUYECKOU O0JIe3HM TToYeK (10 mepexoja B TMATU3HYIO
CTaanl0, TEPMUHAIBHYIO CTaIUI0O XPOHUYECKOM MOoYed-
HOI HEIOCTAaTOUHOCTH).

I[To pmaHHBIM KaTamMHe3a, MbI TIOJNYYWJIU CBele-
HUST O Ccyabbe 26 OBIBIIMX HAIIWMX TAllMeHTOB (BO3-
pact Ha nmaHHbIii MoMeHT oT 20 go 30 jeT), nepeBeneH-
HBIX TMOJ HaOIoeHWe TeparneBTa, Hedposora (puc. 2).
CocrostHue pemuccun otmedeHo y 15 (57,7%), y 6
(23,1%) mpoliecc MpoIoKAeT peIMANBUPOBATh, U 00JTb-
Hble TIOJy4aloT pa3Hble BapUaHTbl MMMYHOCYIIPECCUM.
Ha nmuanus 6wimm B3aTH 5 (19,2%) denoBeK, KOTOpBIE
Mo3Xe YMepJd. Y TaHHBIX MallMeHTOB OTMEUYEHO COXpa-
HEeHUEe WMMYHHOW aKTUBHOCTH, HETPEPBIBHO-PEIIUIN-
BUpYyIOIllee TeueHHWe 3a00ieBaHUsI C TTOJIMCUCTEMHBIMU
nmopaXeHussMu. JleTaabHBIA MCXOH y BCeX OOJBHBIX
CBSI3aH C BHEMOYEUHBIMM TPUIMHAMU (ITHEBMOHWSI,
BBI3BaHHAsl LIMTOMETaJIOBUPYCHON M cOYeTaHHOU Oak-
TepuaibHON MHMeKIMel y | maluneHTa; pa3BUBIIMMUCS
Ha (hoHe AMANTM3HOMN Teparunu CepaecuHO-COCYIUCTHIMU
OCJIOXKHEHMSIMA — Y 3; TIPUCOEINHEHNE TSIKEIOM 6aKTe-
puabHON MHMEKIIUY ¢ pa3BUTHEM cericuca — y 1).

Bce B3pocible malmeHThl HabTI0AaI0TC He(DPOIOTOM
B YCJIOBMSIX TIOJMKJIWHUKU, TTEPUOIMUECKN TOCTTUTAIIM -
3UPYIOTCS B PEBMATOJIOTMYECKOE MJIN He(POJIOTHUIECKOE
otaeneHus. [Ipn 3ToM UMeTUCh TTOCTOSTHHBIN PUCK pa3-
BUTHUSI MH(PEKIIMOHHBIX 3a00JI€BaHNI1, a TAKXKE OCTEOTO-
pO3, TopaXkeHUsT CepAeYHO-COCYAUCTON CUCTEMBI, apTe-
pyabHas TUTIEPTeH3Ms, KaTapakKTa.

3akovyeHue

BosryaHOUHBI HEGPUT y IeTeil UMeeT TKEI0e pely-
MUBUPYIOIIEe TEYCHUE, OCOOCHHO eCIM HaYMHAeTCs
B paHHEM M TTOIPOCTKOBOM BO3pacTe, HEPEIKO OCTOKHSI -
€TCsl OCTPBIM TTOBpEXKIEHUEM TTOYeK B Ie0IoTe 3a00/1eBa-
HUST ¢ JaJTbHEHIITNM TTPOrPeCCUPOBAHUEM XPOHUYECKOM
00JIe3HU MOYEK U BO3MOXHBIM Pa3BUTHEM TTOJTMCUCTEM-
HBIX TIOpaXeHuil. JleTH ¢ BOJYAHOYHBIM He(GPUTOM
HYXIAlTCSI B MHOTOJIETHEW (He MeHee 3 JieT) Jekap-
cTBeHHOU Tepanuu. K KaxmoMmy peGeHKY HY>KeH WHIU-
BHIyaJTbHBIN TTOIXO/ ¢ Ha3HAYeHWEM TTOIIe P KUBAOIIIETO
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O0001meHb! pe3yisTaThl KIMHUYecKoii anpodauun Munsapasa «IlepconudunupoBannas tepanusi OPOHXMANBHONH aACTMbI y JeTeil
¢ NpUMeHeHHeM KypcoBOro MeToa CIO0JIb30BAHNS MOHOKJIOHAIbHBIX aHTHTe (aHTU-IgE-Tepanum)» B nesiX OLleHKU BIMSHUSA JaH-
HOTO BH/IA JIeYEHHs] HA YACTOTY 000CTPeHHii 3200/IeBaHNs, B TOM YHCJIe ACCOIMMPOBAHHBIX C CE30HHBIMH OCTPBIMU PECTTMPATOPHBIMU
uHpexkumsavu. CaeaH BbIBOJ O BbHICOKO#H KIMHHYECKOH 3()()eKTHBHOCTH B OTHOLIEHHHM BCEX M3Y4aeMbIX MapamMeTpoB M Oe3omac-
HOCTH IAHHOTO BH/IA JIeYeHHUs1. YCTAHOBJICHO, YTO COMyTCTBYIOMIT aHTH-IgE-Tepanuu MonnTOpHHT YPOBHS cnenuduyecKux penen-
Topos K IgE Ha 6a3odmnax meTonom nuTodioymMeTpun rejiaeT BO3MOKHBIM MPOrHO3MPoBaHUe 3¢ GeKTHBHOCTH U HHIAMBUIYATbHOI
NPOIOJKUTEILHOCTH aHTH-IgE-Tepanun HeKOHTPOIMPYeMOii aTONMYeCKOi OPOHXUAIBHON ACTMBI Y IeTeil.

Karouesvte caoea: demu, GpoHxuanvhas acmma, 4acmoma 060CmpeHuil, pecRupamopHole UHMEKyUl, Kypcogoe AeueHue oMaiu3yma-
o6oM, KauHuueckas s¢gppexmusrocmes, peyenmopnl k IgE na 6azopunax, yumoghroymempus.
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The results of the clinical approbation of Patient-specific therapy of bronchial asthma in children using the course method of application
of the monoclonal antibodies (anti-IgE-therapy) by the Ministry of Health are summarized in order to assess the effect of this type
of treatment on the disease exacerbation rate, including those associated with the seasonal acute respiratory infections. The conclu-
sion was made regarding the high clinical efficiency in relation to all parameters studied and safety of this type of the treatment. It
was determined that the monitoring of the level of specific IgE receptors on basophils using the cytoflowmetry method, which is con-
comitant to anti-IgE therapy, makes it possible to predict the efficiency and individual duration of anti-IgE therapy for uncontrolled
atopic bronchial asthma in children.
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IgFE receptors on basophils, cytoflowmetry.
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BHaCTOHH_[ee Bpemsi aHTU-IgE-Tepanus paccmarpu-
BaeTCsl B OCHOBHOM B KaUe€CTBE IOJIFTOCPOYHOI Tepa-
MU TPYAHO KOHTPOJIMPYEMOI aTOMUUYECKOW OpOHXM-
aJIbHOM acTMbl. MHOTMMU MCCIIeNOBaTEISIMA TTOKa3aHbI
BbIcOKasi 3((HEeKTUBHOCTh M 0€30IMacHOCTh 3TOTO BMIA
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snedeHust [1—12], ogHako IIMPOKOMY €ro pacrpocTpa-
HeHMIo B Poccuu mpensaTcTBYIOT psii OpraHu3allMOHHbBIX
TPYIHOCTE M BBICOKAash CTOMMOCTHL Iperapata [1, 3].
Kpome Toro, He ycTaHOBJIEHO, CKOJIb MPOIOJIKUTETbHON
nokHa ObITh aHTU-IgE-Tepanus nist nocTHxXKeHus ToJI-
HOTO KOHTpOJISI Haj 3abojeBaHUEM, 4TO, Oe3YCJIOBHO,
HEeraTMBHO BJIMSIET HAa MOTMBALUM TIallMeHTa W Bpayei
MpU TIPUHSITUY PellieHUs 0 ee HazHaueHuu [13—20].

B cBsi3u ¢ 3TUM B OTHeNe XPOHUUYECKMX BOCTIAIU-
TEeJIbHBIX W ajuieprudeckux Ooje3Heir jerkux HUKHU
nenuatpun uM. akanemuka FO.E. Benbruiesa B pam-
Kax KJIMHUYecKoi ampobauuu MuwuH3sapaBa Poccuu
Obuta orpeneneHa 3¢h@GEKTUBHOCTh KypCOBOTO TpHUMeE-
HeHus1 aHTu-IgE-Tepanuu mpemaparom omanu3ymad
y JeTeil ¢ aTonnuecKoit OpoHxuaabHON acTMoii. OCHOB-
Has 3a/1aya KJIMHUYECKOW ampoOaliuyd — OlleHKa BJusI-
HUS JAaHHOTO BUJA JIEUEHUs Ha 4YacTOTy OOOCTpeHUI
3a00JIeBaHMSI, B TOM YKCJIe aCCOILMUPOBAHHBIX C CE30H-
HBIMU OCTPBIMU pecniupaTopHbIMU UHMekuusimu (OPK)
[21—-24]. Ucxons w3 ausaiiHa KJIMHUYECKOW anpoOaluu
rocJjie TIpelBapUTEIbHOTO O0CIeI0BaHUSI, BepUPUIIM-
PYIOILIETO HCXOTHOE COCTOSIHUE JeTeil C OpOoHXUallb-
HOIl acTMOl, HAYMHasi ¢ BECHBI TIPOBOAMIICS 6-MecsTd-
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HbIl Kype aHTu-IgE-Tepanuu npenapatom omanu3ymad
B MHJMBUIYaTbHO MOJOOPAHHbBIX 033X C MOCIeayIolIel
KJIMHUKO-J1abopaTOPHO O1IeHKOM 3(h(HeKTUBHOCTH.

XapakTepucTuka petein 1 MeTogbl UCcriefoBaHUs

HcxonHo B KIMHUYECKYIO anipoOalnio ObUIA BKITIO-
yeHbl 30 meTeil ¢ TOATBEPXKIECHHBIM JMATHO30M aTo-
MUYECKON OpPOHXMATbHOW acTMbl Pa3IWYHONM CTENeHU
Tsokectd.  CpemIHMI  BO3pacT MallMEHTOB  COCTaBUJI
10,2£2,8 roma (6-15), 25 (83%)" nmereii cocTaBisLIN
MaJTbYMKHU, TMPEUMYIIECTBEHHO XUTeIn MOCKOBCKOM
obyacTu; cpean HUX 12 meTeit UMeu 4aCTUIHO KOHTPO-
JIMPYEMYIO TSDKETyI0 OpOHXMaIbHYIO acTMy, 18 — cpeaHe-
Tskenyto. B xone knmHuyeckoit ampodamuu 1 pedbeHoK
BBIOBIJT TTOCJIE BTOPOTO BBEACHUST OMajin3ymMaba B CBSA3U
C pa3BUTUEM HEXeIaTeJIbHOTO SIBJICHMS (BBIpaskeHHasI
roJioBHast 60Jb Ha 7-1 IeHb OT TIEPBOTO U BTOPOTO BBEIE-
HUSI oManu3ymada), a 2 neteil npepBajiv yyacTve B Kiu-
HUYECKOI ampoballiy Ha pa3HbIX CPOKaX JICYEHUST OoMa-
JIN3yMaboOM 110 CeMEMHBIM O0CTOSITEIbCTBAM.

B pamkax KIMHMYECKO arpobaliy B TIEPUOL Jede-
HUST OMaJIM3yMaOboOM BCEM IMallMeHTaM €KeMECSTYHO MPOo-
BoauJics cOOp aHaMHe3a, (U3MKaabHOe O0C/eI0oBaHUE,
ouenka ACT-tecra (Astma Control Test), ciupomeTpusi
¢ (GyHKIMOHANBbHBIMU TpobaMu (¢ OPOHXOIUTUKOM
1 GU3MYECKOI Harpy3Koii), 3a00p KpOBHU IS CTIELIMATb-
Horo JsabopaTopHoro oo6cienoBaHus. OcylIecTBIsIN
KOppEeKIIMIo Oa3uCHOM Tepanmuu, a TakXKe IOAKOXKHOE
BBeJIeHWE omaim3ymaba, 103a KOTOpPOTro Oblia paccuM-
TaHa mepe] MHUIManeit antu-IgE-Tepanuu nHaIUBUIY-
aJIbHO COTJIACHO TaOJIUIIBI JO3UPOBAHUS C YIETOM YPOBHSI
ob6miero IgE u maccel tena — yposeHb IgE B cpenHem
coctaBun 209,5+64,9 (30-550) ME/mit; cpemHsisi Macca
tena 41,248,6 (19-95) k.

Pesynbrathl

HMcxomHO Ha MOMEHT BKJTIOYEHUSI B KIMHUYECKYIO
armpoOaluio YacToTa 000CTpeHNI OPOHXMAIBHOM aCTMBI
cocraBuna 8,113,7 (4-18) pasa B roa, u3 HUX 4acToTa
000CTpeHUi1 3aboJieBaHMSI, MHIYLIMPOBAHHBIX CE30H-
weiMmu OPU, Obuna 5,7+1,7 (3-8) pasza B ron. Huskas
TOJIEPAHTHOCTD K TICUXO3OMOIIMOHAJIbHBIM 1 (PU3UIECKUM
Harpy3kaM pa3HOI CTeleHU BBIPaXKEHHOCTH WMeNIach
v 27 (90%) n3 30 manueHToB.

ITo maHHBIM WMCXOTHOTO TECTUPOBAHMS, OOJBIIMH-
CTBO TMALIMEHTOB IeMOHCTPUPOBATIN HEIOCTATOYHBIN KOH-
TPOJb HaJ CUMITOMaMW OpOHXWAJIBHOW aCTMOWM: cpen-
Huit ACT=16,943,4 Gamra (npu Hopme >20 GayIoB);
y 15 u3 30 pereit OpoHxManbHasi acTMa ObUT HEKOHTPO-
mmpyemoii (ACT<15 6amioB), y 12 — 4aCTUYHO KOHTpPO-
mmpyemoii (ACT=15-20 6amtoB). Cpeau Haubosiee pac-
MPOCTPaHEHHBIX CEHCUOMIU3UPYIOMNX (HDaKTOPOB OBLTH
KOMTIOHEHTHI JoMalHeit meutn (y 16; 51%), smunepmuca
xowku (y 15; 50%), muuibibl 6epeswr (y 13; 43%), TpaB

" 3mech U Aajee MPOLEHT BBIYUCICH YCJIOBHO, TaK KakK YMCIIO JeTei
menbie 100.

(v 8; 26%) n tutecenu (y 4; 13%). B GonbIIMHCTBE CITy-
YyaeB MMeJIach MOJTMBAJIEHTHAs CEHCUOMIM3aINs K PeCcTy-
paTOpHBIM ajljiepreHaM pa3HbIX KJIacCOB; Y 5 MallMeHTOB
¢ GPOHXMATTBLHOM aCTMOM TSIKEJIOTO TeUEHHUSI U IOCTOBEPHO
yYBEeJIMYEHHBIM YpOBHeM 001Iero IgE mpu MHOrOKpaTHOM
00ceI0BaHNN CEHCUOMITU3UPYIOIINe (DaKTOPhl HE ycTa-
HOBJICHBI. BbIpakeHHBbIE CHMIITOMBI COMYTCTBYIOIIETO
KPYIJIOTOIUYHOTO aJUIEPTUIeCKOTO0 PUHUTA UMETHUCh Y 20
yestoBeK (Y 9 — B coyeTaHUM ¢ TIOJUTMHO30M), V 5 TIallieH-
TOB OpOHXMAJIbHAsI aCTMa COMPOBOXIAIACH AaTOMMIECKUM
JIEPMATUTOM, Y 8 IeTell UMeTUCh PELIMIUBUPYIOIINE OTEKN
KBHHKe 1 KpanmMBHULIA.

Ilpu crupoMeTpuM MCXOTHO OTMEYaMCh 3HAYM-
TeJIbHBIE KoJieOaHMsT oO0beMa (OPCHPOBAHHOTO BBITOXA
3a 1-10 cexynny (O®B)) — 67-121% OT HOMKHBIX BEIH-
4 (B cpenneM OPB, cocrasun 87,3+15,2%).

Ha MoMeHT BKJIIOYEHUSI B KIWHUYECKYIO ampoba-
11O B KauecTBe 0a3MCHOM Tepanuu 3 pedeHKa moayJdain
WHTAISILMOHHBIE  TioKokopTukoctepounsl  (MI'KC)
B HU3KUX U CPEIHUX H03aX B COYETAHUU C alljlepreH-
crnennUIecKoit UMMyHOTepanueit, 15 neteit 1eyuanuch
koMOuHupoBaHHeiMU MUTKC B cpenHux mosax, 9 nmauu-
eHToB — KomOuHupoBaHHBIMU MT'KC B BbICOKMX 103aX.

B xome paHHOII KIMHWYECKOW ampobOauuy ObLia
MPEeANpPUHATA MOMNbITKA OlLIEHKU (HOPMUPOBAHUSI UHOU-
BUIyaJbHOTO MMMYHHOTO OTBeTa Ha WHHUIIMALIMIO aHTHU-
IgE-Tepanmuu mpemapatoM omanau3ymMad C TTOMOIIbIO
MOHUTOPWHTA YPOBHS 6a30(WIOB, HECYIINUX PELIENTOPI
K IgE, Mmeronom nporouHoit urodayopumerpun (Aller-
genicity kit; Beckman coulter) [25—27]. Dtu uccaeno-
BaHUs OBIJIM BBIITOJHEHBI B JIaOOpaTOPMM OOIIEH maTo-
Jjoru uHctutyta (¢ yyactuem k.0.H. T.I. [llanosanoBoit
un k.0.H. A.I. KynpusiHoBoit). M cxonHO ypoBeHb 0a30-
¢unos, Hecymux peuenTtopsl K IgE (CD193), cocraBun
B cpenHeM 97,3%+0,97 (95,3-99)%, nipu 3TOM MHTEHCHB-
HOCThb CBe4YeHUsI 6a30(pUIOB, OTpaxkaiollas TUIOTHOCTh
cneundpuyeckux petenropoB Kk IgE Ha 06azodunax,
cocraBuina 9,8+2,1 (1,59-28,4) ycn.en. Ha one tepanuu
oMaJu3ymMaboM TIO Mepe YBeJIWYeHUs CpoKa JIeYeHUsS
KoJm4yecTBo OazodwioB, Hecymmx peuentopbl K IgE,
MPOTPECCUBHO COKPAIIATIOChH: Y3Ke TMOCTIe TIEPBOTO BBEIe-
HUS oMaiiM3ymaba OHO B cpefaHeM coctaBuio 45,2+18,5
(4,5-97,2)%, a WHTEHCUBHOCTHb CBeYeHUsI 0a30(pUIOB
npu 3ToM cokpatuiach no 0,54+0,23 (0,29-1,24) ycn.en.
Tlocne BTOpOro BBeneHUsT 6a30(UIOB, HECYIIIMX PEleI-
topsl K IgE, cTano 37,9+12,7 (2,67-88,5)%, a uHTeHCUB-
HOCTBb cBeueHms coctasuia 0,77%0,4 (0,36-1,81) ycm.en.
ITocie TpeThero BBemeHus1 oManm3ymaoda obito 21,5+9,8
(0,83—-67,7)% 6a3zocduios ¢ petientopamu K IgE 1 mHTEH-
CUBHOCTb MX CcBeyeHMst coctapistia 0,69+0,3 (0,26—
1,46) ycn.en.; K KOHILy 6-To Mecsilia JIeUeHUsT 0CTaI0Ch
ToJIbKO 24,5%9,5 (2,33-91,2)% 6azoduiios co crenudu-
yecKuMHM perientopamu K IgE 1 MHTEHCUBHOCTD MX CBe-
yeHust cokpatunack a0 0,74+0,4 (0,37-3,0) yca.en. Cre-
JyeT OTMETUTb, YTO y 1/3 OOJbHBIX JeTeil HeJMHeHOe
M3MEeHEeHMe KojinuecTBa peuenTopos K IgE Ha 6azoduiax
HampsIMYI0 3aBUCENI0 OT HAJTUYMS Y MMAIlUEHTOB CE30HHOM
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ceHcuOMIM3auu (IIBETEHUE COPHBIX TpaB, TUIECHEBasI
CEHCUOMIM3AIINSI) U CBSI3aHHBIX C HEel 000CTPEeHMIA.

Crycts 3 Mec TocITe 3aBepIlieHUsT 6-MeCsTIHOM Teparn
oMa3yMaboM OBIIO TIPOBENICHO TIOBTOPHOE 00CIeIOBaHIE
(puc. 1). Knunuuecku y 24 u3 27 naluldeHTOB OTMEUEHO 3Ha-
YUTETBHOE YIy4dllIeHre B TEYeHUU OPOHXUAIBHON acTMBI:
COKpaIllecHWe SIM30/I0B YAYIIbs, BO3pacTaHWE TIiepe-
HOCUMOCTH (PU3MIECKUX HArpy30K, YMEHBIICHUE TTOTPe6-
HOCTH B JICKApPCTBEHHOW Tepariy, COKpallleHhue Yuciia
OPU u cBs3aHHBIX ¢ HUMU OOOCTpeHUIT OpPOHXMATBLHOM
aCTMBI, YMEHBIIIEHNe CUMITTOMOB COITyTCTBYIOIINX ajljiep-
ruyeckux 3abosieBaHuii, a pesynsrat ACT B cpenHeM yBe-
Jamics ¢ 16,910,3 mo 23,120,2 6amna (ipu HopMe Gostee
20 6amutoB). Y 16 GOMBHBIX K 3aBEPIICHUIO KITMHUYECKON
ampobarmy OpOHXUATTbHAS acTMa CTala KOHTPOJIUPYeMOM
(ACT >20 GamnoB), y 9 — 4aCTUYHO KOHTPOJMPYEMOit
(ACT=15-20 Gayui0B), y 2 ocTajiacb HEKOHTPOJIUPYEMOI
(ACT <15 6annoB).

B 1ieniom yactora o6ocTpeHUit OPOHXMATBLHONM aCTMBbI
32 WCCIEMyeMBbIld TIEpUON YMEHBIIUIACh B CPETHEM
¢ 8,1£3,7 (4-18) mo 3,7+2,9 (0-10) paza B rox (p<0,05),
a vactora oboctpeHuii, cBsizaHHbix ¢ OPU, cokparu-
jnack B cpenHem ¢ 5,7%1,7 (3-8) nmo 3,0+2,4 (0-8) paza
B roa (p<0,02). BoablIMHCTBOM ponuTesieil MalueHTOB
OBLTM OTMEYEHBI OoJIee JIETKOe TeUeHUEe PECTTMPATOPHBIX
MHOEKINH U COoKpallleHWe CBSI3aHHBIX ¢ HUMU TIPOITY-
CKOB IIIKOJIBI, a TaKXKe MEHbIIIast TTOTPeOHOCTh B HOIOJ-
HUTEJLHOM JICYCHUM.

Yucno obocTpeHuii B rog,

Yucno OPU B rog,

ACT, cpegHuit 6ann

OpplLiKa npv dpusHarpyskax

ANNEpPrudecknii puHUT

ATONMYECKUI1 AepMaTUT

Otekn KBMHKe, KpanueHuLa

o
wv

M UcxopHo

OBMEH OlbITOM

CTaTUCTUUYECKN 3HAYMMO YIYYIIMIACh TEpPeHOCH-
MOCTb (DU3WYECKUX M TICUXOIMOIIMOHATBHBIX Harpy-
30K: OIBIIIKY MpPHW Harpy3Ke IMPOIOJIKAIU UCIBITHIBATH
12 merteit mo cpaBHEHMIO C 22 TMaMeHTaMU IIPU UCXOJ-
Howm obcnenoBanuu (p<0,001). BeipaxkeHHOE yiydllieHHe
OTMEUEHO B OTHOIIIEHWUU COIMYTCTBYIOIINX aJllepruye-
CKUX 3a00JIeBaHUIA: TaK, CUMIITOMBI KPYTJIOTOAMYHOTO
aJUTepTMYeCKOT0 PUHUTA COXPaHSIMCh Y 11 malneHToB
(o cpaBHeHMIO ¢ 18 MCXOMHO), aTOMMYECKOro JepMa-
TATa — y 3 (McxoaHO ObuUM Y 5), orekn KBUHKE U Kpa-
MUBHUIIA B TeYEHUE rojia ObUIN y 3 eTeit (1o cpaBHEHUIO
¢ 8 ICXOHO).

ITpy 5TOM, HeCMOTpSI Ha COXpaHEHUE XOPOIIEeTro
YPOBHSI KOHTPOJISI OPOHXUATBHON acTMbI Y OOJBIIMH-
CTBa MaIEHTOB Yepe3 3 Mec Mocjie OKOHYAHUST BBEICHUS
oMaju3zymaba, cpelnHuil ypoBeHb 0a30(hMJI0B, HECYIINX
penenTopbl K IgE, mpakTiaecku BepHYJICS K UCXOTHOMY
u coctaBuia 92,1+12,9 (40,8-98,8)%, a MHTEHCUBHOCTh
cBeueHUs 0a3oduioB, oTpaxkaroiiasi TJIOTHOCTb CIie-
mupuueckux perentopoB K IgE Ha 6azodwuiax, cocra-
Buna yxe 4,5+2.,4 (0,49-25,5) ycn.en., HoO He TOCTUIJIA
repBoHavaibHoOi — 9,8%2.1 (1,59-28,4; p<0,05) yci en.
(puc. 2). BaxxHo nmoayepkHyThb, 4TO B Xoze jedyeHus y 10
MalMeHTOB YMEHbIIIEHNE YUCIa CIeUPUIeCKUX perern-
TOpOB Ha 0a3oduiaax ObLJIO OYeHBL OBICTPBIM W JIMHE-
HBIM, YTO KOPPEIMPOBAJIO CO CTOJdb K€ OBICTPBIM
perpeccoM KIMHUYECKON cuMIITOMaTUKuU. Y 14 nmeteit
coKpallleHue 4yucia crnennduieckux peientopoB K IgE

10 15 20 25

1 rog Habn.

Puc. 1. IlanaMMKa CUMIITOMOB Yy JieTeii ¢ GPOHXMAILHON ACTMOIi B X0/1€ IPOBEIEHNS] KIMHMYECKOi anpooaum.

JlaHHbIe NpeCTABJIEHBI B BUIe A0COJI0THOTO YHCJIa 00JIbHBIX, €CJIM He yKa3aHo apyroe. BA — oponxuansnas actma; OPU — octpas
pecnmpaTtopHas uHgekmus; ACT — Asthma Control Test — Tect mo KonTpo.o BA.

Fig. 1. Dynamics of symptoms in children with bronchial asthma during clinical testing.

The data are presented in the form of the absolute number of patients, otherwise not indicated.
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Hbskosa C.D. u coagm. ONBIT KypcOBOTO MPUMEHeHUs aHTH-IgE-Tepanuu npu OGpoHXMaIbHOI acT™e y feTeit

ObLTO O0JIee MeUIEHHBIM, YTO COBMAaio C MEHee BbIpa-
JKeHHBIM KJIMHUYECKUM OTBeTOM Ha aHTu-IgE-Tepanuio,
a y 3 mMauMeHTOB OTYETIMBOrO YJIYYIIEHUSI B TeUCHHE
3a001eBaHUSI B XOJe 6-MECSYHOTO JIeYeHUsI OMaJn3y-
MaboM He ObUTO 3a(pUKCUPOBAHO, YTO COOTBETCTBOBAJIO
COXpaHSIIOIIEMYCSI BHICOKOMY YPOBHIO CHEHMMUUYECKUX
IgE-peuenTopoB Ha 6azoduiax.

I1pu aHanu3e oObemMa Oa3MCHOM Teparnuy TOXe OTMe-
YeHa KIIMHUYECKU 3HaUYMMas TTOJI0KUTEIbHAsT TMHAMUKA!
BHE MpueMa omanudymada | maiueHT CMOT TOJTHOCTBIO
0TKa3aThCsl OT OA3MCHOM Tepanuu OPOHXMATbHON aCTMBI,
MoOHOTepanust HU3KMMU u cpeguumu gozamu MIT'KC
TpeboBanach 5 manueHtaM, KomOoumHupoBaHHble MT'KC
B HU3KMX U CPEIHMX J03aX MCMOJIb30Bajach 13 mamumeH-

120 12
100 = 10
80 8
60 6

_—
40 / 4
20 2
0 0
UcxopHo 1 mec 2 mec 3 mec 4 mec 5 mec 6 mec 9 mec Habn. 1rog Habn.
TepanuuM  Tepanuu  Tepanuu  Tepanuu  TepanuuM  Tepanuu

1% 6a3odunos c peL.K IgE

e | \HTEHCUBHOCTb CBEYEHUS 6a3zodunos, ycn.en,.

Puc. 2. JInHaMiKa OTHOCHTEIbHOTO YKcJia 0a3o¢uiios ¢ penentopamu K IgE v MHTEHCHBHOCTH cBeyeHHs 0a30(uaoB Ha GoHe Kyp-

coBoii anTu-IgE-Tepanuu.

Fig. 2. Dynamics of the relative number of basophils with receptors for IgE and the intensity of luminescence of basophils against the

background of course anti-IgE therapy.
bes Tepanuu
M Hwuskune/cpegHue ao3bl UTKC
Hu3kune/cpeaHme go3bl KOM6MHUPOBaHHbLIX UTKC

BblCcOoKMe A03bl KOMBUHUPOBaHHbIX UTKC

B BbiCcOKMe A03bl KOMBUHUPOBaHHbBIX UTKC+TMOTPONNI

6 A N

! y

bes Tepanuu

B Huskue-cpeaHue gosbl UTKC
HusKkne-cpegHue fo3bl KOM6UHMpPOBaHHbIX UTKC
BbicoKne f,03bl KOMBUHMPOBaHHbIX UTKC

B BbiCcOKMe A03bl KOMBUHUPOBaHHbBIX UTKCHTHOTpONNi

Puc. 3. lnnamuka o0’bemMa 0a3MCHOIA Tepanun OPOHXUATBHON aACTMBI y JIeTeil B X0/1e KJIMHHYEeCKO# anpooamuu.

a — o0beM 0a3MCHOII Tepanuu 10 JiedeHus; 0 — 00beM 0asucHoit Tepanuu o okonyanuu KA. UTKC — uHraasuuoHHbie LIIOKOKOP-
TuKOcTepoussl; kKomo. UT'KC — KkoMOMHMpOBaHHbIE C MPOJIOHTHPOBAaHHbIME OeTa-anapeHomumMeTnkamu UTKC.

Fig. 3. Dynamics of the basic therapy for bronchial asthma in children during clinical testing.
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TaMu, BbICOKME N03bl KoMOMHMpoBaHHBIX UT'KC mnpu-
HUMaIM 6 TalUeHTOB, a 2 TalMeHTaM JUIsT KOHTPOJIS
Hajx TedyeHWeM 3abosieBaHUSI TOMUMO BBICOKMX 03
koMOuHupoBaHHbIX MI'KC mnoTtpeboBaioch Ha3HAYUTh
THOTponus OpoMun. B 1ieoM 3a Bpemst KIIMHUYECKOM
anpobaiuy Ha (oHe KypCcOBOro MpUMEHEHUE OMaIU3Yy-
Mab6a y 30% manmeHTOB yIai0Ch 3HAYUTETLHO COKPATUTh
00beM 0a3rcHOl Tepanuu (puc. 3).

00cyxaeHue 1 3ako4YeHne

Takum oOpa3om, ciieayeT OTMETUTD BICOKYIO 3hdek-
TUBHOCTh M Oe3omacHocTh aHTU-IgE-Tepanuu npenapa-
TOM OMaJIu3yMa0 y ieTeli ¢ HeKOHTPOJIMpPYEeMOIi aTorryJe-
CKOIl OpOHXMaJIbHOW acTMO# pPa3HOM CTEINEeHU TSXKECTH,
VIIOBJIETBOPEHHOCTh pe3yJikTaTaMM JIeYeHUs KaK Taliu-
€HTOB, TaK U Bpaueii. B omHOM cityyae Tepamnusi omanaunsy-
MaboM ObljIa TIpepBaHa IT0cJie BTOPOTO BBEAECHUS B CBI3U
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TpyaHocTH TMarHOCTHKY M JiedeHus 0oJie3nn KaBacaku y aereii

A.E. Jlobposanos'=>, JI. Imumpues®?, E.1O. Imumpuesa’, JI. [yumseosa®
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BuHHMua, YkpanHa

SCnoBauknini MeAMLIMHCKNIA YHUBEPCUTET, Xupypruyeckas knmHuka N21 neqyebHoro dakynsteta CnoBaLkoro MeguumHCKoro
yHuBepcuTeTa u letckoro rocnutans B bpatucnase, Cnoakus

Difficulties in Kawasaki Disease Diagnosis and Treatment in Children

A.E. Dobrovanov'=>, D. Dmytriev**, K. Yu Dmytrieva’, L. Hustavova’

'A. Getlik Clinic for Children and Adolescents, Slovak Medical University and University Hospital, Bratislava, Slovakia;

2St. Elizabeth University of Health and Social Sciences, Bratislava, Slovakia;

SNational Pirogov Memorial Medical University, Vinnytsya, Ukraine;

“Department of Anesthesiology, Intensive Care Unit and Pain Medicine, Vinnytsya Regional Clinical Endocrinology Center,
Vinnytsya, Ukraine

5Slovak Medical University, 1st Department of Surgery, Faculty of Medicine, SMU and UNB, Children’s Hospital, Bratislava,
Slovakia

Bonesnp KaBacaku — ocTpblii BACKYJIMT, XapaKTePHBIi A1 AETCKOr0 BO3PAcTa, NOPAKAIOIMII APTEPUH CPEIHEro Kaiudpa u npu-
BOJSIINI K PA3BUTHIO AHEBPU3M KOPOHAPHBIX APTePHii IPUMEPHO Y 25% HesleueHbIX NANMEHTOB. DTO 3200JeBaHNe CIYKHT OTHOI
W3 NPHYMH NPHOOpPeTeHHBIX 3200/1eBAHMIT CepIua y eTeil B 9OKOHOMHYECKH Pa3BUThIX cTpaHax. [Ipmunna Gone3nn KaBacaku ocra-
eTcs Hen3BecTHOIi. CTaThsl OCHOBAHA HA TEKYLIMX PEKOMEHIAMAX U KIMHUYECKOM clIy4yae, 0c000e BHUMaHUe 00palleHo Ha Heo0Xo-
JIMMOCTb PAHHE! THATHOCTHKY U A/IeKBATHOTO JIeYeHHs, TAK KAK TOJbKO PAHHSS TMATHOCTHKA U CBOEBPEMEHHOE JIeYeHHe NANEeHTOB
¢ 3THM 3200/1eBaHHEM NPeJOTBPAILAIOT MOBPEXKIeHHE KOPOHAPHBIX ApTepHii.

Karoueevte caosa: demu, bone3Hb Kdé’aC[lKM, Xoaecmas, aHeepusma, KOpoHapHvle apmepuu, 6HympueeHHovle HMMyHO&ﬂOQWlqul, auye-
muacansuyunosasn Kuciomda.

Ansa yntnposauns: [JobposaHoB A.E., Amutpues 4., Amutpuesa E. 0., lywtasosa J1. TpyaHOCTY AnarHOCTUKY 1 nevYeHns 6one3Hn KaBacaku
y geten. Poc BecTH nepuHaton v neamatp 2020; 65:(6): 122—-128. DOI: 10.21508/1027-4065-2020-65-6-122-128

The Kawasaki disease is the acute vasculitis specific to the childhood that affects the medium-sized arteries and causes the coronary
aneurysms in about 25% of the patients untreated. This disease is one of the causes of the heart diseases acquired in the children
in the economically developed countries. The cause of the Kawasaki disease remains unknown. The Article is based on the current
guidelines and clinical case, with special focus on the necessity of the early diagnosis and proper treatment, since only early diagnosis
and timely treatment of the patients with this disease prevent the damage of the coronary arteries.

Key words: children, Kawasaki disease, cholestasis, coronary artery, aneurysms, intravenous immunoglobulins, acetylsalicylic acid.
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I Io orpefieieHnI0  AMEpPUKaHCKOW accouuanuy  Oojiee  pacrpOCTpaHEHHBIX TIPUYMH TPUOOPETEHHBIX

cepaua (American Heart Association) 0o0se3Hb
KaBacaku — ocrtpoe, camonmumutupytoiiee heOpuib-
Hoe 3aboJjieBaHWE HEU3BECTHOW OSTHUOJOTUU, KOTO-
pPbIM OOJICIOT TMPEUMYIIECTBEHHO OeTU MIIAfIle 5 JieT.
B Hacrosiee BpeMst aT0 3aboeBaHMe — OJHA W3 Hau-

3a00JIeBaHUI cepilla y IeTeil SKOHOMUYECKU Pa3BUTHIX
cTpaH. B pesynbraTe OTCYTCTBUS 0 HACTOSIIIETO Bpe-
MEHU TTaTOrHOMOHMYHBIX TECTOB AMArHOCTUKA OOJE3HU
KaBacaku oOCHOBBIBaeTCSI Ha KIMHMYECKUX KpUTE-
pUsSIX YW WMCKIIOUYEHUM JPYTUX BO3MOXKHBIX HO30JOTHIA.
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Jobposatros A.E. u coaem. TpymHOCTU TMaTHOCTUKY U JiedeHUs 6os1e3Hn KaBacaku y aereit

CBOEBpeMEHHO HavaTtoe JieYeHUe BHYTPUBEHHBIMU
WMMYHOTJIOOYJTMHAMU CHIZKAET PUCK TOSIBJICHUSI KOPO-
HapHBIX aHEBpU3M C¢ 25% o npubnusutenbHo 4% [1].
JIOTOCPOYHBIN MPOTHO3 3aBUCUT OT CTEMEHM TMOopaxe-
HUST KOPOHAPHBIX apTepuii. MIX mopaxkeHne — Haunbosee
KJIMHUYECKU BECOMBIN TIpU3HaK, HO Oosie3Hb KaBacaku
TakKe XapaKTepHU3yeTCsl CUCTEMHBIM BOCITaJIeHHEM BCEX
apTepuii cpeaHero Kajubpa MHOTMX OPTaHOB M TKaHE
Bo BpeMsi ocTpoit (debOpunbHoit) ¢a3br [2]. [Tomumo
CHMIITOMOB, KOTOpBbIE€ OTHOCATCS K OCHOBHBIM JHa-
THOCTMYECKUM KPUTEPUSIM, MOTYT BCTPEUYaTbCS M JIPY-
rve TpU3HaKW 00JIe3HM, He TPOTUBOpeYalle TUarHo3y
6one3np Kapacaku. K HUM oTHOCSTCSI 60JIb B CycTaBax
(10 AaHHBIM pa3HBIX aBTOPOB, y 15—50% OOIBHBIX),
racCTpOMHTECTUHAbHBIE cuMIToMbl (B 40—60% cay-
4yaeB), CHUMITOMBI OCTPOTO PECIUPATOPHOrO 3abore-
BaHUs — pUHUT, Kamenb (y 35%), pa3apakuTeTbHOCTh
(y 50%). Hepenko BcTpedaloTcsl MMPU3HAKK TTOPAKECHUS
MeYeHW, MOYEBBIIETUTEIBHOM CUCTEMBI, peXXe pa3BUBa-
eTcs MopakeHne LIEHTPaIbHON HepBHOM cUCTeMHBI [3—5].
IMonarafot, 4YTO0 3TM HecmeUMpUUECKUe CHUMIITOMBI
MOTYT OBITh KaK TPOSIBIECHUMEM CHUCTEMHOTO BACKYJINTA,
Tak M CJeICTBUEM NeHCTBUS MH(MEKIIMOHHOTO TpUTTepa
oone3nu Kasacaku [5]. Hanuune mepeunciaieHHBIX CUM-
MTOMOB He JIOJDKHO YBOIWUTH AUATHOCTUYECKUN TOMCK
B CTOpoHY OT Oose3Hn KaBacaku u OBbITH NPUUMHOM
no3gHero amarHosda. OCTphIii BOCITAJIMTEIBbHBIA CHUH-
JIPOM, CXOXMIT TT0O CUMIITOMAaTHKe ¢ 0oJe3HbIo KaBacaku,
ropaxkaeT JeTeil B pernoHax, OXBaueHHBIX TMaHIeMUEH
KOpOHaBUpYyca. YdeHble IOMYCKaloT ero B3aMMOCBSI3b
¢ SARS-CoV-2 [6].

BDmnemuoorusa. bonesns KaBacakut oTHocuTes K pen-
KUM 3abojieBaHusIM (mipumepHO 25 ciaydaeB 100 Thbic.
nereit B CIIIA) [3—5]. BniepBbie 6oe3Hb Oblia onucaHa
T. Kawasaki B 1967 r. B SIlmonuu [3], rae u B HacTosiiee
BpeMsl ee yacToTra B JecaTKu pa3 Bbilie, yem B CILA
u npyrux crpaHax [2]. TurnmuuHo ee nmosiBjieHue B 2—3-J1eT-
HUX WHTEpBajax, yallle BCETO 3MMOI M B Hayajie BECHBI
[7, 8]. bone3Hb mopaxaeT B OCHOBHOM JeTeil Muajlie
5 JietT, IpuyeM MaJbYMKOB MpuMepHo B 1,5 paza uvaiie,
yeM JIeBodek [3].

Ortuonorug. [lpuunna Gonesnm KaBacaku, Hecmo-
TpS Ha TATb JECATWIETUN WCCIeIOBaHUI, OCTaeTcs
Heu3BeCTHOM. EcTb MHOTO Teopuii, MpHW MOMOIINA KOTO-
PBIX 3KCIEPTHI TMHITAIOTCS OOBSICHUTDL TOSIBIIEHUE 3TOM
00J1e3HU, BKITIOYast BOBMOXKHBIE TeHETUIECKHE (PaKTOPHI.
Ho, ckopee Bcero, Hanbosiee mpaBaOIIOg00HAas IIPUYMHA
CKpBITAa B MHMEKIIMOHHBIX ¥ MMMYHOMNATOJIOTUIECKUX
MexaHmn3max [3].

Jlnarnoctuka. B Hacrosiiee BpemMsi He CyIIECTBYET
crenu@uIecKnX KpuTeprueB, KOTOPbIe ObI MOTJIM TTOMOYb
nuarHoctupoBaTh Oosie3Hb Kapacaku. Ilosatomy nua-
THOCTMKA OCHOBBIBAeTCS Ha psiie KIMHUIECKUX TUarHO-
cTuyeckux TnpusHakoB [9]. TunuuHyto (opmy 6oe3Hu
KaBacaku BO3MOXHO JMarHOCTUPOBATh HAa OCHOBAaHUU
JINXOPAJKW TPOAOJIKATEIBHOCThIO >5 nHeil (1-il meHb
JIUXOpaIKd OJHOBPEMEHHO SBJsIETCST U 1-M  JHeM
0o0JIe3HU) MW HaIW4YMio >4 U3 5 OCHOBHBIX KPUTEPHUEB
(puc. 1) [9]. To, yTo KIMHUYECKUE CUMIITOMBI, KaK Tpa-
BWJIO, HE TIOSIBIISIIOTCST OMHOBPEMEHHO, 3aTPYIHSIET CBOE-
BPEMEHHYIO IUAarHOCTUKY (puc. 2).

Kpome nuxopanku TpOIOJIKUTENBHOCTBIO >5 THEH,
K OCHOBHBIM KJIMHUYECKUM TIpu3HaKaMm 6ose3nn Kasa-
CaK¥ OTHOCSITCS CJIEAYIOIINE:

—9pUTeMa M TOTPEeCKaBIIUECsT TyObl, MaJWHOBBII
SI3bIK M/WJIK 9pUTEMA CITU3UCTOI 000JOUKH MOJOCTU PTa
W TJIOTKH,

— IBYCTOPOHHUA
0e3 aKccynara;

— apUTeMa: MaKyJionaryJje3Has, Tuddy3Has 3puTpo-
JEPMUS WU MYJTETU(DOPMHAs IpUTeMa;

—3pUTeMa M OTeK PYK U HOT B OCTpoii ase u/miu
HIeTyIIeHre KOXH B MOA0CTPOit (ase;

—meiiHaa JauMdaneHonatus (auametp >1,5 cMm),
0OBIYHO OTHOCTOPOHHSIS.

Camoit  OOJBIION AWArHOCTMYECKOM  IpoOJIeMOoit
W TIPUYMHOW OTCPOYEHHOTO AMAarHo3a C TOC/IEAYIOIINM
HECBOEBPEMEHHBIM JIEYeHUEM BBI3BIBAIOT TaK Ha3bIBae-
MblIe HeroJiHble (popMbl 6osie3Hn KaBacaku. B takux ciy-
yasix TaIMEeHThl HE COOTBETCTBYIOT 0A30BBIM KIMHUYE-
CKUM IUATHOCTMYECKUM KPUTEPUSIM U, CJIEI0BATEIbHO,
3[IeCh MOTYT OBITh TOJIE3HBIMU JOTIOJTHUTEIbHBIE KIIMHU-

Oynb0apHbIi ~ KOHBIOHKTUBUT

Puc. 1. Knmunyeckue npusHaku 6oJiesnd Kasacaku. CocrapjieHO aBTOPOM, apXUB aBTOPA.
a — MaKyJonamyJie3Has 3puremMa; 6 — JBYCTOPOHHMII KOHBIOHKTHBUT 0€3 IKCCYIaTa; B — PUTEMA U OTPECKABIIMECS TyObl, MaJIM-
HOBBIii S3bIK, 3PUTEMA CJM3UCTOI 000J0YKH NOJOCTH PTA U MOJIOCTH NIOTKH; T — HIeitHas TuMaaeHonaTus; 1 — JaJ0HHAS dpUTeMa

W [IeJTylIeHne; € — MOIONIBeHHAS 3PUTEMA U HIeTylIeHue.
Fig. 1. Clinical signs of Kawasaki disease.
Composed by the author, author archive.
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yeckue, JJabopaTopHble M 3XOoKapauorpadgpuyeckue aaH-
Hble. [loTeHIMaNIBHBIM OMOMAapKepOM, KOTOPBI MOXET
MOMOYb JTMarHOCTUpoBaTh Oojie3Hb KaBacaku, cCiy:Kut
N-KOHIIEBOM  MPEIIIECTBEHHUK HaTPUIYypeTUIECKOTO
nentuna (NT-proBNP), Tak Kak roBbIllIEHUE €r0 YPOBHSI
KOppeupyeT ¢ roBpexaeHruem Muokapaa [2, 10]. Kpome
TOro, WHMOPMATHMBHBI TakWe Kapauocrenuduieckre
MapKepbl, KaK MUOIJI00MH, TporoHUT T, dpaxkuus Mb
KpeaTMHKMHa3bl. OCOOEHHO TMOBBIIIEH PUCK Pa3BUTUSI
KOPOHApPHBIX HApYIIEHUH Yy JeTeil ¢ HernojaHoW (opMoii
6one3nn KaBacaku maaire 6 Mmec. ETMHCTBEHHBIM CUM-
MTOMOM 3a00JIeBaHUSI Y 3TOU TPYIIIbI MMallMEHTOB MOXET
OBITh pa3IPaKUTEILHOCTD U JUTUTEIbHAS TuXopanka [2].
Busyanvnvie memoodwvt uccredosanus. Dxokapamorpa-
¢bust — mepBbIii TPEANOYTUTENIBHBI METOJ, KOTOpPBIi
JIOJKEeH OBITh TIPUMEHEH TIpU TTOJ03pEHUM Ha 00Jie3Hb
KaBacaku [11]. AHOManuu KOpOHApHBIX apTepuit
MOTYT OBITh BM3yaJIU3UPOBAHBI 3XOKapauorpapuie-
CKM OOBIYHO yXe B mepBble 10 mHel, HO UX OTCYTCTBHUE
B Te€YeHME TEepPBOM HeAeslM Mocjie Havasia 3a0oJieBaHUS
He uckioyaloT 6one3Hb Kapacaku. UMeHHO moaToMy
MPU BO3HUKHOBEHUM TOJIO3PEHUSI 3XOKapauorpaduio
HEOOXOAMMO TIOBTOPSITb B TEUYEHME OIpeIesIeHHBIX
MPOMEXYTKOB BpeMEHU. Y TAIIMEHTOB C HEOCJTOXHEH-
HBIM TeYeHHEeM OOJIe3HU OHa MOJKHA TOBTOPHO TIPO-
BOIUThCS uepe3 1—2 Hem, a 3aTeM uyepe3 4—6 Hel Tmociie
Havajia JiedeHMsl. Y TIallMeHTOB CO 3HAYUTEJbHBIMU
HapylLIEHUSIMU KOPOHAPHBIX apTepuii, KOTOpbie ObLIN
IMarHOCTUPOBaHbI BO BpeMsi ocTpoii ¢ha3bl 3abojeBa-
HUsI, UCCTIEIOBAaHUE JOJIKHO TTOBTOPHO OCYIIECTBIISTHCS
KaKk MMHMMYM 2 pa3a B HEJIeJI0, MoKa Mporpeccust auia-
Taluii He mpekpatutcs [2]. B ciyyae HEBO3MOXHOCTU
BU3YaJIM3MPOBAaTh AUCTAJIbHbIC YaCTU KOPOHAPHBIX apTe-
puii pu MOMOIIM 3XOKapauorpaduu peKoMeHIOBaHBI

124

Mecaybl, 208bi

Puc. 2. Bpems nosiBiienusi cumntomoB npu 6os1e3am Kapacaku. CocraBiieno aBropom.
Fig. 2. Time of onset of symptoms of Kawasaki disease. Composed by the author.

KOMIIbIOTEpHAsT ToMoTpacdunueckast aHTuorpadusi, mar-
HUTHO-PE30HaHCHast TOMOrpadus WA KaTeTepU3aluoH-
Hast kopoHaporpadus [12—15].

JInddepenmmansHas aumarnocTuka. CrenyeTr 3aay-
MaTbcsi o Oone3Hum KaBacakm y Kaxmoro pebGeHka
¢ HEOOBSICHUMO JUTUTEILHON JTUXOPAAKON TPpU HallM-
yuu 4 niam 6oJiee KIIMHUIECKUX TUarHOCTUYECKUX KPU-
TepueB. KpoMme Toro, mHorma MmpuxXoAsiT Ha TOMOIIb
COOTBETCTBYIOIIME  J1JabopaTOpHO-3XOKapauorpadu-
yeckue TpusHaku. Yacto KiIMHUYecKuili oOpa3 Haro-
MUHaeT pasjuyHble JeTCKMe MHGpEKIIMOHHBIE 3a00Jie-
BaHUS, KOTOPbIE CTAJl CHOBA aKTyaJbHBI B MOCJIEIHEE
Bpems [16].

K apyrum BO3MOXHBIM KIMHUYECKUM CUMITOMAaM
6osie3Hu KaBacaku oTHOCSTCS ClieayioIue.

CepaeyHo-cocyTucTasi cucTemMa:

* MUOKap/IWT, MepUKapInT,
Ha KJlalaHax, 110K,

* aHOMAaJIMU KOPOHAPHBIX apTepUi,

* aHeBPU3MbI HEKOPOHAPHBIX apTepuil CPpeaHETO
Kanubopa,

* mepudepuveckas raHTpeHa,

* pacuiMpeHue KOPHS aOPTHI.

Pecniuparopubie:

* TepuOpOHXMANbHBIE W  WHTEPCTUIIMATbHBIE
MHQUIBTPATH Ha peHTTeHOTpaMMe JIETKUX,
* JICTOYHBIE Y3EJIKU.
OnopHo-ABUraTe/IbHBII anmnapar:
* apTPUT, apTpajTHsI.
Kesry10uHO-KHIIEYHbIH TPAKT:
* nuapesi, ppota, 00Jb B XUBOTE,
* TEMaTuT, XeJTyxa,
* THUIPOIIC XETIYHOTO My3bIpS,
* TITAHKPEaTHT.

perypruranusi
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Hepsnas cucrema:
* KpalHsSIS pa3apakuTeTbHOCTD,
* aCeNTUYeCKUI MEHWHTUT (TIJICOLIMTO3 B CITUH-
HOMO3TOBOW XXUIKOCTH),
* TIapajiiy JUIIEBOTO HepBa,
* HEWpOCEHCOpHas TYTOYyXOCTh
MouenoJioBasi cUCTeMAa:
* ypeTpuT / BOJsTHKA 000JI04eK ssudKa (TUapolLiesie)
Hpyrue:
* SpuUTeMa C IIeJyIIeHUEM B TIaxy,
* 3arJI0ToYHas (JierMoHa,
* YBEWT,
* spuUTEeMa M YIJIOTHEHHUE B MecTe mpuBUBKU BLI2K.
B pesymprarax  mabopaTOpHBIX  MCCIIETOBAaHUIA
npu ©Oonesnn Kapacaku HaGmomaeTcsi HOPMaJTbHBINA
WY TIOBBIIIEHHBI YpOBEHb JIEMKOILIMTOB C Mpeobiia-
JaHUEeM HEWTpoGhUIoB, TOBBIIIeHNe ypoBHS C-peak-
TUBHOTO O€JIKa M CKOPOCTH OCeHaHUsl SPUTPOIIUTOB
(B ocTpoii ¢haze 0one3HU), CHUKEHUE YPOBHSI HATpUs
U anbOyMHWHA, TOBBIIIEHUWE AaKTUBHOCTH (EepMEeHTOB

Tabauya. NuddepennuanbHas (MarHocTuka 6ose3nn Kapacaku

MeYeH!, CTePUITbHAST TTUYpUsI, TPOMOOLIMTO3 (Yepe3 2 Hejl
OT HayvaJia 3a00JIeBaHUST ).

Jleuyenune. Llenb neuyeHus B ocTpoii haze — CHUXe-
HUe WHTEHCUBHOCTM BOCTIAJICHUS W TIOBPEXKICHUS
apTepuii, a TakKxXe IMpeaoTBpalleHne TpoMmoo3a. I[ras-
HBI TIpUHIIUI JiedeHUusl BceX ¢GopM 3abosieBaHUS —
BBeJleHUE BHICOKUX 103 BHYTPUBEHHBIX UMMYHOTJI00Y-
JIMHOB BMECTEe C alleTWJICAIUIIMIOBOIN KuciaoToit [17].
Bcex maumeHTOB, KOTOpBIE COOTBETCTBYIOT KpHTE-
pusim Oone3nu Kapacaku, cienyer HadaTb JIGUUTH
Kak MoxHO ObicTpee [2]. Ha puc. 3 oroOpaxeH airo-
PUTM JEHCTBUS B CiIydae HEMOJHOW (PopMbl OONE3HU
KaBacakmu.

Jleuenne momkHO mnThest 10 mHe# OT Hayaja IOSIB-
JIEHWST TIEPBBIX CUMITOMOB. JloKa3aHO, 4YTO Teparmus,
Hauatast mocyie 10-ro mHS 3a00JeBaHMS, COMPOBOXKIA-
ercsl 0oJjiee BBICOKOW YacTOTOI TMOpaXkKeHWs KOpOHap-
HBIX apTepuii. TeM He MeHee TalMEeHThI ¢ TTO3MHO yCTa-
HOBJIEHHBIM JTMAaTrHO30M TakKXKe SIBJISTIOTCS KaHAWJaTaMU
IIJTSI TIOJTHOLIEHHOTO JIeueHUsT [2, 4].

Table. Differential diagnosis of Kawasaki disease

JIuarno3 CxoacTBO Pazauuus
KarapanpHoe BocnasieHre BEpXHUX JIbIXaTeIbHBIX ITyTEH B BU/IE
b1 (—— PUHHUTA C OOMIABHBIMU CIM3UCTBIMH, 3aT€M CIM3UCTO-THOMHBIMU
pan BBIJICICHUSIMHU U CYXOT0, HABS3YMBOTO KalllIs.
KoHBIOHKTUBUT
Kopsb ChrInb namysnes3Hasi, OOMIbHas.
[TaTHUCTO-MIanyae3Hast 9K3- )
anTeMa DTamHOCTh BBICHIIAHUS: JTUIIO — TYJIOBHUIE — KOHEYHOCTH.
ITsatHa Korutnka, 1menynieHue npu KOpyu Ha KUCTSAX U Ha CTOMaX
He HaOIroHaercs
JnurtenpHas (2 Hex u 6oJee) [eHnepanuzoBaHHas TuM@aaeHOTIATUST
FOBeHMIbHBIN reKTUYecKas JMXopaaKa 0e300J1e3HeHHAs1, reraToMeraars Uil CEPO3UT.
MIMOIAaTUYEeCKUI IeHepanuzoBanHas muMdpaneHo-  [lsgTHuUcTas po3oBas JeTy4dasl Chillb.

APTPUT, CUCTEMHBINA

V3eIKOBBII TTOJIN -
apTepuuT

Cunnpom Ctu-
BeHca—/I;)koHCOHA

DK3aHTEMHBbIE

UHGEKIMNT

MHbeKIIMOHHBIN
MOHOHYKJIE03

AnleHOBUpYCHAs
MHOeKIIS

CuUHIpOM ollma-
PEHHOM KOXU

TaTuAd U IMATHUCTO-PO30Bad JICTY-
Yas CbIIlb B OTCYTCTBUE apTpUTa

JIuxopanka
AcTeHUs
ApTtpanruu
Muanrus

Jluxopanka
[NopaxeHue CIU3UCTHIX 000J0YeK
ChlInb

Jluxopanka
ChlInb
JlumbaneHonaTust

ChInb
JInxopanka
JIumbaneHonaTust

Yaiue y geteit muiaaiie 5 jaeT
JInxopanka
KOHBIOHKTUBUT

MakynsipHasi spuTema, Kotopas
HaYMHAETCsI Ha JINLIE
HeskccynatuBHBIN KOHBIOHKTABUAT

OTCyTCTBI/IC KOHBIOHKTUBUTA, INCITYIICHUA KUCTEH U CTOII,
«MAJIMHOBOTI'O A3bIKa»

IMonxkoxHbie Y3€JIKH, AUCTaJIbHAd raHIrpeHa, apTepuaibHasa
TUIIEPTCH3MA, MHOXECTBEHHbBIN aCI/IMMCTpI/I‘-IHHﬁ MOHOHEBPUT

Hanuuue nmocnenoBateibHO TpaHCHOPMUPYIOIIUXCS BbIChITA-
HUI: MaKyJIbl — TAIyJIbl — BE3UKYJIbI U OYJIJIbI, yPTUKAPHBIC
5JIEMEHTHI WJIM CJIMBHASI 3pUTeMa C U3bSI3BICHUSIMU U HEKPO30M.
Ilo KAMHWYECKUM TaHHBIM, a TaKKe MOTOMY, YTO JIMXOPaJIKa
TPY HUX JUTATCSI MeHee 5 THEel W/WIu pearupyeT

Ha BBeJIeHNE aHTUOMOTHUKA

JnddysHas sputeMa, KOpOUKH, METEXUU, ypIypa, GopMUpo-
BaHUE BE3UKYJI HE XapaKTepHbI il 6osie3Hu Kapacaku

He BCTPEYACTCA MHBEKIMA KOHBbIOHKTUBLI, IJIOTHOT'O OTCKAa
KUCTEM 1 CTOII C NOCJACAYIOIIUM IHEITYIICHUEM

He ObIBaeT «MaJIMHOBOTO A3bIKa», IJIOTHOTO OTEKA KUCTEN
1 CTOII C MOCJICAYIOIINUM HICTITYIICHUEM

TlopaxkeHust cmM3UCTON 000JIOYKHU HE HAOII0AAeTCSI, KPYITHbIE
BsLIbIE ITy3bIPU, KOXa 10 TUITY MAITUPOCHOM Oymaru.
Db dexT oT aHTUOAKTepUATBHOM Teparun
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fetH ¢ Auxopagrol = 5 gHed B 2 AaH 3 RAMHEYECHRMEA EPHTEPHAMK
MU

FPYAHBIE GETH C NMXOPAAKORA = 7 gHen G MIBECTHOR MPWIHHB

0

Ouyerra nabopatopHilx NAPAMETDOS

&

IMpy smaennn
CRP < 3 mgfl w CO3 < 40 pamfu

|

ECn# HE NPOXCANT AMKOPAAHE, NOBTOPHTE CEDHED
HAHHMECHMY W naBopaTopHbie WCCAENO0BAMAR

EcAm NOABMTCA THAMMECHOE LWEAYIIEHME HOMM,
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Puc. 3. Anroputm neiicTuii mpu HenosiHoii opme Goae3nn KaBacaku. CocTajieHO aBTOPOM.

CRP — C-peakTHBHbIii 0€JIOK.

Fig. 3. The algorithm for the incomplete form of Kawasaki disease. Composed by the author.

HecmoTpst Ha TO YTO MeXaHU3M JAeHCTBUS BHYTPUBEH-
HBIX UMMYHOTJIOOYJTMHOB TIpy 6osie3Hn KaBacaku Hews-
BecTeH, X 3¢ PEeKTUBHOCTH B NTPO(IIaKTUKE aHOMAJINIA
KOpPOHApHLIX apTepuii B OCTpoii (pa3e 3a00j1eBaHMS YETKO
nokasaHa. [Ipeamnosnaraercst, YT0 BHYTPUBEHHBIE UMMY-
HOTJIOOYJUHBI 00J1afal0T TeHEPATU3UPOBAHHBIMU TIPO-
TUBOBOCHAJIUTETbHBIMI CBOMCTBAMU. KX TPUMEHSIOT
B J103€ 2 T/KT BHYTPUBEHHO, 0OBIYHO B TeueHue 10—12 4,
BMECTE C alleTWJICAIMIIMIIOBOM K1cioToi [ 18].

ALleTHJICATUIIAIIOBAsT KUCJIOTa B BBICOKUX 03aX OKa-
3bIBAET MPOTUBOBOCITAIUTELHOE JEMCTBHE, a B HU3-
KUX J103aX TIPOSIBIISIETCS] €€ aHTHArperaHTHBIN 2P deKT.
Bo Bpemst ocTpoii ¢a3bl 3a00ieBaHUS MperapaThl ale-
TUJICAJTUIIUIIOBOM KHMCJIOTHI BBOISITCS KaXible 6 4,
o611ast cyrouHas jgo3a cocrasisiet ot 80 go 100 Mr/kr/
cyt B CIHA u ot 30 1o 50 mr/kr/cyT B AnnoHuu u 3anaj-
Hoit EBpore.

IMpoxoIKUTETbHOCT MPUMEHEHMST alleTUICATULIN-
JIOBOI KUCJIOTHI BapbUPYET B PA3IUYHBIX YUPEKICHUSIX:
OIHU YMEHBIIAIOT M03y TOCJe OTCYTCTBUS JIMXOPAIKU
y pebeHka ot 48 10 72 4, Apyrue npoaoiKalT ee UCTIONb-
30BaHuE B BBICOKMX A03ax 1o 14 nHeii. B manpHeitmem
MalMeHThl 0e3 M3MEeHEHWI KOPOHAPHBIX apTepuii Mpo-
JTOJIKAIOT MIPUHUMATh HU3KHWeE 03Bl alleTUIICATULIMIIOBOM
KUCTOTHI (3—5 MI/KT/CyT) ellie B TeueHune 6—8 He. Jetu,
y KOTOPBIX UMEIOTCS aHOMAaJIUM KOPOHApHBIX apTepuid,
MOJIy4aloT JieYeHUe aleTUICATUIIMIOBON KUCIOTHI T~

TenbHO [2]. [Tpu 6ose3nn KaBacaku ToMruMo BBITIIENIEpE-
YHCJIEHHOTO MOTYT OBITh MCITOJIb30BaHbBI U IPYTHE CXEMBI.
Hampumep, B citydae pe3MCTEHTHOCTH K BHYTPUBEHHBIM
WMMYHOTJIOOYJTMHAM MX BBOISIT TTOBTOPHO. BO3MOXHO
MpUMeHEHNEe TIIOKOKOPTUKOCTEPOUIOB VI MHMIMKCHU-
maba. B orcyrcTBue addekTa nepexonsT K mIpuMeHEeHUO
LIMKJIOCTIOPWHA WJIW IPYTUM aJIbTepHATUBHBIM METOIaM
JiedeHus [2].

IIporno3. 3aBUCUT OT CTETIEHU TOBPEXACHUS KOPO-
HapHBIX apTepuil. YMEpeHHO paclIMpeHHbIe W BOCTA-
JIECHHBIE apTepuy MOTYT BEpPHYThCS K HOPMaJIbHOMY
COCTOSIHMIO.  BoJbIlie  MEIIKOBUIHBIE aHEBPU3MBI,
KOTOpBIE OCTAIUCh Oe3 BHYTPEHHUX CIIOEB U 3JIacTHYe-
ckoit MmeMOpaHbl (lamina elastic), He cmOCOOHBI K pere-
Hepauyu. Camble OOJbIINE, TAK Ha3bIBAEMbIE OTPOMHBIE
aHEBPU3MBbI TMaMETpOM >8 MM, 110 1mKaie Z >10, Moryt
pasopBaThcs B TlepBble 2—3 Hel OT Havaja JIMXOPaIKH.
BosMoskeH Takke MHGMApPKT MUOKapaa BCIEICTBUE OCT-
pOro WJIM TIPOTPECCUPYIONIEro TpoMbo3a WIM CTeHO3a,
BBI3BAHHOTO  (uOpobIacTiuUeckKoin  mponudepanneii
B IMOJIOCTH COCY/OB [2].

Knunnyeckmii cayyaii. B netckyio kiuHuky bpaTtu-
CJIaBbl TIOCTYMUJI TPEXJIETHUN MaJlbdyuK C JIMXOPAIKO,
MpoIoJIKaloIecss 5 MHed, U CUMITOMaMH, HarlOMU-
HalIMMHU XoJecTa3. PebeHOK TakKe XkaoBaicsl Ha 00JIb
B XMBOTE, TOUTHOTY W TUIOXOH ammeTut. [lepen rmosB-
JICHUEM CHMMTOMOB JIEYWJICS OT TOH3WJUIMTA C IIeii-
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Jobposatros A.E. u coaem. TpymHOCTU TMaTHOCTUKY U JiedeHUs 6os1e3Hn KaBacaku y aereit

HoO#l nuMdaaeHonaTuer aMmOyIaTOPHO MEHULIMILTMHOM.
B nmeHb TOCTYTUTEHUSI, KpOME OTMUCAHHBIX CUMIITOMOB,
HaOTIOMaMCh KallleJb M MaKpPOCKOIMUYECKU TeMHast
Mo4Ya, CBeTJIbIi cTyl. Ha BTOpoil AeHb Hayaau JOMU-
HUPOBAaThb CHMIITOMBI JIBYCTOPOHHEr0 KaTapalbHOTO
KOHBIOHKTUBUTA, 9PUTEMAaTO3HbIE, OPOTOBEBIIINE TYOBI,
SpUTEMa CIIM3UCTON OOOJIOYKM TMOJOCTH PTa U TJIOTKH,
«MaJIMHOBBIN» SA3BIK, IIeWHAas TUMdaaeHOIaTHs, TTOSTBU-
JIOCh TIepMaHabHOE IIeNyIIeHNe KOXMU, TPU ayCKYThb-
TallMi — OPOHXUTUYECKUE IITYMBI, JKUBOT ObLT HEMHOTO
00JIE3HEHHBIM, B3YThIM.

Knuanyecku u  mabopaTopHO TallMEHT COOTBET-
CTBOBaJI KpuTepusiM OosiesHn KaBacaku, HO Takxe
MMeNTMCh TPU3HAKM XOJIeCcTa3a: TeMHas Moya, CBETJIBIN
CTYJ, B aHaJIN3e KPOBU JICMKOIIUTO3 CO CIBUTOM JIEWKO-
LIMTapHOU (OPMYITBI BJIEBO, BBICOKMIT C-peaKTUBHBIN
6eJToK, TUTIEPOUTUPYOMHEMUSI KOHBIOTUPOBAHHOTO THUTIA
(100 MKMOJIB/TT), TIOBBIILIEHWE aKTUBHOCTU MEYEHOYHBIX
(epMeHTOB, JAHHBIMU YJIBTPA3BYKOBOM JIUArHOCTUKU
MMOATBEPKIEHBI YBeJIWMUEHHAsT TeYeHb C TTOBBIIICHHOM
SXOTeHHOCTBIO, BOASHKA XKETUHOTO My3bIPsS ¢ TUTIEPIXO-
reHHbIM conepxkumbiM (sludge). Kpome Toro, B 10 pas
ObIT YBeIMYEH YpOBeHb N-KOHIIEBOTO TpPEIIIeCTBEH-
Huka Hatpuitypetnueckoro rnentuga (NT-proBNP).
Jpyrue kapauocrienimpuueckue MapKepbl ObLIM Hera-
TuBHBIMU. [lpenmojaraeM, 4YTO TOBBIIIEHUE YPOBHS
NT-proBNP 6e3 mopaxkeHust MuoKapia B JaHHOM CJlyyae
OBLJIO Pe3yJIETATOM CBOEBPEMEHHO YCTAHOBJIEHHOTO AWa-
THO3a BO BpeMsl paHHeil cTamuu 3aboJieBaHUsI, a TaKXKe
NpaBWILHO Ha3HAYEHHOTO JiedeHMWsI. TakuMm oOpa3om,
MOXHO TPEATNONIOXKUTh, YTO UMEHHO 3TOT TapameTp —
HanboJiee criemnduyeH B paHHEN cTaguy 3a00JieBaHUS,
XOTSI OKOHYATEJNIbHO HEeSCHBI TPUYUHBLI TTOBBIIICHUS
9TOrO MOKa3aTesl.

PebGenky cpazy Oblla Ha3HaueHa aHTUOMOTUKOTEpA-
MUsST ¢ YIeTOM XoJiecTaTa3a M aHTMOMOTUKOPE3UCTEHT-
HocTu [19—21]. BHyTpuBeHHO BBOAMIM 1edasoCTIOPUH
TPETHhEro TMTOKOJIEHUSI B KOMOMHAIIUK ¢ METPOHUAA30JIOM,
Ha3HaueHa WHQY3MOHHAs, XKapOITOHMXaloIast U rema-
TONpoTeKTUBHas Tepamnus. ClieayeT oOpaTUTh BHUMA-
HUE Ha TO, YTO XMPYPTM HE XOTEJIW BECTU TallMeHTa
KaK XUPYPrUIeCKOro, a MHGEKIMOHUCTBI — KaK WH(pEK-
LIMOHHOTO J0 WCKITIOUEHUST WJIW TIOATBEPKACHUS 3THUO-
Jioruu 3a00J1eBaHNs.

TakuM 06pa3oM, MalMeHT ¢ MOAO3PEeHUEM Ha OCT-
pYIO XUPYPTrUYEeCKyI0 MaTOJOTHI0 U 0e3 BO3MOXKXHOCTHU
HUCKITIOYNTh WH(MEKIMOHHYIO 3THOJOTHIO 3a00JieBaHUS
B MOMEHT MOCTYIIJICHUSI OCTAJICS MAallUEHTOM TeauaTpu-
YeCcKOM KIMHMKU. M, Kak B UTOTe 0Ka3aJioCh, 3TO OBLIO
MPaBWJIBHBIM PellleHUEM.

Bo Bpemst auddepeHimaibHOi IMarHocTUKU HE00-
XOOUMO OBIJI0O MCKITIOUUTh WHMEKIIMOHHYIO 3THOJIO-
TUI0, B YaCTHOCTU TeMaTOTOPOITHBIE BUPYCHI, U XUPYP-
TMYECKylo TaToJoThI0. B TO ke BpeMs C y4eTOM Bcex
OCTAJIbHBIX KJIWHUYECKUX CUMIITOMOB, YKa3bIBAIOIINX
Ha Oone3Hb KaBacaku, OmHOBpEMEHHO OBUIO HA4aTo
BBeJlcHHEe BHYTPMBEHHOTO MMMYHOTIJIOOYJIMHA B OOIIEi

03¢ 2 T/KT, HECTEPOMIHBIX MPOTUBOBOCTIAIUTEIbHBIX
npenapaToB B 03¢ 80 MI/Kr/cyT; MmaldeHT ObLT o0cie-
JIOBaH KapAWOJIOTOM, PEBMATOJIOTOM U APYTUMHU Y3KUMU
crieranucTamMu. JlaHHbIe aXoKapauorpaduu 1 3JIEKTPO-
KapauorpaMma ObIJTH B HOpME.

ITpu 3TOM JIeUeHUN KIMHUYECKOE COCTOSTHUE TTalu-
eHTa YJy4YlIWJIOCh, C 3-TO JHS McYesa JIMXopajka,
YMEHBIIUIUCH OOJW B KWBOTE, YIYYIIWICS AarTeTHT,
Moua M CTyJl HOpMaJM30BaJuCh. BpeMeHHO Habona-
JIOCh TIIeJTYIIEHWe KOXM TaJIblieB BEPXHUX W HIDKHUX
KOHEYHOCTE, a TaKXKe OCTaJbHbIe KOXXHBIE CUMIITOMBI,
omnucaHHble paHee. KOHTpobHBIE aHATU3BI OBUTA ¢ HOP-
Majii3alyeil BOCTIaIUTEbHBIX MapaMeTpoB, B aHau3e
KpoBM HaOmopancs TpomooruTos (1200 Teic.), yTo eiie
pa3 MoATBEPAUIIO MPABUJIBHOCTb YCTAHOBJIEHHOTO JMar-
Ho3a «Oosie3Hb KaBacaku» M BBIOpaHHOTO JIEYEHMSI.
TTapameTpbl TeMOKOATYJISIIUM OBLTM B HOpME, OMOXUMU-
YyecKue ToKa3aTesIi CO CHIDKEHUEM U MIOCTETTeHHO HOp-
Majiu3aluuei YpoBHsI OWIMpYyOMHA U MeYeHOUYHbIX dep-
MeHTOB. PeGeHOK mpoObLT B cTanimoHape 14 mHeit.

IMamueHT B CTAOMIM3UPOBAHHOM KIMHUYECKOM
COCTOSTHUM OB BBITTMCAH, MOCTaBJIeH Ha JUCIaHCEepP-
HBII y4yeT y Kapauosora u pesmarojora. I[lon Hab6sio-
JNleHWe Kapauojora TallMeHT HarpaBieH ¢ 1eIblo
KOHTPOJISI M3MEHEHWId B KOPOHAPHBIX apTepUsIX
B MepUOJie PEKOHBAJIECIIEHIIUN. DTU U3MEHEHUS MOTYT
MpPOSIBUTHCSI 4epe3 4—8 Hem Tocje BbI3MOPOBIEHUS.
Bo Bpemsi KOHTpOJIBHBIX OOcCenoBaHUI Bce jabopa-
TOpHBIE TTOKA3aTeIM ObUTM B HOpMeE, BKJII0Yast TpoMOO-
uuthl 1 ypoBeHb NT-proBNP. AMOynaTopHoe ieueHue
3aKJII0YajioCh B aHTUATPETaHTHOM, TemaTONMpPOTEKTHUB-
HOU, CAMOITOMAaTUYECKOW TEpanuu U Iaasen JueTe.
W3MeHeHUs B KOPOHApPHBIX apTepusX MpPU MTOMOIIN
JIOTIOJTHUTEJIBHBIX METOMOB MCCAeAOBAHUN (KOMITBIO-
TepHasi Tomorpadusi, aHruorpacdus) B HacTosIee
BpeMsI He OOHapyXKEeHBI.

3akniovyeHue

Camoe TsKesI0e ociioxkHeHue Oosie3Hn KaBacaku —
nopaxeHue KOPOHApHBIX apTepuii, KOTOPOE MOXET
cTaTh MOTEHIMAIBLHON TTPUUMHON MHMapKTa MruoKapaa
y IeTell Wiau ulIeMrudyeckoil 0oJie3HU cepilia B MOJIO-
noMm Bospacte. OmHAKO CBOEBpeMEHHasl TUarHOCTUKa
U JIe4eHre TIOMOTAal0T B 3HAYMTEJIbHOW CTeTIEHU TIPeIoT-
BPaTUTb 3TU OCJIOKHeHUsI. [IJ11 5TOro HeooxoaMma Tiia-
TeabHas nuddepeHIMaIbHas IMarHOCTUKA, 0COOEHHO
MpU HETOJHBIX KIMHUYECKUX (popMax U B OTCYTCTBHUE
JMIOCTaTOYHBIX JIabOpaTOpHBIX JaHHBIX. Hamr kiuHu-
YEeCKMI Claydyall JeMOHCTPUPYET MpUMEp IPaBUIbHOU
NUArHOCTUKU W aZieKBaTHOro jieuyeHus: 6ose3nu Kapa-
caku, 0e3 ToCJenyIolIero MoBpexXAeHUs KOPOHAPHBIX
apTepuii y TpexJeTHero Majbuuka. Kpome TOro, KOH-
KpPEeTHO HAIIUM KJIWHUYECKHUM CJIydaeM XOTUM yKa-
3aTh Ha HETUIMYHOE BO BCEX OTHOILICHMSIX TeYeHHe
6osnie3nu KaBacaku 1 Ha BO3MOXHOCTbh €€ MUMUKPUPO-
BaHUsI TIOJ] TAKUE Cepbe3HbIe CUMMTOMBI, KaK XoJiecTas
W WH(PEKIMOHHBIN TeTIaTHUT.
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B NMOMOLLIb TPAKTUYECKOMY BPAYY

ITaToreneTnyeckoe 000CHOBaHKE NMPUMeHeHHs MOHTeMyKacTa (CHHIVIOHA) PH OCTPBIX
pPeCMPATOPHBIX BUPYCHBIX MH(EKIHUAX C OPOHXO000CTPYKTUBHBIM CHHAPOMOM Y JieTei
PaHHEro M I0MKOJbHOTO BO3pacTa

F0.JI. Mu3zepruyxuii

OCI «Hay4HO-1ccnenoBaTenbCKni KINMHUYECKUIA MHCTUTYT neguaTtpumn nMm. akagemuka tO.E. Benstuuwesa»
®Graoy BO PHAMY um. H.U. Muporosa Muusgpasa Poccun, Mocksa, Poccus

Pathogenetic Reasoning for Use of Monteleukast (Singlon) in Acute Respiratory Viral
Infections with Broncho-Obstructive Syndrome in Infants and Preschool Age Children

Yu.L. Mizernitskiy

Veltischev Research and Clinical Institute for Pediatrics of the Pirogov Russian National Research Medical University,
Moscow, Russia

B craTtbe paccMaTpUBAIOTCS JUCKYCCHOHHBIE BOMPOCHI TUATHOCTHKM BHPYCHHIYHHUPOBAHHON OPOHXMAIBHON aCTMbI M PeNMINBH-
pyIoLIero o0CTPYKTHBHOTO OPOHXHMTA Yy JieTell paHHEero M JOUIKOJBHOTO BO3pPAcTa, OOIMHOCTh MX MATOreHe3a, Iejieco00pa3sHOCTh
1 3¢eKTUBHOCTD UX TePaNUX UHTMOUTOPOM AHTHJIECHKOTPHEHOBBIX PEIENTOPOB — MOHTeNyKacToM. Hapsay ¢ mpoTuBoBocnau-
TeJbHBIMH CBOWCTBAMH MOHTEJIYKACTA PACCMOTPEHA OTKPBITASI Y HETO MOTEHIMAIBHAS POTUBOBUPYCHAS AKTUBHOCTD, B YACTHOCTH
npotus Bupyca SARS-CoV-2, seizbiBaromero COVID-19.

Karoueevte caosa: oemu, obcmpyKmughblii OpOHXUM, OPOHX00OCMPYKMUBHDLI CUHOPOM, OPOHXUANbHAS ACMMA, AHMUNCUKOMPUCHDI,
Cunenon®, COVID-19.
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chitis in the children of infant and preschool age, the commonality of their pathogenesis, the feasibility and efficiency of their therapy
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J'[eﬁkorpneHH YYacTBYIOT B KauecTBE MeEIMaTOpOB
B BOCHIAJIMTEJBHOM TPOLIECCE, HE3ABUCUMO OT TOTO,
YyeM TOT MHUILIMMPOBAH — WHQEKILMEH, aieprueit, npy-
TMMU TIOBPEXIAIOIIMMU  Hecneln(puIecKUMA BO3/ICH-
CTBUSIMM  (XOJIOJ, TETUIO, MPPUTAHTHI M TOKCUKAHTBHI,
usMeHeHre pH), BbI3BIBAIOIIMMM ~ HECTAOWJIBHOCTh
U paspylieHue KiIeTouHblx MemOpaH. [locnenHee Bener
K BBICBOOOXKIIEHUIO XUPHBIX KUCJIOT, B TOM YMCJIE TIOJIM-
HEHAaCBIIIEHHBIX, U3 KOTOPBIX B OpraHM3Me Toj Jei-
ctBueM (depmenTa S-nunokcureHassl (5-JIOIN) obGpasy-
€TCsI CEMENCTBO YPEe3BbIYATHO aKTUBHBIX OMOJIOTMUECKUX
MOJIEKYJl — JIEWKOTPUEHOB, MPU3BAHHBIX JIOKAJIN30BaTh,
OrpaHUYUTbh, JMKBUIMPOBATH TOBpEXIAlolee BO3ICH-
cTBUE W ero mocieactsust [1—6]. JIeKoTpreHbl OKa3bl-
BalOT MOILIHOE MPOBOCMATUTENbHOE IECTBUE: YCUIUBAIOT
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aromTo3, MHQPUIBTPALUIO CIM3UCTON 00OJOUKM Tpa-
HYJIOIIUTAMM, BBI3BIBAIOT OTEK, TMIEPCEKPELINIO CIIM3U,
OponxocnasM. Penentopbl K JieiKOTpreHaM pacrio-
JIOXKEHBI Ha BCeX MMMYHOAKTMBHBIX KJIeTKaX OpraHu3ma,
gyeM U OOBSICHSETCSI MHOroo0Opasue mnaTo(pu3noIorude-
CKUX Y KJIMHUYIECKUX TTPOSIBIIEHUI X BO3IECUCTBYSI.
BrokupoBaHune mocTymna JeHKOTPUEHOB K ITUCTEU-
HUWJIOBBIM perienTopaM SIBJISIETCS AeMCTBEHHBIM MHCTPY-
MEHTOM OOpBLOBI ¢ BocmajeHueM. [Ipu sTom OGiokaTtop
LIUCTEMHUJIOBBIX PEIETITOPOB — MOHTEIYKACT OKa3aJics
3¢ GEKTUBHBIM JIST KYNTUPOBAHMUSI KaK 303MHO(MUIb-
HOTO, TaK ¥ HEUTPOGDUILHOTO TUTIOB BOCITAJICHUS 34 CUET
CMOCOOHOCTU K HecTenudUIecKoMy HWHTMOMPOBAHUIO
LUKJINYECKUX HYKJIEOTUIHBIX (hoccoamacTepas, pe3yib-
TaTOM d4ero siBisieTcss NAM®-3aBrcMOe TIOIaBIIeHHE
MPOBOCTIATUTEILHON aKTUBHOCTH HEXTPOWIOB [6, 7].
TTpumeHeHUE AHTUJIEWKOTPEHOBBIX Tpernapa-
TOB OCOOEHHO TIOKa3aHO TMPU COCTOSTHUSIX, B KOTOPBIX
3a/IeliCTBOBaHbl HecnenuduiyecKkue TPUTTepHBbIE MeXa-
HU3MBI — XOJIOZOBasl acTMa, OPOHXOCITa3M BCJICICTBHE
du3MUecKoil Harpy3ku, acllMpUHOBAsT TpHaga, a TaKXke
MpU COYETaHUY OPOHXUATBHON aCTMBI C aJUIepPIrMUeCKUM
PUHHUTOM W NP OPOHXHMATBHOM acTMe, TTPOBOLIMPYEMOIt
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octpoit pecriupatopHoit undexkunit (OPU). IMocnenHee
0COOEHHO BaxKHO, TIOTOMY YTO JIETU C aJUIepTUYEeCKUMU
3a00JIeBaHUSIMU, HACJEACTBEHHOW TIpeapaciiookeH-
HOCTBIO K HUM 4aile W OOoJibllle OOJICIOT pecIrrpaTop-
HBIMM BUPYCHBIMM MHMEKIIUSIMU, Y HUX Yallle BHISBIISTIOT
MMKCT-aCCOIIMMPOBAaHHbBIE BUpPYCHbIE WHpeKIn [8],
a Takke AeUIUT MpoayKIny MHTepdepoHoB [9].

JlaHHbIe KIMHMYECKUX WCCIENOBAaHUI TMoKa3alu,
YTO MOHTEJIYKACT TIpeAoTBpaliaeT OpOHXOCIa3M, AaeT
OpoHxopacuupsitominii - 3¢p@eKT, yMeHbIIaeT BbIpa-
J)KEHHOCTb CUMIMTOMOB OpPOHXMaJIbHOW AacTMBbl, BKJIIO-
yasi Kalllesb, yaydinaeT (PyHKIIMIO JEeTKUX, YMEHbIIAeT
TUTIepPPEaKTUBHOCTb U BBIPAXXEHHOCTb  BOCTIAJICHMS
B JbIXaTEJIbHBIX IYTSX, CHMXKAET 4YacTOTYy O0OCTpEeHMI
O6poHxuanbHOM acT™MbI [1—6, 10]. KimmHnyeckas ahdek-
TUBHOCTh MOHTEJIyKacTa ObLla JOoKa3aHa B 1IEJIOM psijie
KJIMHWYECKUX UCCIIeIOBaHUI KaK y AeTel, TaK U 'y B3pOC-
nbIX [3, 4]. BkitoueHre B Teparnuio MOHTEyKacTa mpei-
MOYTUTEbHEE YBEIUYEHMS 103 UHTAISIIIMOHHBIX TJTFOKO-
koptukoctepousoB (MI'KC) B ciyuae HemocTkeHUsI
KOHTpOJISI 3a00JIeBaHUSI TIPU CPETHETSIKEION U TSKEToM
oponxuanbHoit actme [11, 12]. Tlpu nerkoii actMe MOH-
TEJYKACT C YCIIeXOM MCIIOJIb3yeTcsl 1Jisl 0a3MCHOTO Jieue-
HUs B KayecTBe MoHoTepanuu [1, 5, 11, 12].

JlokazaHa 3(@deKTMBHOCTL MOHTEJyKacTta B Jieue-
HUU peuuauBupytoniero o6ponxura [13], XxpoHnueckoro
kanutst [14—16]. Cucremartmyeckuit o63op 14 paH-
JIOMU3UPOBAHHBIX  KOHTPOJUPYEMBIX  MCCJIEIOBaHUI
(1372 mauueHTa) TPOAEMOHCTPUPOBAT CTAaTUCTHUYE-
CKM 3HAYMMBIA 3(PpdeKT MOHTeTyKacTa B YMEHbBIIECHUN
YaCTOThI, TSKECTU W JJTUTEIbHOCTU TTOCTUH(EKIIMOH-
HOTO KalllJisl, YJIy4IlIeHWM KayecTBa KU3HM MallMeHTOB.
ITpu 3TOM He 3aUKCHPOBAHO HU OJHOTO KIMHUYECKU
3HAYMMOTO ITo0o4YHOTO 3ddekTa [17].

B Hacrosiiiee BpeMsi MOHTETyKacT opUIIMaaIbHO pa3-
pelieH K TpUMEHEHHUIO Y IeTeli ¢ Bo3pacTa 2 JIeT KypcaMu
o 3 mec. Hlupokomy nMpuMeHEHUIO aHTUIEHKOTPHUEHO-
BBIX TIPETapaToB B HEKOTOPOI Mepe MelllaeT UX OTHOCH-
TeJIbHO BbICOKasi CTOUMOCTb. C 3TOi TOUKU 3peHus Tiep-
CMEKTUBHO MPUMEHEHUE KaueCTBEHHBIX CHHOHUMUYHBIX
MpernapaToB. 3aperucTpupoBaHHbIl B PO MoHTeIyKacT
koMnanuu «lemneoH Puxrtep» 1moa TOProBbIM HaUMMEHO-
BaHreM CHHIIIOH® COOTBETCTBYET OTHUM OXUIAHMSIM.
ITpu Gosee mocTymHOM IieHE TIpernapar UMeeT BbICOKUI
npoduiab 3PPEKTUBHOCT U 0OE30ITaCHOCTH, KOTOPBIA
TMOATBEPXK/IEH COTOCTABUMOI C OPUTMHAJIBHBIM TIpera-
paToMm OMo3KBUBaJIEHTHOCTEIO [10].

OTMeueHo, 4TO TIpUu OpPOHXMATbHOW OOCTPYKIUU
y neteil ¢ MUKOIUIa3MEeHHOW WHdekiuein nobdasie-
HUE MOHTeJyKacTta K Tepanuyd a3suTPOMUIIMHOM OKa-
3bIBAjJI0  TMOJOXUTENbHBIM addexkt [18]. [eiicTBu-
TEJIbHO, TTIOCKOJIbKY IIUTOIaTUYeCKOe NeiiCTBUE BUPYCOB
npu OPU Bemer K NeCTpyKIIMU KIETOYHBIX MeMOpaH
M 3aMycKaloTcs aHaJOTMYHbIE MEXaHW3Mbl BOCTIAJICHMUS
U CUHTEe3a JICHKOTPUEHOB B OpraHM3Me, Pe30HHO TIpeji-
MOJIOXUTh BBICOKYIO 3(PPEKTUBHOCTL MOHTETyKacTa
MPU  PEeLUAMBUPYIOIINX PECTTMPATOPHBIX WHOEKIIUIX,

B MOMOLLIb TPAKTUYECKOMY BPA4YY

0COOEHHO TIpOTEeKAIIUX C OpPOHXOOOCTPYKTHBHBIM
cuHapomoM [19]. DTO MOMHOCTBIO ITIOATBEPKIACTCS
HaOJIOEHUSIMU 3apyOeXXHBIX KoJiier 00 3¢h(GeKTUBHOM
YMEHBIIEHWH IO IeUCTBUEM MOHTETyKacTa OpOHXHAaIb-
HOI OOCTPYKIIMM y JEeTei paHHETO BO3pacTa, OOJBHBIX
00CTPYKTUBHBIM OpOHXUTOM (Wheezing) [20].

Kak TmoKa3bpIBaloT MHOTOYMCIIEHHBIE HAOIIOICHUS,
MO/ MAacCKOil peluuAUBUPYIOIIMX OOCTPYKTUBHBIX OpPOH-
XWATOB, KaK TPaBWJIO, CKPBIBAETCS CBOEBPEMEHHO Hepac-
rno3HaHHas OpoHxuaibHas actMa [21]. 3a pyOexxoM yxe
HaKOIUIEH JOCTATOYHBIN OIMBIT TPUMEHEHUSI MOHTETyKa-
cTa TIpU PEUMAVBUPYIOIIEM OOCTPYKTUBHOM OpOHXUTE
(T.e. Ipy OpoHXMaNBHON acTMme, TpoBourpyemoit OPU)
y IeTeil paHHEero U JOIIKOJIBHOTO Bo3pacTa. XoTs B Poc-
CHM B ITOKA3aHUSIX K TPUMEHEHWIO MOHTeTyKacTa He yKa-
3aHa BO3MOXHOCTb €r0 MCIOJb30BaHUS TIPU PELUANBU-
pyroIeM 0OCTPYKTUBHOM OPOHXHTE, €CTh BCE OCHOBAHMS
oJjiarath, 4YT0 TAKOBOE MOKET OBITh TTIOKA3aHHBIM U OYJIeT
a¢hdexkTuBHBIM. bosiee ToOro, mpumMeHeHUE MOHTETyKa-
cTa MOXET MpeaynpexaaTh y 9TUX IeTell (hopMUpoBaHMe
OPOHXMATBHOM aCTMBI, TSKENBIX ee (DOpPM, TaK Kak coue-
TaHHOE C a’poajyiepreHaMu BO3/IENCTBUE pecriMpaTOpHO-
BUPYCHOW WH(MEKIWN JIMIIb YCUJIMBAeT ITOBPEXICHME
pecnpaTopHOro anuTevs [9], BHIBOAS Ha «apeHy» BOC-
MajieHusT B JbIXaTeJbHBIX TyTSIX «CBOMHBINA aHCaMOJIb»
CXOJHBIX MEINATOPOB U KJIETOYHBIX MHCTPYMEHTOB.

Ecnmm ¢ maroreHeTMuecKoil TOYKM 3peHMsT Bce Ooiiee
WA MeHee TIOHSITHO, TO TIPY MHTEePIpeTalluy KIMHUYE-
CKOI KapTUHBI MbI, KaK OOBIYHO, CTAJTKMBAEMCSI C HEpaB-
HO3HAYHOM TPaKTOBKOI TepMUHOB. To, 4TO 3a pybexkoM
JTaBHO 0003HavyaeTcsl KaK OpOHXMabHasl acTMa, MPOBO-
mupyemass OPU (o onpenenenunio EBpomeiickoii aka-
IEMUU  aJIJIEPTOJIOTUM W KIWHUYECKOW WMMYHOJIOTHU
1 AMEpPUKAHCKOM aKaJgeMuu aJuIeprojOTUU, acTMBI
u ummyHoJsoruu ot 2008 ), B Poccuu B cuity HallmoHas b-
HOM CKJIOHHOCTM K TUIOAWATHOCTHKE OpOHXMATbHOM
aCTMBI MO-TIPEXXKHEMY TPAKTYeTCs KaK PeLIMINBUPYIOIINIA
(0OCTPYKTHBHBIN) OpoHXUT. B nuarHocTupoBaHuM OPOH-
XMaJIbHOM acTMbl B Poccum He 3aMHTEpecoBaH HUKTO:
YYaCTKOBOMY TIeIMATPy — JIUIIHSISA 3a00Ta TUCTTaHCEPHO
HaOMonaTh 3TUX JeTeil; opraHu3aTopaM 3ApaBooOXpa-
HEHUsI — W3BICKMBATh CPEICTBA Ha CyOCHOVWpOBaHME
WX JIEYEHMS; CTATUCTUKAM — IOPTUTh OTYETHBIE TMOKa-
3aTe/IN; POAUTENIM — JIOCTABJISITh OTOPUYEHMSI B CBSA3U
C OTpaHUYEHMSIMHU K 3aHATUSIM pebeHKa OOJBIITNM CITOP-
TOM U BBIOOPY B OyaylieM crieliuaibHOCTU. JlelcTBU-
TEJIbHO, YCTAHOBMB peOEHKY AMarHo3 OpOHXUATbHOM
acTMBI B paHHEM BO3pacTe U CBOEBPEMEHHO OCYIIECTBUB
eMy KOMILIeKC 3(pPeKTUBHBIX JieueOHO-TIpoduIaKTIIe-
CKMX MEpOITpUSITUiA, naxe depe3 15 net, korna 00Je3Hb
MOXKET JaBHO HAXOIUTHCS B CTOMKON PEMUCCUU U HUKAK
ce0sT He TIPOSIBIISITh, CHSITh AUATHO3 OKa3bIBAeTCs Upe3-
BBIYATHO CIOXHBIM. Ero 661 MOKHO OBIJIO 1 HE CHUMAaTh
(uTo OBLIO OBl Jaxe BEPHbIM) U CJIEJOBAIO Obl JUUIb
0003HAYNTh, YTO OOJIE3Hb, MMEBIIASICSI B TIEPBBIC TOIBI
KU3HM, TABHO HAXOOWUTCS B CTOWKOW PEMHMCCUU U He
MOXKET CIY>KUTb OTpaHUYEHHEM I TPO(peCCUOHATb-
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Muszepruykuii F0.JI. TlatoreHeTnyeckoe 000CHOBaHKE MpUMeHEHMsI MOHTeyKacTa (CHHIJIOHA) MPU OCTPbIX PECTIMPATOPHBIX BUPYCHBIX MHMEKLIMSIX ..

Horo BbIOOpa. Ho BenoMCTBEeHHBIE OrpaHUYEHMST OKa3bl-
BAlOTCSI COBEPIIEHHO HEIMPEOAOJUMbIM TPEMSITCTBUEM.
CKoJIbKO OBbl TIpaKTHUKYMIOIIME Bpaud HU OOCYXIanu
B CBOEM COO00I11eCTBE HEOOXOAMMOCTb TIPY OTIpeeIeHUN
npodecCuoHaTbHbIX OTPAaHUYEHU I UCXOAUTh HE U3 Auar-
HO3a, a M3 CTeleHW (QPYHKIIMOHAJIBHON M COLMAIbHOM
HEIOCTaTOYHOCTU [22], «BO3 M HBIHE TaM», 3acTapeibie
WHCTPYKIIMU <«HETIPOIIMOaeMbl» U <«HEIMOKOJEOUMBI».
XoTs1, ciemyeT pU3HaTh, YTO MOCJIe MHOTUX JIeT O0PbOBI
KpUTEpUM MHBAIMIHOCTU B Poccuu Bee Xe ynanoch rnpu-
BECTM K MEXAYHapOAHBIM CTaHIapTaM M TaM Telepb
He BaXKeH JMarHo3, a OIpeaesisIioIINM TpU Ha3HAaYeHU U
WHBAJIMIHOCTU SIBJISIETCS HAJIMYECTBYIOIIAsl CTENeHb
(YHKIIMOHAIBHOM U COLIMATbHON HETOCTATOYHOCTH.

Bce nepeuncneHHoOe JNUITHUI pa3 JgoKa3bIBaeT 1lieje-
Cc000pa3HOCTh TPUMEHEHMS MOHTEJyKacTa TIPU OCTPBIX
pecnMpaTOpHBIX BUPYCHBIX MH(MEKIUIX ¢ OpOHX000-
CTPYKTUBHBIM CHHIPOMOM Y JETeil paHHETO W JOIIKOJb-
HOTO BO3pacTa, JaXKe €CJIM Bpay Mo TeM WM WUHBIM MpU-
Yy{HAM HE pellaeTcsl yCTaHOBUTb PeOeHKY WMCTUMHHBIN
JIMarHo3 (BUPYCUHIYIIMPOBAHHOI) OPOHXUATbHOM aCTMBI.

B HacTos111€€ BpeMs HayKa 1 31paBOOXpaHEHUE BCETO
mupa o3aboueHnl maHgemueit COVID-19. B atom otHO-
IIEHWX Ype3BbIYAHHO WHTEPECHbl U TIEPCIIeKTUBHbI
COOOIIEHUSI aMEePUKAHCKMX, WTaJIbIHCKUX W KWTaii-
CKMX YYEHBIX, BBISBUBIIMX HE3aBUCHUMO JPYTr OT Jpyra
BO3MOXHOE TPOTUBOBUPYCHOE [EWCTBUE MOHTETyKa-
cra. MHrubupys sKcnpeccuio HUTOKMHOB U XEMOKM-
HOB B aKTMBMPOBAHHBIX Makpodarax (dpeHorurna M2),
MOHTEJIYKAaCT MOXET CHUXaTb BEPOSITHOCTh Pa3BUTUSI
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KinHuyeckne peKOMeHIAIMHU 1O JUATHOCTHKE M Jie4eHHI0 (hyHKIMOHAIBHBIX HAPYIIEHWid OPraHOB MUIIEBAPEHUs Y JeTeil moaro-
TOBJIEHbI TPYNNOi IKCHEPTOB, BEAYIIMX OTE€YECTBEHHBIX CHEIHAIUCTOB B 00/1aCTH JAETCKOiM racTPOIHTEPOJIOTHH, KOTOpbIe 0000-
MMM 3apy0eKHble PEKOMEHIAIMN M 0TE€YECTBEHHDIIi ONBIT, MPEIJI0KUB TAKTUKY AEHCTBUIi MeauaTpa B YCJIOBUAX NMOBCEAHEBHOM
npakTuku. B 3-ii yacTi pekomeHnanumii 00cyKaaroTcs AMC(YHKIMN OUIMAPHOTO TPAKTA U (DyHKIMOHAIbHbIE 3anopbl. duchynkummn
OWJIMAPHOTO TPAKTA OTCYTCTBYIOT B NeUATPHYECKUX pa3nenax Pumckoro koncencyca IV, oqHako oTedecTBeHHAs: eqMaTpuYecKast
IIKOJ1a BCEIZIa MPUIABAJIA UM BaKHYIO POJIb KAK OHOM M3 MPUYMH a00MUHAJIBHOI 00/ y AeTeil. DTa mo3uius ObLIa NoaIepKaHa
JKCHEPTAMHU M COXPAHSETCS B HACTOSAINMX peKoMeHaanusaX. OyHKIMOHAIbHbIE 3aN0PbI YACTO BCTPEYAIOTCS Yy IeTeil pa3iMyHOro Bo3-
pacTa M npeACTaBJISIOT He TOJIbKO MEIUIMHCKYIO, HO M CePhe3HYI0 CONMAJIBHYIO MPo0JIeMy KaK /IS IeTeid, TaK U JAJIsl UX POJUTeIeil.
B B34 ¢ 3TUM JaHHO¥ MATOJIOTHH Y/IEJIeHO 3HAYNTETbHOE BHUMAHKE C YIE€TOM NCHXOCOIMHUAIBHBIX ACTIEKTOB KOPPEKIUH.

Karouesvie caosa: demu, gyynkuyuonarvhvle paccmpoicmea, cpbleu8anus, KOAUKU, 2acmpod30ghazeanvhulii pegharokc, (hYHKYUOHANbHAS OUC-
nencusi, (PyHKUUOHANbHASL AOOOMUHANLHAS 001b, CUHOPOM PA30PANCEHHOL0 KUUEHHUKA, OUAUAPHASL OUCHYHKUUS, (DYHKUUOHANbHBLE 3aN0p.

Ans untupoBanus: enbmep C.B., BonkiHew I.B., lopenos A.B., l'yposa M.M., 3ssruH A.A., KopHueHko E.A., HoukoBa B.[1., lNeukypos /.B.,
lMpusopoTtckuii B.®., Taxesa A.A., ®arizynnvHa P.A., XaskuH A.U., Spaec C.UN. DyHKUMOHabHbIE PacCTPOKCTBa OPraHOB NULLEBaPEHUS y Ae-
Tel. PekomeHnaaumm OOLLEeCTBO AETCKUX raCTPOIHTEPOJI0roB, rernaros0ros u HyTpuumosioros. Yacts 3. Poc BecTH nepuHaton v neamnatp 2020;
65:(6): 133-144. DOI: 10.21508/1027-4065-2020-65-6-133-144

The clinical guidelines for the diagnosis and treatment of the3 functional disorders of the digestive system in children were prepared
by a Group of Experts, domestic leading specialists in the field of the pediatric gastroenterology, who generalized the foreign guide-
lines and domestic experience, suggesting the tactics for the pediatrician actions in the everyday practice. Part 3 of the Guidelines
discusses the billiard tract dysfunctions and functional constipations. There are no biliary tract dysfunctions in the Pediatric Sections
of Rome Consensus IV; however, the Russian pediatric school of thought has always considered them as important in terms of one
of the causes for abdominal pain in children. This attitude was supported by the experts, and it is maintained in these Guidelines.
The functional constipations are common in the children of different ages, and they present not only a medical problem, but also
a serious social one for both children and their parents. That is why the considerable attention has been paid to this pathology consid-
ering the psychosocial aspects of the correction.
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Bunuapnble BuchyHKUMK

1. Onpenenenue

1.1. bunuapnsie nuchynkuuun (mo MKbB-X: K82.8) —
(yHKIIMOHATbHBIE PACCTPOMCTBA KETYHOTO  ITy3bIpsI
U KETYEBBIBOISIINX MyTel — KIMHUYECKUH CUMIITOMO-
KOMIUIEKC, DPa3BUBAIOIIMICA B pe3yJibTaTe MOTOPHO-
TOHUYECKON NUCHYHKIIUM XKETIHOTO My3bIPsI, KETUHBIX
MPOTOKOB U UX C(UHKTEPOB 03 MPU3HAKOB OpraHuYe-
ckoro ropaxkeHwust [1].

1.2. bunuapHbie nuchyHKIMK paHee 0003HAYAIMCh
MHOXECTBOM JIMarHO30B, BKJIIOYAsl aKaJIbKYJIEe3HYIO
OuMapHyto 00J1b, TMCKMHE3WIO XEeJYHOTO Ty3bIps, THUC-
KWHE3UIO XKEJTYEBBIBOISIIMX MyTel, AUCOHYHKIIMOHATIb-
HO€ PacCTPOMCTBO OMIMAPHOTO TpaKTa, CTEHO3 C(PUHK-
tepa Onau, aMITyJISIpHbIN CTeHO3 [2].

B coBpeMeHHOII  MeXIyHapOTHOW  JUTepaType
WUCTIONIb3YyeTCs B OCHOBHOM TEPMUH «OWJIMapHasi IucC-
byHK1IMS» WK «yHKIMOHATBHOE PACCTPOMCTBO OMITM-
apHoro TpakTta». Poccuiickue Tpaauiiuu M COBpeMEH-
Hble KJIMHUYECKME PEKOMEHIAIIMU JOIYCKAIOT TaKXe
MMpUMeHEeHNe AUarHo3a «IUCKUHE3US XKeTIeBBIBOIASIINX
nmyTeii». B 9yacTHOCTM, MMEHHO 3TOT AMArHO3 YyKa3aH
B peKoMeHIanusax PoccuiicKoil TracTpO3HTEPOIOTHYE-
ckoii accoumanuu, Boimenmunx B 2018 . [3]. OmHako
Ba)KHO MOHMMATh, YTO KPUTEPUM OMJIMApPHON AUCPHYHK-
LIUY TIPEXIE BCEro yJbTpacoHOorpacuueckue, a He KIn-
HUYECKUe.

1.3. B Hacrosiiiee BpeMsi OTCYTCTBYIOT MEXIYHapO/I-
Hble PeKOMEHIALIMKU TI0 TUAarHOCTUKE W JICYEHUIO JeTei
¢ bunumapHoil nuchyHkumnei [4].

2. DnuaeMuoJIorus

2.1. bunuapnas TMCYHKIIMS — 3TO pacpoCTpaHEH-
Hasl KJIMHWYecKasi mpobiema, BcTpeuvaetcst y 15—20%
B3pOCJIOTO HACeJIeHUsI, PaCIpOCTPAHEHHOCTb paCTeT
IO Mepe YBeJIMYEeHUST BO3pacTa MalueHTOB, MHOTIA PO~
rpeccupysl B opranndeckue 3adoneBanus [3].

2.2.  PacripoctpaHeHHOCTh  OWIMapHOW  IHUCHYHK-
MM B JeTcKoi momyiasuu B Poccrm  cocraBisieT
5,5% [5]. B crpykType (YHKIIMOHAIBHBIX PACCTPOMCTB
OpraHOB TMHUIIEBAPEHMsI Y JIeTell OvMapHas AUCHYHKIINS
3aHMMaeT 5—7%, pacrpoCTpaHeHHOCTDb BHIIIE Y TTOIPOCT-
koB [6]. [To ApyruM JaHHBIM, PacIIPOCTPAHEHHOCTh (DYHK-
LIMOHAJTLHBIX HApYIIeHH OVMIMAapHOTO TPaKTa 3HAYUTEITLHO
BBILIIE, TOCTUTAsI, TIO JAHHBIM pa3HbIX aBTOPOB, OT 25 10 90%
B CTPYKType 3a00JIeBaHMI XKeJTyTOYHO-KUIIIEYHOTO TpaKTa
y JIeTell, OMHAKO B 3TMX MCCIIEIOBAHUSIX HCIOIh30BANCh
YJIBTPa3BYKOBbIE KPUTEPUU AMArHOCTUKM [7, 8].

2.3. Takoii pa36poc AJaHHBIX OOBSCHSIETCS U OCOOEH-
HOCTSMU WHTEPIPETAIUN Pe3yJbTaTOB MHCTPYMEHTAIb-
HBIX WCCIeNoBaHUi (YIBTPa3ByKOBOE UCCIIeI0BaHNUE,
CHMHTUTpadUsI) B pa3HbIX MEIULIMHCKUX YIPEKICHUSIX,
YTO He TO3BOJISIET TOCTOBEPHO CYINTh 00 UCTUHHOM pac-
MPOCTpaHEHHOCTH Tatojoruu [7, 8].
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ckoit akagemuu um. H.H. Bypnenko

394036 Boponex, yi. CtyneHueckast, a. 10

[MeukypoB JAmutpuii BramumMupoBud — 1.M.H., TIipod., 3aB. Kadeapoii TeTCKUX
GosesHeit CaMapcKoro rocy1apcTBeHHOTO MEIMLIMHCKOTO YHUBEPCUTETA
TsxeBa AneHa AJieKCaHIPOBHA — K.M.H., acc. Kadeapbl JeTCKUX Oosie3Hei
CamapcKoro rocy1apcTBeHHOTO MEAMLIMHCKOTO YHUBEPCUTETA

443099 Camapa, yi. Yanaesckasi, 1. 89

DaitzyminHa Pezena AGmynaxatoBHa — I.M.H., mipod., 3aB. Kadenpoii mpo-
MeeBTUKY IeTCKUX Goe3Heil 1 haKkyIbTeTCKOM MeIMaTpuu ¢ KypcoM AeTCKUX
GosesHeit JeyebHoro dakyibrera Ka3aHCKOro rocynapcTBEHHOTO MEIUIIMH-
CKOr0 YHUBEpCHUTETa

420012, Ka3zans, yi. byrieposa, 1. 49

Dpnec CpernaHa MnbuHuuHa — A.M.H., mipod., 3aB. Kadeapoit mpomemnes-
TUKM JIeTCKUX OosesHeil KIMHMYECKOro MHCTUTYTA AETCKOTO 310POBbSI
uM. H.®. @unarosa [lepBoro MOCKOBCKOTO rOCyIapCTBEHHOTO MEIWIIMH-
ckoro uHcetutyta uM. .M. CeueHoBa (CeueHOBCKUIA YHUBEPCUTET)

119992 Mocksa, bonbias I[Muporosckas yi., 19, ctp. 2
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beavmep C.B. DyHKIMOHATbHBIE PACCTPOICTBA OPraHOB MHIleBapeHus y aeTeil. Pekomernaryu ObiiecTBa 1TCKMX raCTPOIHTEPOIOTOB. ..

M3BecTHO Takke, YTO HapyIIEHWSI MOTOPUKU JBE-
HaALATUTIEPCTHON KUIIKM, a TakKXe BOCIAJIUTEIbHbIC
U3MEHEHUsI €€ CIIM3UCTON O0O0JIOYKM HEpPEeIKO COIpO-
BoxaaroTcs aucyHkimeit cunkrepa Onan. DTo mopo-
JKIAET, B CBOIO 04epe/ib, TMCGHYHKIIMIO XEJITYHOTO My3bIpst
u hopMUpPYeT KIMHUYECKNIT CUMIITOMOKOMILJIEKC (hyHK-
LIMOHAJIBHOTO HapyIleHUs OUJIMapHOTO TPaKTa.

[Tpu 3TOM ClieayeT MOMHUTD, YTO OTCPOYEHHOE OIO-
POXXHEHME XKETYHOTO Iy3bIpsi HAOJI0aeTCsl BO MHOTMX
clydasix, B TOM YHCJIe y TIPaKTUYECKU 3I0POBBIX JIMIL
W y TAIMEHTOB C JPYyruMu (byHKIIMOHAJIBbHBIMU pac-
CTPOMCTBAaMU OPTaHOB NUIIeBapeHus [1, 6].

2.4. bunuapHast [uchyHKUIUST — TIPEUMYIIECTBEHHO
KJIMHUKO-aHAMHECTUYECKUI IMarHo3, TMpu  TocTa-
HOBKE KOTOPOTO MHCTPYMEHTAJIbHbIE METOMIbI MCCIIEI0-
BaHMSI WUTpalOT BCIOMOTATeIbHYIO poJib. BMecTe ¢ Tem
oHUM (yJBTPa3ByKOBOE HcclieoBaHue, 330(haroractpo-
JIyOICHOCKOTINST) HEe3aMEHNUMbI B KOMITJIEKCHOM OlIEHKe
COCTOSIHUSI TacTPOJYOACHAIbHOW 30HBI U aJeKBaTHasI
WHTEPIIpeTalvsl UX pe3yJIbTaTOB MO3BOJISIET OMpPEneIuTh
TUTIBI OMJIMAPHON TUCHYHKIINN.

3. Knaccuduxkanus

A. InchyHKIIMS KETIHOTO TTy3bIPS.

b. Iuchynkuust chunkrepa Opau — koa no MKb-X
K83.4:

— 110 OWIMapHOMY THUILY;

— T10 TTAHKPeaTu4eCKOMY TUITY;

— T10 CMellIaHHOMY TuTy [2].

Knunnueckue opmbl OurapHoOi TMCHYHKITAN.

1. TuneproHnyeckas-ruriepKkuHeTHYeckass  ¢opma:
00JIM B 3KMBOTE OCTPhIE, KPaTKOBPEMEHHBIE, Yallle Mociie
efbl WM CcTpecca, MHOTJAa — OTPbIXKA, CKJIOHHOCTh
K 3aropam.

* WcxomHblii BereTaTUBHBIN CTaTyC: Mpeodaaaroniast
BaroTOHMUSI.

2. [uroroHnvecKasi-rurMmoKMHETUYECKast dopma:
00JIM B XXKMBOTE HOWOIIINE, IJUTEIbHbIC, YYBCTBO TSKECTH
B JKMBOTE, B3yTHE XNBOTa, CKITOHHOCTb K IMapee.

* WcxomHblii BereTaTUBHBIN CTaTyC: Mpeodaaaroniast
CUMITATUKOTOHUS [6, 7].

» JleneHue Ha JABa TPEACTABICHHBIX BbIIIE KIIM-
HUYECKMX BapMaHTa B ONpeNeJeHHOW Mepe YCJIOBHO,
MOCKOJIbKY OCOOEHHOCTHM BEreTaTUBHOW  peryisiiuu
JKEJTYHOTO MMy3bIpst U cuHkTepa Omau, a Takke aBTO-
MaTU3M TIOCJEHETO MOTYT B T€YEHUE KOPOTKOrO Bpe-
MEHU MEHSATh KakK TOHYC C(hMHKTEpHOTro armapara,
TaK 1 MOTOPUKY XeJuHoro my3bipsi. K Tomy xe He cre-
JyeT 3a0bIBaTh, YTO OMIMApHbIC TUCPYHKIIMKU 2-TO TUMA
(CM. HMXe) YaCcTO BTOPUUYHBI 11O OTHOIIEHUIO K OpraHu-
YecKoW T1aTOJIOTUM, HampuMep TacTpOayoJeHaTbHOMN
30HBI, B CBSI3W C YeM KajJoObl OMJIMApHOTO XapakTepa
MOTYT OBITh 3aTyllIeBaHbI KITMHUYECKUMU MPOSIBJIEHUSIMU
OCHOBHOTO 3a60JieBanus [1, 6—8].

4. DTHOJOTMS U NATOTeHe3

4.1. CUMNTOMOKOMILIEKC OWUIMapHON AUCHYHKIIMU
pa3BMBaeTCsl B pe3yJibTaTe HapylleHWs] MOTOPHO-TOHM-
yecKor (PYHKIIMM XETYHOTO Ty3bIpsi, KETUHBIX MPOTO-

KOB WM C(OUHKTEPOB O3 MPU3HAKOB UX OPraHUYECKOTo
MOpaxXeHUs, MU3MEHEHUsI CBOWCTB 3KEIYM, CIOCOOHBIX
WHAYLMPOBATh BOCTIAJICHUE B XEJYHOM ITy3bIpe U TIPO-
TOKaxX, a Tak>Ke MOBBIIIEHHOI YyBCTBUTEILHOCTH pelier-
TOPOB OMJIMAPHOTO TpaKTa K JaBiIeHUIO [5].

4.2. He ycraHoBjeHa 4YeTKasi B3aMMOCBSI3b MEXIY
¢pakumeit BHIOpoca KeaTUHOTO My3bIps U KIMHUYECKUMU
MPOSIBJIEHUSIMU, OJHAKO TUCOYHKITUS XKETIHOTO TTy3bIpsI
B (opme HapylleHUIl CMOHTAHHOW M CTUMYJIMPOBaH-
HOM COKpaTUTEJIbHON aKTUBHOCTU YacTO OIPEAeIISIETCS
y MalMeHTOB ¢ OMIMapHoi nucdyHkimei [9].

4.3. Ipu cHMXXKEeHHOI (hpakiMy BeIOpOca Ha yJbTpa-
3BYKOBOM HCCJIEIOBAHUHU Yallle OTPeNesIsSTIoTCs Ovimap-
HBI cnamk 1 MuKpoauTuas [10], 4yTo MoXeT paccMaTpu-
BaThCs KakK TMepBasi CTaans XKeJTYHOKaMEeHHOM 00Ie3HN.

4.4. OnHO u3 OOBSICHEHUI 00aM Tpu JUChHYHK-
1 chuHkrepa Oaau Mo OUJIMapHOMY THUITY MCXOIUT
U3 KOHUEMUMM HOIMIETITUBHON CEHCUTU3ALUUUN —
TKaHEBOE BOCIMajieHWe aKTUBHUPYET HOLMIICIITUBHBIC
HEWPOHBI, YTO MPUBOJAUT K CEHCUOUIM3ALUU U YCU-
JieHuto 4yyBcTBa 0onu [11]. Y oTaenabHBIX MallMeHTOB
¢ OunuapHoil nuchyHKUIMEN naxke He3HAUYUTEJIbHOE
yYBEJIMYEHME JaBJICHUsI B XEJYHBIX MPOTOKax (B mpe-
neyax (U3nOJOTUYECKOTO Nrarna3oHa) MOXeT BbI3BaTh
HOLIMIIENTHBHYIO OOJIEBYI0 aKTUBALIMIO M OIUIYyIIEHHUE
6onu (ayutonunus) [2].

4.5. MHorve BHYTpEHHME OpraHbl MMEIOT OOIIyIO
CEHCOPHYI0 MHHEPBAIIUIO, MOYTH MOJIOBMHA CEHCOPHBIX
HEMPOHOB B TMOJXKEIYIOYHON XKeJjie3e TaKXKe WHHEpPBU-
PYIOT JBEHAIATUTIEPCTHYIO KUIIIKY; MTaHHbINA (peHOMeH
HOCUT Ha3BaHUeE «IIepeKPEeCTHasi CEHCUTU3auus» [12].

4.6. HekoTtopble MalueHTHl MOTYT UMETh TTePBUYHBIE
HapylUIeHUsT COKpAIIeHUsI KEJIYHOTO ITy3bIpsl; 3HAUM-
TEJIbHYIO POJIb IPU 3TOM UTPAIOT U UBMEHEHUS B COCTaBe
xemunm [13].

4.7. OTe4yecTBEHHOM MeIUaTpUIeCcKoil racTpO3IHTEPO-
JIOTMYECKOM IIKOJION TIPUHSTO BBIAEICHUE NBYX THUIIOB
OuIMapHO# MUCHYHKIIMU:

1-i1 TAm: BCEACTBUE HApYIIEHUH HeWporyMopaib-
HOW peryyisiiiuy, HEPBHBIX MPOLIECCOB B KOPE TOJIOBHOTO
MO3ra, OCJa0JIEeHUIO BBICIIMX BEreTaTUBHBIX LIEHTPOB,
YTO TIPUBOIMUT K TUCKOOPAMHAIIMM PAOOTHI XKEITYHOTO
My3bIPsI M KETYHBIX XOJIOB.

B kauecTBe MPUYMHHO-3HAYUMBIX (DAKTOPOB B ITUX
cllydasiX BBICTYMAlOT COMAaTOBEreTaTMBHBIE PACCTPOii-

CTBA, HEBPO3BI, [EMPECCHM, CTPECCOBBIE CHUTyaLlMH
[2,7,8].
2-if  TUII: BCIEACTBHE  BHCIEPO-BUCIEPATBHBIX

pedyiekcoB Tipu  3a00JIEBAaHMSIX  KEJyIOUYHO-KUIIIeU-
HOTO TpakTa (XpOHWYECKW TacTPOAYOJNCHUT, S3BEHHAs
60J1e3Hb, TTAHKPEATUT, Mapa3uTapHble THBA3UU, OOJIE3HU
KuieyHuka) [7, 8].

4.8. VY mauueHToB ¢ TUCKUHE3UEN KeTUYHOTO My3bIpst
OTMeYaeTcsT TOBBIIICHHAs COKPaTUMOCTh C(UHKTEpa
Onnu, TUCHYHKIIUS XXETUHOTO My3bIPsT MOXKET aCCOLIMU-
poBaThcsl M ¢ 0OoJiee TeHEepaTU30BaHHBIM THUIIOM IHC-
KWHE3UM, Hampumep (PYHKIMOHAIBHOM IUCIIETICUEi,
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CUHIPOMOM pa3/ipak€HHOTO KUIIEUHNKA, XPOHUUYECKUM
3aIopoM, BO3MOXKHO ractporrape3om [14, 15].

4.9. DkcnepuMeHTaJIbHBIE UCCIIeTOBaHUS OOHa-
PYXWJIM HECKOJBKO MOJIEKYJI, KOTOPbIE MOTYT CBSI3bI-
BaTh BOCITaJIeHWE C MOTOPUKOM, OHA M3 BaXKHBIX, BO3-
MOXHO, — TpocTarianant E, [16,17].

5. JImarHocTuka

5.1. IlnarHocTuka OuaMapHON AUCGHYHKUIMU OCHO-
BBIBAETCSI B TEPBYIO oOuepelb Ha KIMHUKO-aHaMHE-
CTUYECKMX TIpu3HaKax. Pumckumu xputepusimu [V
naHHasi ¢opma (yHKIMOHAJIBHBIX PacCTPONCTB oOpra-
HOB TMUIIEBAPEeHUs] BKJIIOUEHA TOJBKO B BO3PACTHYIO
kareroputo «Bspocabie» (pasmen E), omHako mo3unus
OTEUYECTBEHHBIX JIETCKMX TaCTPO3HTEPOJIOTOB COCTOUT
B 11€J1IeCO00PA3HOCTU BKIIIOUEHUST OMIMapHON AUChYHK-
MY B MeauaTpuieckoil pasnen (pyHKIMOHATbHBIX pac-
CTPOICTB OPraHOB THUILIEBAPEHMUSI.

5.2. B kauecTBe 0011Iero nmpu3Haka JUisi BCEX TUIIOB
OunMapHOl TUCHYHKIIMU TIpeuiaraeTcsi paccMaTpuBaTh
OuMapHyto 00Jib:

* 0O0JIb JJOKAJIM3YeTCsl B 3MUTACTPUN U/WJIN B TIPABOM
BEpXHEM KBaJIpaHTE, TIPU 3TOM UMEIOTCSI BCE MOCIEIy0-
1I1e MPU3HAKU:

— TMTOCTENEeHHO HapacTaeT 0 YCTOMYMBOTO YPOBHSI;

— BO3HMKAET C pa3HbIMM TMPOMEXYTKAaMU BpPEeMEHU
(He eXe/THEBHO);

— JIOCTaTOYHO CUJIbHASI, YTOOBI HApYIIaTh MTOBCETHEB-
HYIO aKTUBHOCTb WJIM TIPUBECTU K DKCTPEHHOMY O0Opaliie-
HUIO K Bpauyy.

bonu B nmpaBom moapebepbe MOTYT BO3HUKATh Kak B
CBSI3Y C TPUEMOM ITUIIIH, TaK U Ha (DOHE CTPECCOB U AMO-
LIMOHAJIBHBIX COCTOsTHUE. Bonu mpoBouupyoTcst rpue-
MOM XUPHOM, XKapeHOi, OOMJIbHOM MUIIA, MOTYT OBITh
CBSI3aHbI C JBVMKEHUSIMU W O0JerdaTbCs W3MEHEHUEM
MOJIOXKEHMUSI TeJIa U MOHMKEHUEM KHUCJIOTHOCTH.

IMonnepxupariiyme Kputepuu: 00JIb MOXET COMpPO-
BOXIAThCSI

— TOITHOTOW U PBOTOM;

— Mppaauanueii B CIMHY 1/Wd TpaBylo MOAJIONaTOY -
HYI0 00J1aCTb.

BaxxHo BbIsIBIeHHE Yy peOeHKa BO BpeMsl OCMO-
Tpa CYXOCTM KOXHBIX TMOKPOBOB, KOPMYHEBOIO HajeTa
Ha sI3bIKE.

5.3. JuchyHkims xemqyHoro my3bips. JJaHHBI Tep-
MWH TIPUMEHSIETCS] B OTHOIIIEHWM MAllMeHTOB C OMInap-
HO1 060JIbI0O U MHTAKTHBIM KETYHBIM Iy3bIpeM 0e3 KaM-
HEW WJIN B3BECH.

JunarHoctuyeckue
SKEJTYHOTO TTy3bIpPS:

— OunumapHas 60Jb;

— BO3MOXHBI TOIITHOTA,
KUBOTA;

— OTCYTCTBUE KEJTYHBIX KaMHEW W IPYroil CTPYKTYp-
HOI MaTOJIOTHU.

IMonnepxxuBaroIe KpUTEPUn:

—HM3Kas (dpakiys BblOpoca Tpu CHUHTUTpacduu/
VJIBTPa3BYKOBOM UCCIEAOBAHUHN KEJTYHOTO My3bIpsI;

KpUTEpUN TSI OTUCHYHKIIMU

ropeub BO PTYy, B3AYyTUE

B MOMOLLIb TPAKTUYECKOMY BPA4YY

— HOpPMaJIbHBIII YpOBEHb TIEYEHOUYHBIX (PEPMEHTOB,
MpsIMOTO OMIMPYOMHA 1 aMUJIa3bl/IUTIA3hbI.

IIpumeyanue. MoryT OBITb W JpYyrue TIPUYMHBI
JIJIST TIOBBIIIIEHUSI aKTUBHOCTU TTIeYeHOUHBIX (PePMEHTOB,
TaKMe KaK CTeaTo3 IMevyeHu, YTO He UCKITIoYaeT TUCchyHK-
LU0 KEJTYHOTO My3bIPS.

5.3. AuchyHkuusa cohuHkrepa Ompau no Ouauap-
HOMY TUITY.

JnarHocTuyeckue KpuTepuu:

1. bununapHast 60:1b.

2. KpaTkoBpeMeHHOE MOBBIIIIEHUE MapKepoB XoJie-
cTtaza He Oonee 4yeM Ha 25% Ha BbIcOTe 0O0JIEBOTO
CUHIpOMA.

3. OrtcyrcTBME KaMHeil B XKEJYHBIX MPOTOKaX
WU CTPYKTYPHBIX aHOMAJTHIA.

IMonrBepxaatoiirie KpUTEPUM:

1. HopMasbHble ypOBHU aMUJIa3bl/IUMA3bI.

2. AHoMaibHBIE TaHHbIE MaHOMETPUU COHUHK-
Tepa Oman.

5.4. QucdhyHkiuus chuHkrepa OmpaM nMo nmaHKpeaTv-
YeCKOMY THITY.

B nenmnaTtpuyeckoil mpakTUKe MpeaiararoTcss KpUute-
pun nuchyHkumu chuHkrepa Omau MmaHKpeaTUIecKoro
THTa, pa3paboTaHHbIE dKCIepTHOM TpymToii [1, 6, 7, 8].

bonu B 1eBoM BepxHeM KBaJpaHTe KMBOTa, TIIyOOKO
B BIIUTACTPUU WU OT MOJAPEOephs K Moapedepbio, Tiydo-
Kue, Tyrnble, BOSHUKAIOIIME WIN YCUJIMBAIOIINECs TMOCIIe
e/lbl, TipueMa OCOOEHHO >KUPHOM, KapeHOW U OOWIb-
HOW MUIIIN.

Jucrniernicuyeckre KajloObl: «BEpPXHUE»: TOIIHOTA,
pexe pBOTa, OTPBIKKA;, <«HWXKHME». 4YYBCTBO TSIKe-
CTU B KUBOTE, HapylleHWe armneTuTa (CHUKEHHBIN
WJIM M30MpaTe/ibHbIN), METeOpru3M, HapylleHWe Xapak-
Tepa cTysa (3amopsl JIMOO HEYCTOMUYMBBIN CTYJI, U3MEHE-
HUE ero 1BeTa JI0 CEPOTo).

Ilpu rnyOokoii manbmauuu >XUBOTA Y OTACIbHBIX
MaluMeHTOB MOXHO BBIIBUTh OOJIE3BHEHHOCTh B 30HE
Ioddapa, Touke Meito—PobcoHa. Y psma OOJIBHBIX
MOXHO OTMETUTb TaK Ha3bIBaeMbIC HOMCHUYbL: OOIU
B XXMBOTE B OTCYTCTBHE OOBEKTMUBHBIX CUMIITOMOB (MSIT-
Kuit 6€300JIe3HEHHBIN XXUBOT, OTCYTCTBUE NedaHca).

KparkoBpeMeHHOe mpexoisiiiiee MOBBIIIEHUE YPOBHS
aMuIIa3bl B KpOBU He 6osiee yeM Ha 25% Ha BbICOTe OoJie-
BOTO CUHpOMa.

OTCcyTCTBUE YBEJIWYEHUsI pa3MepoB TOKETYI0UHON
JKeJie3bl, U3MEHEHUI €€ CTPYKTYpbl WJIM paclIdpeHust
IJIaBHOTO TIAaHKPeaTUYeCKOro MPOTOKAa MO JTaHHBIM Yib-
TPa3ByKOBOTO UCCJIEIOBAHNSI.

HpyrumMu cioBamMu, i1 TUCHYHKIIMU CPUHKTEpa
Oniu o maHKpeaTUyecKoMy TUITY XapaKTepHa MaHKpea-
TOreHHast 00Jib, HO HEOCTATOYHO KPUTEPHUEB IS TTOCTa-
HOBKM JMArHO3a «[TAaHKPEaTUT».

NuddepeHunanbHas AUArHOCTUKA MEXIy OCHOB-
HBIMUW BapyUaHTaMU OMIMApHON AUCHYHKIIUK 3aTPYyIHU-
TeJbHa, HO TIPM aHaJIN3€ KIMHUKO-aHAMHECTUYECKUX
1 WHCTPYMEHTAJIBHBIX JaHHBIX MOXKHO HalTH HECKOJBKO
«ITOJICKA30K», TIO3BOJISIIOIINX YTOYHUTH quarHo3. K rako-
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BBIM MOXHO OTHecTH: 1) (pukcupoBaHHYIO fehopMalinio
W aHOMAJINIO (POPMBI XKETIHOTO Iy3bIpsi, YTO B COUe-
TaHUU C XapaKTePHBIM OOJIEBBIM CUHIPOMOM TTO3BOJISIET
JIMarHOCTUPOBATh MY3BIPHYIO TUCHYHKIIMIO; 2) KpaTKO-
BpeMEHHOE TIOBBIIIIEHUWE YPOBHSI MapKepoB XoJjiecrasa,
KOTOpOe yKasbIBaeT Ha AuchyHKuuio chuHkrepa Omau
OUIMApPHOTO THUIIAa, a YPOBHS aMuia3bl — Ha AUCOYHK-
vio cuakrepa OIIM 1Mo TaHKPeaTHUYeCKOMY THUITY.

6. JIaGopaTopHO-MHCTPYMEHTAJIbHbIE METOIbI 00CJIe-
JIOBAHUS

6.1. O6IMit aHaTU3 KPOBU, KOIIpOrpaMma, BKITIoUast
WCCieIOBaHNE JIJIST BBISIBIIEHUST MPOCTEMIINX W TeTbMUH-
TOB, 3J1acTa3a Kaja, oOII1i aHaIu3 MOYH, aM1JIa3a MOYH.

6.2. buoxuMuyecknii aHaU3 KPOBU (aTaHUMHAMUHO-
TpaHcdepasza, acnapraraMuHoTpaHcdepasa, amuiasa,
aMuiasa MmaHKpeaThuyeckasi, Jurasa, raMmMma-TaioTaMuI-
TpaHCIeNnTUaAa3a, OWIMPYOMH, TJIFOKO3a, XOJIECTePHH,
JIMTIIOTpaMMa, 1ejodHas gocdaraza).

6.3. YibpTpa3ByKoBO€e MCCIIeIOBaHUE OPraHOB OPIONI-
HOM TIOJIOCTH, 3XOXOoJIelcTorpadus.

6.4. D3odaroracTpomayoneHOCKONUS (I UCKITIOUe-
HUSI MATOJIOTUHY TacTPOAYOACHATIbHOM 30HbI).

6.5. B marHOCTUYECKM CIIOKHBIX CTydasx ToKa3aHa
KOMTIBbIOTEpHAsI, MAaTHUTHO-PEe30HAaHCHAsT TOMOTpaduu.

Takue OTHOCHUTEBbHO IIMPOKO TPUMEHSIONIECS
BO B3pOCJION TIPaKTHKE 3apyOeskHBIX KIMHUK METOMbI,
Kak orpezesieHre (ppakiiMu BIOpOca TTPU XOJIEUCTOKM -
HUH-CTUMYJIUPOBAHHOM XOJIeCIUHTUTPAGUHN U SHTOCKO-
nmuyeckasl peTporpagHasi XoJaHTHOMaHKpeaTorpadpuu,
B OTEYECTBEHHOM MeaMaTPUIECKON MpaKTUKe ST Thar-
HOCTUKHW OMJTMapHOM AUCHYHKIIUK HE UCTTOTb3YIOTCS.

7. IuddepenumaibHblii TMarLo3

7.1. K ocCHOBHBIM 3a00JieBaHUSIM, C KOTOPBIMU HE00-
XOOUMO TIPOBOIUTH MU depeHIINATbHYI0 TUaTHOCTUKY
OumMapHOW NIUCOYHKIIMU, OTHOCSIT TIOPOKM Ouinap-
HOTO TpakKTa W TOIKETyIOYHOM XKeJIe3bl, XpPOHUUECKUIA
XOJICIMCTUT, TeTaTUT, TMaHKpPeaTUT, KeTYHOKaAMEHHYIO
00JIe3Hb, XXMPOBOI TenaTo3, SI3BeHHYIO 00JIe3Hb.

8. Jleuenue

8.1. Jleuenue npu 6uruaphoii ducgyunkyuu

8.1.1. [duerotepanust OwinapHoi AUCHYHKIUU
y IeTeil BhICTpamBaeTcsl Ha ocHoBe crojila Ne5 mo Iles-
3Hepy. OHa Ga3upyeTcst Ha CJIEAYIOLIMX OCHOBOIOJIAarato-
WX TTPUHITUTIAX:

1) muTaHuWe AOMKHO OBITH TTOJHOLIEHHBIM, pPa3HO-
00pa3HbIM ¥ UHIWBUAYATU3UPOBAHHBIM;

2) mpueM MUK AOJKEH OBITh peryysipHbIM (He peke
4 pa3 B JIcHb);

3) nmuTaHue MOJKHO OBbITh MEXaHWYECKU U XUMHUYe-
CKU IIAASIIUM, ONTUMAIbHBIM 10 COCTAaBy M DHEPTeTHU-
YeCKOW LIEHHOCTH;

4) TpOTUBOIOKA3aHbl  YIOTpeOJieHne
0101, IEpeelaHe U CYyXOeJeHUE;

5) mporpaMma JIMETOJOTMYECKON KOpPpPEeKIIMU JI0JI-
JKHA COCTaBJISITBCS C YUETOM XapaKTepa UMEIOIIMXCS IUC-
KWHETUUYECKUX SIBJICHUA.

XOJIOAHBIX

Heobxomumo orpaHWYMBaTh YHMOTpeOJIEeHUE TPO-
JIYKTOB, COIEPXKAIIMX TOBBIIIEHHOE KOJMYECTBO XOJIe-
cTepuHa (CyONMpOMYKTHI, XKUPHBIE COpPTa Msica, PBIOHI).
PexoMeHIyI0TCS MPOAYKTHI, COAepKaIlle MOBBIIIICHHOE
KOJIMYECTBO MAarHMS, KOTOPBI CIOCOOCTBYET CHUKeE-
HUIO YPOBHSI XOJIeCTEpMHA B KPOBU U BBIBEACHUIO €TO
13 opraHusMa (TpeuHeBasi, TIIEHWYHAasl Kallld, OBOIIKN
¥ GPYKTHI, TIIIIEHUYHbIE OTPYOH).

Jnst TommepskaHUsT XOJIeCTEpMHA B PAaCTBOPEHHOM
COCTOSTHMM PEKOMEHAYIOTCS TIPOAYKTHI, GoraThle 6€JTKOM
(HexXXMpHOE MSICO, TBOPOT), YTO CITOCOOCTBYET yCHUJie-
HUIO CUHTE3a XETUHBIX KUCJIOT B TIeYeH! U TTOBBIIIEHUIO
X0JIaTOXO0JIECTEPUHOBOTO KoadduimeHTa |7, §].

8.1.2. MeaukameHnTo3Hoe jedeHue. B Tepamun 3a60-
JIeBaHU 3KeTYEBBIBOISIIIIEC CUCTEMBI IITMPOKO UCITOTb3Y-
€TCs TPYIINa JIEKapCTBEHHBIX CPEACTB, YCJIOBHO OObEIN-
HSIEMBIX TEPMUHOM <«KeJTUeTOHHBbIe Tpernapartbl». B 3Ty
TpyMIy BXOIAT BellecTBa, 0ONagalonie pa3HbIM CITEeK-
TPOM JEWCTBUSI: CTUMYJIUPYIOIIUE XeTdeoOpa3oBaHMe
(XoNepeTUKM, UCTUHHBIE W TUAPOXOJEPETUKMI), CTUMY-
JIpYIOIINe XeyeoTnedeHue (XOJeKWHETUKU), XoJe-
CMa3MOJIMTUKHU, CPEICTBA  TPOTHUBOBOCITAIUTEIBHOTO
JIEHCTBUS, TETTaTOMPOTEKTOPHI.

TTpuem XoJepeTUKOB MTOKa3aH MPU OMJIMApHOW AUC-
(YHKIIMY TUTIEPTOHUYECKOTO THUTIA ¢ KPATKOBPEMEHHBIM
MPpeXOasIIuM cria3MoM chuHKTepa Oman, a TakKKe TUTTO-
TOHWYECKOTO THTA. XOJEKUHETUKHN MTOKa3aHbI TTPU TUTIO-
TOHWYECKOM THTIe OMIMAapHOW AUCOYHKIIUM, CUHIPOME
xoJjiecTtaza. XoJeCMa3MOJIUTUKA Ha3HA4YalOTCSI B OCHOB-
HOM TIpY OMJIMapHOW OUCHYHKLIMU TUTIEPTOHUYECKOTO
TUTA, a TAaKKe TIPU APYTUX COCTOSTHUSX, COMPOBOXIAIO-
LIUXCS JUTUTETLHBIM CTla3MoM cuHKTepa Omau.

HocTtatouHo  2Gh@MEKTUBHBIM  XOJEKUHETUYECKUM
CPEeJICTBOM OCTalOTCSI TIOOAXM (CJIernoe 30HIMpPOBaHNE)
C Pa3IUYHBIMU CTUMYJISITOPAMU, B YACTHOCTH C MMHE-
paJIbHOM BOJO# (B OCHOBHOM TIPU TMITOKMHETUYECKOM
TUTIe OMTMAPHOI TUCHYHKIIMN).

ATOHUCT TIepubepUUECKUX d-, |- U K-OMAOUIHBIX
PELETITOPOB mMpumedymux HOPMaIU3yeT MOTOPHO-TOHM -
YeCKYI0 (PYHKIIMIO XKeTYEBBIBOISIINX MyTe 1 MOTOPUKY
JKeJTylKa M JBeHAALIaTUIIEPCTHOM KUINKU y TallMeHTOB
¢ TUCHYHKLIMEN XeTIHOTO Ty3bIpsI, YTO CITOCOOCTBYET
KyMMpPOBaHUIO HE TOJIbKO OMJIMapHOW 001, HO U JTKC-
MEeTNCUIeCKNX CUMIITOMOB.

Ilpumeuanue. Ddusznorepanuss NpU TUNEPKUHETU-
YeCKUX HapyIIeHUsSX MOXET BKJIIOYaTh 3JIeKTpodope3
C TIpOKaHOM (HOBOKaWHOM), TapachUHOBBIC AallTUIM-
Kalliu, oOIle paJoHOBbIe WM XBOWHBIE BAHHBI, a MIPHU
TUTTOKMHETUUECKUX — BJieKTpodope3 ¢ cyabhaToM Mar-
HUSsI, TaTbBaHU3AIWIO, TMaanHaMudeckre Toku bepHapa.

TMpenapatbl ypcome30KCHXOJeBON KHUCIOThI OKa3bl-
BalOT BBIpAXXEHHOE M MHOTOTpPaHHOE IeWCTBHE. YpCOo-
JIE30KCUXO0JIeBasl KUCJIOTa — €CTeCTBeHHast TUAPODWIIb-
Hasl HEIUTOTOKCUYHAsI JKeJTYHash KUCJIOoTa, TIPU MpHueMe
KOTOPOI1 yBeIMYMBAETCS COEepKaHUE YPCOAE30KCUXOJIe-
BOI KHCJIOTHI B OOIIEM COMEPKAHUU KETYHBIX KHUCIIOT
JI0 MaKCHUMaJIbHO (PU3MOJIOTMYECKH BO3MOXHBIX 65%.
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Ilpu neyeHuum OunMapHoOW AUCGHYHKUIUU, OCOOEHHO
B KOMOWHUPOBAHHOM Tepanmvu CO CIa3MOJUTUKAMU,
YPCOJE30KCUXO0IeBasi KUCIO0Ta TIOBbIIAaeT 3(PGhEeKTUB-
HOCTb TE€paIiK 3a CYET CHYDKEHUST IMTOTEHHOCTH KETIH,
BOCCTAHOBJICHUSI COKPATUMOCTH MUWOIIUTOB M WX YyB-
CTBUTETLHOCTH K HEPBHBIM M TYMOPaJIbHBIM CUTHAJIaM,
MMPOTUBOBOCTIAIMTEITLHOTO EWCTBHS Ha CIIU3UCTYIO 000~
JIOYKY U MBILIEYHBINA CJTOW KETYHBIX TTyTEH.

Bonbmioe 3HaveHne nmeeT U MpoduIakKTuKa o0pas3o-
BaHUS OWJIMAPHOTO CJIaaka, KOTOPBINA YCYTyONIsieT Jauc-
kuHe3uto. CpenHsis 103a rnpenapara coctaBiisieT 15 Mr/Kr
Macchl Tela B CYTKW. I memmaTpuiecKoi MpaKTUKU
BaXXHO HAJIMYMe TPErnapaTtoB YpPCOAe30KCUXO0JEBOM KUC-
JIOTBI B CYCITIEH3HH.

ITpyn BHEINEYeHOYHOM XOJIecTa3e MOTYT OBITh Ha3Ha-
YeHBI TEraToNpOTEKTOPhl (3CCeHIMaabHbIe (hochonu-
MUJIbI), 00EeCTIeYMBAIOIIIME 3aIIUTY KJIETOK NEYEHU 1 TIPO-
TOKOB OT MOBPEXIAIOLIETO IEHCTBUS KETUU B YCIOBUSIX
TUTIEPTEH3UU B KeJTYeBbIBOMAAIIMX TTyTAX [18, 19].

8.1.3. B MupoBoii muTeparype o0OCyXKIaeTcss BOIIPOC
0 11eJIecoo0pa3HOCTH M 3G (HEKTUBHOCTU XOJICIIMCTIKTO-
MWU TIPY TOPITUAHBIX K METUKAMEHTO3HOM Teparuu CJTy-
yasix ounuapHoit nucdyskimu [11, 19—21]. OreuecTBeH-
Has KJIMHHWYEecKas TTpaKTUKa TO3BOJISIET CIeaTh BBIBOJ
0 TOM, 4TO TIOIOOHBIE CITOCOOBI JIEYSHUSI TTPUMEHSIIOTCST
B TIeIMATPUM KpaitHe peaKo.

8.2. Jleuenue npu ducghynkyuu cgpunkmepa O0ou

8.2.1. OOmMe TPUHUMIIBI JIeUeHUsI TPU JTUCPHYHK-
1y cpuHkTepa OmaM MaHKpeaTUIeCKOro TUTIA B LIEJIOM
CXOIHBI C TAKOBBIMM TIPU KOPPEKLMU IUCGHYHKIUN
cunkrepa Onau OMIMapHOTO TUTIA.

8.2.2. [loxa3zaHo MMpUMeHeHNe AHTHUCEKPETOP-
HBIX TMpernapaToB (MHTMOUTOPOB TPOTOHHOTO Hacoca)
C LIEJIbI0 CHUKEHUS TTAaHKPEeaTUIeCKOM CeKPEeIlln U BHY-
TPUTIPOTOKOBOTO JaBJIEHUS B TIOKETYI0OUHOIM KeJese.

8.2.3. B ciyyae BTOpPUYHOI BHEIIHECEKPETOPHOM
HEJOCTATOUHOCTH TIOKEYIOYHOM Kele3bl ToKa3aH
MpUeM TIpernapaToB, COIEPXKAIIUX TaHKpeaTUIeCKue
(epMeHTbI.

8.2.4. [Ipy TOprMIHOCTU K Teparuny 0OJEeBOr0 CHUH-
JIpoMa paccMaTpuBaeTcsl BOMPOC O Ha3HAYeHUM TICH-
XOTPOITHBIX CPEeNCTB (AaMUTPUTITUIMH, ajlMMeMa3uHa
TapTpar).

9. IToka3aHus K rOCIIUTAIN3 AN

9.1. Haiimune cuMnTOMOB TPEBOTH.

¢yHKuMOHaﬂbele 3anopbl

1. Onpenenenue

®ynkumonanbHelii 3amop (MKB-X K59.0) — yse-
JIMICHUE WHTEPBAJIOB MEXIYy aKTaMM JedeKaluy 1/
CHCTEeMaTUIEeCKN HEITOJTHOE OTIOPOKHEHWE KUIIeYHUKA,
M3MEHEHUE TIIOTHOCTU CTyJla W TIPUJIOKEHUE OTIpejie-
JIEHHBIX YCWJICHWH JIUTST OTIOPOKHEHUS.

2. DnuaAeMHOIOTHS

2.1. 3amopel MOryT ObITb JIMAarHOCTUPOBAHbI
y pebeHKa JTI000T0 Bo3pacTa, pacpoCTPaHEHHOCTh 3aI0-
POB CpeiM JIeTeil B MUpe, BKITIOYAs MIIATICHIICB U TIOMI-

B MOMOLLIb TPAKTUYECKOMY BPA4YY

poctkoB, coctaBnser oT 10 mo 23%, B EBponie — ot 0,7
no 12%. Tlo manneiM S.M. Mugie, M.A. Benninga,
C. Di Lorenzo. (2011) [22], pacnipocTpaHEHHOCTb 3aro-
poB y meteii coctasisieT ot 0,7 mo 29,6% B 3aBUCUMOCTH
OT UCTIOJIb3YeMBIX KPUTEPHEB.

2.2. YV nerteii mepBOro roma XXM3HUW pacIrpocTpa-
HEHHOCTb  (DYHKUIMOHAJIBHBIX  3allOpPOB  JOCTHUTAET
20—35% [23], or roma — ot 17 mo 40% [24, 25]. R. Huang
u coanT. (2014), S.G. Robin u coaBr. (2018) oTmeuaror,
YTO PACIPOCTPAHEHHOCTh (PYHKIIMOHAIBHBIX 3aIlOpOB
y JeTeil MITadIiero Bo3pacta HeckKoJbko Bhiie (18,5%),
yeM y aeteii 1 moapoctkoB (14,1—15%) [26, 27].

2.3. Iluk 3a001eBaeMOCTH 3aIllOpaMU y AeTell oTMeda-
eTCsT B BO3pacTe OT 2 10 4 JIeT, Koraa HauMHaeTCs puyde-
HUE K ropiky [28].

2.4. YV wMaaeHleB 3aropbl PenKo TPOSIBISIIOTCS
Kak u3oJupoBaHHOe cocrosiHue. Okono 50% nmereit
10 1 roma oMHOBPEMEHHO MMEIOT COUYeTaHNe HECKOTbKIX
(YHKIIMOHAIBHBIX PACCTPOMCTB (HampuMmep, MiaaeH4e-
CKOW KOJIMKHW, CPBITMBAHUS U1 3aropbl) [29].

3. PaGouas kiaccudukamus 3anopoB GYHKIMOHAb-
Horo npoucxoxnenus (A.M. Xaskun, 2000 . [30])

ITo TeueHWIO — OCTPBIE U XPOHUUYECKUE.

ITo MexaHU3My Pa3BUTHUSI — KOJOT€HHBIE U TTPOKTO-
TeHHBIE.

IMo cragum TedyeHUS: OEKOMIIEHCHpPOBAaHHBIE, CYO-
KOMITEHCUPOBaHHBIE M KOMITEHCPOBaHHEIE.

1. KommnieHcMpoBaHHas CTaausI:

— OTCYTCTBHUE CAMOCTOSITEILHOTO CTysa 2—3 THS;

— COXpaHEeHbI TTO3bIBBI Ha Ae(heKalNIo;

— OTCYTCTBYIOT OOJIM B XKMBOTE U B3AyTHE KUBOTA;

— 3aIopbl KOPPUTHPYIOTCS TUETOM.

2. CyOKOMIIeHCUpOBaHHAs CTaaus:

— OTCYTCTBUE CAMOCTOSITEILHOTO CTyna 3—7 IHeil;

— nedekarust ociie CIabuTeTbHBIX;

— MOTYT OBITH OOJIM B XMBOTE U B3AyTHE KMBOTA.

3. JleKoMITeHCUpOBaHHasI CTaIusI:

— OTCYTCTBHE CAMOCTOSITEJTLHOTO CTyJ1a 6ojiee 7 THEN;

— OTCYTCTBYIOT ITO3BIBBI Ha ie(peKaluio;

— 00JIM B XXUBOTE U B3AyTHE KUBOTA;

— KaJjioBast UHTOKCUKAIIUS;

— 3aIopbl YCTPAHSAIOTCS TOJIBKO TMOCe CU(MOHHOM
KITU3MBI

B 3aBUCMMOCTM OT 3THOJOTMYECKMX M TIATOTeHe-
TUYECKUX TPU3HAKOB: ajlUMEeHTapHble, HEBPOTEHHBIE,
WHOEKIIMOHHBIE,  BOCHAJIWTEIbHBIC,  TICUXOTEHHBIE,
TUTIONMHAMWYECKUE, MeEXaHUYeCcKue, TOKCUYEeCKHUe,
SHIOKPUHHbBIE, MEIUKAMEHTO3HbIE, BCEACTBUE aHOMA-
JINM Pa3BUTHS TOJICTOM KUIIKU, BCIEACTBUE HapyIIeHUI
BOIHO-3JIEKTPOJIMTHOTO OOMEHa.

4. DTHOJIOTUSA U MATOTeHe3

4.1. dyHKIMOHAIBHBIE 3aMTOPhI HE CBS3aHBI C OpraHU-
YeCKUMHM HapylIeHUsIMHA. B X OCHOBe JIEXKUT HapylIeHue
PEryJasiliii MOTOPHOR JAESITETBHOCTH TOJCTOM KWIIKH,
KOTopast TIPOSIBIISIETCSI YpesKeHNEM akTa JedeKalu, ero
3aTpyaIHEHUEM, CHUCTEMAaTUYEeCKN HEIOCTATOYHBIM OITO-
pPOXKHEHUEM KWIIEYHUKA W/WIA W3MeHeHUEM (HOPMBI
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beavmep C.B. DyHKIMOHATbHBIE PACCTPOICTBA OPraHOB MHIleBapeHus y aeTeil. Pekomernaryu ObiiecTBa 1TCKMX raCTPOIHTEPOIOTOB. ..

u xapakTepa ctyja. [1pu aTom 3amenjieHre TpaH3uTa Kajlo-
BbIX Macc IO BCEH TOJICTON KHMIIKE CIIOCOOCTBYET Pa3BU-
THIO KOJIOTEHHBIX 3aITOPOB, a 3aTPyIHEHNE OMOPOKHEHMUS
PEKTOCUTMOMIHOTO OT/EeJIa TOJICTOM KUIITKK BeJIET K MPOK-
TOTEHHBIM 3aropam. ¥ JeTeil yaille Bcero HaOIromalTes
CMeIllIaHHBIe PacCTPOMCTBA (KOJIO- M TIPOKTOTEHHBIE).

4.2. DopMUpPOBAHUIO  GYHKUUOHAABHO2O — 3anopa
y Oemeil nepeoeo 200a Mcu3HU MOTYT CIIOCOOCTBOBATb
U3MEHEHUsT B TIMTAaHWUM pebeHKa — HeIOCTATOYHBIN
00BEeM TUIIM, KOTOPBI MoJlydyaeT peOeHOK (Harpumep,
MpU TPYAHOM BCKapMJIMBaHWU B CJIydae TUIOTaJaKTUU
y MaTepH); CMeHa TTUTaHusT (Tiepexo Ha UCKYCCTBEHHOE
BCKapMJIMBaHUE WJIW 3aMeHa JETCKOM CMeCH, BBeIcHUE
MpUKOpPMa); MH(GEKLMHU (BUPYCHBIE, OCTPhle KUIIIEUHBIE
MHGEKINN), aHATbHbIE TPEIIMHBI.

4.3. YV demeii cmapwe 2o0da Kk pazeumuro QYHKUuUO-
HAAbHO20 3anopa HauboJjiee YacTO MOTYT TakKXe TIpH-
BOAWTH aJTMMEHTapHbIe MPUYMHBI (HapylIeHWe pekuMa
U XapakTepa MUTAaHUSI C HEIOCTaTOYHBIM COJIepKaHUEM
B palloHe TIPOIYKTOB, 6OTATBIX MUIIIEBBIMU BOJJOKHAMMU,
pPACTUTENIBHBIMU MacjaMU WJIM U30BITOYHBIM YITOTPeO-
JICHMEM HAIMTKOB, COAepXallnX OOJbIIOe KOJUde-
CTBO BSIKYIIMX BEIIECTB, HAPUMED Yast); TICUXHUecKast
TpaBMa WM cTpecc (IMICUXOTEHHBIE 3arophl); CHUCTE-
MaTU4YeCKoe TodaBlIeHUe (HU3MOJIOTUIECKNX ITO3BIBOB
Ha nedekannio, CBsI3aHHOE, HalpuUMep, ¢ HayaJaoM Moce-
1eHust neTckoro cana, u T.m. [31, 32]. TpeuuHsl aHyca,
aHYCUT, C(OUHKTEPHBIN MMPOKTUT MEPBUYHBIM M BTOPUY-
HBIM Ha (pOHE APYTUX BOCHMAUTETHHBIX 3a00JIeBaHUIA
aHAJIBHOTO KaHaJia, MPSIMOM KUIIKU U TMapapeKTaTbHOM
KJIeT4aTKM, OoyieBasi peaklMsl B BUIEC HapyIIeHUS pac-
cnabneHust cUHKTepa, a Takke paHHee TPUHYIUTETb-
Hoe (KOH(JIMKTHOE) TpUydYeHNEe K TOPIIKY CIyXaT MpH-
YMHOU OCTPOTO 3aropa.

4.3. Hemanoe 3HaueHue B MOAJepXaHUU XPOHU-
YeCKOTO TeYeHUs (PYHKIMOHAIbHBIX 3alIOPOB MMEIOT
CTeCHSIONMNE, HEKOMMOPTHBIE YCIOBUS MJISI OIMO-
POXHEHUS KUIIEYHUKA B JETCKOM Cajay, 4acTO aHTH-
CaHWTapHOE COCTOSTHME TyaJeTOB, HEIPUBBIYHbBIC
I pebeHKa OTKPBIThIe KaOWHKW W HaJlMuue APYrux
eTeil B 9TOM e MecTe.

5. /luarHocTHka

5.1. JlnarHo3 (PyHKIIMOHAJIILHOTO 3aIiopa YCTaHaBIIM-
BaeTCsl HA OCHOBAHWM TILATEJbHO COOpaHHOTO aHaAMHe3a
U TaHHBIX OOBEKTUBHOTO 0OCIIEIOBAHMSI.

OcHOBHbIE KpuTepuM (HYHKIMOHAJIBHOTO 3aropa
y aereit (coracHo Pumckum kpurepusim 1V):

— HaJuuue 2 CUMIITOMOB W OoJsiee B TeueHue 1 mec:

* 2 nedpexaniu WM MEHEe B HEJEIO,

* 1 anu3o0x HeaepXXaHMS Kajia WK 0oJiee B HENEIo;

— ype3MepHasi 3a/iepKKa CTyJla BaHaMHe3€;

— nedekaluu, cornpoBoOXaatolIecs: 00IbI0 U HaTy-
>KMBaHWEM, B aHaMHe3e;

— OosplIoi  AuaMeTp  OMOPMIIEHHBIX  KaJOBbIX
Macc B aHaMHe3e, BBI3bIBAIOIINX 3aCOp B YHUTa3e (JIaH-
HOe YyTOYHEeHMe OBUIO yHalieHO B PUMCKUX KpUTEPUSIX
IV nepecmorpa);

— HajM4re OOJIBIIOTO KOJWYEeCTBa KaJOBBIX Macc
B MIPSIMOM KUIIIKE.

JlonoTHUTETbHbIE KPUTEPUU:

— Ppa3IpaXuTeTbHOCTD;

— CHIXEHHMeE aTlleTUTa U/WIK paHHee HaChIeHNE;

— CHUMIITOMBI KYITUPYIOTCS cpa3sy Tociie aedeKalmn.

JlonoTHUTETbHBIE KpUTEpUU (pyHKLIMOHAITB-
HOTO 3aropa y JAeTeil, UMEIOIIUX TyaJeTHble HaBBbIKU
Ha MOMEHT TTOCTaHOBKM IUArHo3a:

— 7o KpaiiHeit Mepe | smm3on Hemep:kKaHMS Kajia
TocJjie MPUOOPETEHNS TyaJeTHBIX HABBIKOB;

— OoubIIoN aramMeTp o(OPMIIEHHBIX KaJOBBIX Macc,
BBI3BIBAIOIINX 3aCOP B YHUTA3€e, MO TaHHBIM aHAMHe3a.

OO0BeKTUBHOE O0CaeAOBaHME: OIlEHKAa MaccChl Teja
M pocTa pedbeHKa, OCMOTP 00JIACTH KMBOTA U TATBITAIINST
JKMBOTa, OCMOTP MepUaHaIbHOMN 1 TTOSICHUIHO-KPECTIIO-
BOI1 o01acTeid.

6. JTabopaTopHO-UHCTPYMEHTATBHbBI
JIOBAHUS

6.1. InarHo3 (PyHKIMOHAJBHBINA 3aMO0p — KIMHUKO-
AHAMHECTUYECKUIA.

6.2. Hainune cMMIITOMOB TPEBOTH 1 pedpaKTepHOTO
3aropa (3arop, He OTBEYaroIINi Ha afeKBaTHYIO KOHCEp-
BaTUBHYIO Teparuio B TeYeHUE He MeHee 3 Mec) TpedyeT
JIOTIOJTHUTEJIbHBIX METOI0B OOCIeNOBaHUS IJIST YTOYHE-
HUS TIPUIMHEI 3amopa [31].

6.2.1. Y MnasieH1IeB U JeTeil paHHETO BO3pacTa:

— paHHee HauaJio 3arnopa (B Bo3pacTe <1 Mec KHU3HU)

— BBIJEJIeHEe MEKOHUS 0oJiee yeM depes 48 9 1ociie
POXIEHUS Y TOHOIIIEHHOTO HOBOPOXKIEHHOTO;

— CeMeWHBII aHaMHe3 B OTHOIIIeHUU 6oJie3Hr [upiir-
TpyHTa;

— JICHTOBUIHBIN CTYT,

— KPOBb B CTyJIe B OTCYTCTBUE aHAJIBHBIX TPEIINH;

— 3aJiepKKa pa3BUTHSI;

— JIMXOpajKa,

— pBOTa XKeJYblO;

— aHOMaJTusI IMUTOBUIHOM XKeJIe3hl;

— BBIpaXXEHHOE B3IyTHE XXUBOTA,

— TepuaHaibHas GUCTYyIa;

— aHoMaJIbHOE TIOJIOXKEeHUE aHyca;

— aHaJBHBINA pedieKc WIM KpeMacTepHBIN pedekc
OTCYTCTBYIOT;

— CHWXEHWE MBIIIEUHOM CWJIBI HWKHUX KOHEYHO-
creit / ToHyca / pedIeKcoB;

— TY4YOK BOJIOC HaJl OCTUCTBIM OTPOCTKOM TTO3BOHKA
(KocBeHHBII TTpU3HaK spina bifida);

— BHaaMHa B 00J1aCTU KpecTia (KOCBEHHBIN MPU3HAK
spina bifida);

— OTKJIOHEHHE MEXBITOIUIHON OOPO3IHI;

— CHJIBHBIN CTpax BO BpeMsl OCMOTpa aHyca;

— pyOIIBI B 00;1aCTH aHAJTBHOTO OTBEPCTUSI.

6.2.2. lng neteii crapiie 3 1T K CUMIITOMaM TPEBOTH
oTHocsTC caenytomue [29, 32]:

— TMOIbEMBI TeMIIEpaTyphl Teja 10 cyoheOpUIbHbIX
ni heOpuIbHbIX LUGD;

— TernaToMeraus;

METOAbI HCCJIe-
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— CIUTEHOMeETallus;

— M3MEHEeHUs B KJIMHUYECKOM aHaju3e KpoBU (aHe-
MU, IeKoluTos, yenudeHune COD);

— M3MeHEeHMs B OMOXMMMYeCKOM aHanu3e Kposu [30].

6.2.3. Haauune CUMIITOMOB TPEBOIM U pedpakTep-
HOTO 3aropa B psifie CaydaeB TpeOyeT KOHCYJIBTalluu
XUpypra.

6.3. OGbIUHOE PEHTTeHOJIOTMUECKOe WCCIIeIOBaHNe
OPIOIIHON TMOJOCTH MOXKET OBITh MCITOJB30BAHO B CIy-
yasx KoJiocTa3a, KOrjga OOBEeKTMBHOE 0OOCeI0OBaHNe
HEBO3MOXXHO WJIU €TO Pe3yIbTaThl MAJTOMH(POPMATUBHBI.

6.4. UccnenoBanue TpaH3UTA TIO XKeTyTOUHO-KHUTIIeY -
HOMY TPaKTy (Traccax Gapus o KeJTyI0YHO-KUIIIEUHOMY
TPakTy) MOXKET MCIOJb30BaThcs B AUdGepeHINaTb-
HOI TMarHOCTUKe (PYHKIIMOHAJBHBIX 3aIOpoB U (DYHK-
LIMOHAJIBHOTO HEJEpXKaHWsSI Kajla, a Takke B HESICHBIX
cyJasix.

6.5. Bruoricust cnmmM3ucToil 000JIOYKM TIPSIMOM KUK
SIBJISIETCST «30JI0THIM CTAHIAPTOM» TMaTHOCTUKU O0Je3HN
TupmmnpyHra.

6.6. TomcTokuIIeyHas MAaHOMETPUSI TTOKa3aHa IETIM
¢ pedpaKkTepHBIM 3aIIOPOM JI0 PEIIeHUST BOIIPOCca O HE00-
XOIUMOCTH XMUPYPTMUECKOTO BMEIIaTeIbCTRA.

6.7. MarHUTHO-PE30HAHCHYIO TOMOTpauIo CITMH-
HOTO MO3ra He PEeKOMEHJIYeTCsT MCIOIb30BaTh B TTOBCE-
MHEBHOM TIpakKTHKe B cliydae pedpakTepHOro 3aropa
6e3 IPYruX HEBPOJIOTUIECKUX CUMIITOMOB.

6.8. Buoricust ToJIcTOM KUIIKY TSl AMarHOCTUKY Hell -
POMBIIIIEYHBIX 3a00JIEBaHUII TOJICTOM KUIIKU HE PeKOo-
MEHJIyeTCs y IeTell ¢ pehpaKTepHBIM 3aIIOPOM.

7. InddepeHuuanbHas JMATHOCTHKA

B nuddepeHimanbHO 1MarHOCTUKE TPU HaTUYUKU
CUMIITOMOB TPEBOTHM y JeTeil paHHEro Bo3pacTa I0JI-
SKHBI MCKJTIOYaThcsl 00Jie3Hb [WpIImpyHTa, aHaTOMHUYe-
CKUe aHOMaJIuy (axajasus aHyca, aTpe3ust aHyca, CTEHO3
aHyca), aHOMaJIUM CIIMHHOTO MO3Ta, aHOMAaJUM MBIIIII
OpIOIIHOM CTeHKM (TacTpolim3uc, cuHapoM JlayHa, CuH-
JIPOM CJIMBOOOPA3HOTO JKMBOTA), MYKOBUCLIMIO3, IIeJTHa-
KUsI, TUTTOTUPEO3, TUTEPKATbLIMEeMUs, TUTTOKATUEeMMUSI,
aJuteprus K 6eKaM MUy, Tepeo3upoBKa BUTaMuHa D,
aJuteprus K 6eJKaM KOpoBbEro MOJIOKa.

8. Jleuenue

8.1. K BaXHBIM COCTaBISIONIAM JIEUCHMST 3ariopa
OTHOCSTCST 0Opa3oBaTe/ibHast U Pa3bsCHUTEbHAs paboTa
¢ pomurensmu [28]. HeobxognMo akIeHTUpOBATh BHM-
MaHHUe POAMTEJICH Ha TOM, YTO XPOHWYECKUI 3armop —
9TO JUIMTEJBLHO CYIIEeCTBYIOIIas Mpobiema, TpeOyromast
JUTUTEJTBHOTO JICYSHUS.

8.2. JleueHue MOIKHO OBITh STATTHBIM, KOMILJIEKCHBIM
Y MHIVBUIYATbHBIM U CTPOUTCS B OTIPEICICHHOM TToCIe-
JIOBATEJIbHOCTU:

— oOyuyeHue peOeHKa W pOIUTEIIei;

— KOPPEKIINS MUTAaHUS W TUTheBOTO PEXUMA;

— JI0 Hayvaja OCHOBHOW Teparnyu MOXET OBITb pPeKO-
MEHIOBAHO OCBOOOXIEHWE KUIIEYHUKA OT W30BITKA
KaJIOBBIX Macc (OYMCTUTEIbHbBIE KIN3Ma, CBEUU C TIIHIIE-
pUHOM);

B MOMOLLIb TPAKTUYECKOMY BPA4YY

— OCHOBHasI Teparusi ¢ TTOMOIIbIO MeANKAMEHTO3HBIX
CPENCTB, TIPEXIE BCETO, CIAONTETbHBIX;

— MoJIep>XKUBatoast Tepanusi (KOppeKIusi BTOPUY-
HBIX HapylIeHWId OpPraHOB W CHUCTEM, DPa3BUBIIUXCS
Ha ¢oHe 3aropa).

8.3. JleyeHne (yHKIMOHAIBHBIX 3allOPOB Yy JNETei,
He WMEIOIINX TYyaJeTHBIX HaBBIKOB, BKIJIIOUAET IHETO-
Tepanmuio W TIpU HEOOXOOUMOCTH MEIMKAMEHTO3HOE
JIeYeHue.

8.3.1. YV Odemeii, naxodswuxcsa Ha epyOHOM 6CKapm-
Au6aHuu, HeOOXOAMMO HOPMAJIM30BaTh pEXUM THTa-
HUST peOeHKa UIST MCKITIOYeHUST HeTOKOpMa WU Tepe-
KOopMa. YUWTHIBasi, 9YTO COCTaB TPYIHOTO MOJIOKa
B OMpeAesIeHHONM Mepe 3aBUCHUT OT pallioHa MaTepu,
HEOOXOMMMO TIPOBECTH KOPPEKIIMIO pallioHa Kopms-
wetl HceHujuHbl, TTPOAYKTHI, CTUMYITUPYIOIINE MOTOPUKY
KUIIIeYHUKA, MPONYKTHI C BBICOKMM COIEPKaHUEM
MUILIEBBIX BOJIOKOH (OBOILIM, (PYKTHI, CYXO(MPYKTHI,
KPYITbI, XJ1e0 U3 MyKH TpyOOro IMoMosia u Jp.), PU 3TOM
HEoOXOAMMO  COOJIIONaTh  ONTUMAIbHBIA  TMTHEBOM
PEXUM, KHMCIIOMOJIOYHBIE TPOIYKTHI B PAIlMOH KOp-
MSIIIel KEHITUHBI BBOIATCS TIPU YCJIOBUU OTCYTCTBUS
puUcKa pa3BUTHSI TTUILEBO aJJIEPTUN Y MJTAIeHIIA).

DyHKIIMOHATILHBIE 3aTOphl Y JeTel, IOIyYalomnux
€CTeCTBEHHOE BCKapMJIMBaHME, HE CIYXXHUT MOKa3aHUeM
K TIlepeBOIy pebeHKa Ha CMeIIaHHOe M MCKYCCTBEHHOE
BcKapMmimBaHue [28].

B cnydae ecnu ecTh Momo3peHUe, YTO 3arop y Mja-
JIeHIIa CBSI3aH C aJJieprheil K 6eKaM KOPOBbEro MOJIOKa
(cu3b, KpOBb B CTyJIe, HAJTUIUE aTOMTMYECKOTO JAepMa-
TATA, CTYJ IO TUIY <«3allOPHOTO TIOHOCA»), M3 ITHUEThI
MaTepu CleayeT WCKIIOYUTh TIPOAYKTHI, COIepXKallne
MOJIOYHBII OEJIOK.

8.3.2 Ilpu uckyccmeennom eckapmausanuu HeoOXO-
JIUMO TIPOBECTH KOPPEKIIUIO pexkMMa TUTaHUs pebeHKa,
YTOYHUTH 00BEM TIOJy4aeMOTO TIPOAYKTA IS MCKITIO-
YeHMs TepeKopMa. MoTryT OBITb MCITOJIb30BaHbI CMECH
cepun «KomdopT», okas3pIBaloe KOMITICKCHOE BO3-
NeWiCTBME Ha THIIEeBApUTEIbHYI0O CHUCTeMy pebeHKa:
YAaCTUYHO TUAPOJTM30BAHHBIN OEOK, OJUTOCaXapuibl,
CHUXEHHOE coepyKaHue JJAKTO3bI, a TAKKe M3MEHEHHBII
JKUPOBOM KOMITOHEHT, CITOCOOCTBYIOIINME TTOSIBICHUIO
peryisipHoro cryia. Kpome Toro, MOryt ObITh peKOMEH-
JTOBaHbI aIAIITUPOBAHHBIE KUCIIOMOJIOYHBIE CMECH.

V neteii ¢ ameprueit K 6eJIKaM KOPOBBETO MOJIOKA,
cIyXallei TPUIMHOM 3aImopoB, HEOOXOINMO UCITOTb30-
BaTh CMeCH Ha OCHOBE BBICOKOTHIPOJM30BAHHOTO OejTKa
WA aMUHOKHCITOT.

JeTtsaM ¢ pedpaKTepHBIM 3aTOPOM TP TTOTO3PEHUN
Ha aJIepTuio K GeJIkaM KOPOBLETO MOJIOKA Ha3HAYaeTCsI
IMarHOCTUYECKasl SJIMMUHAIIMOHHAS JHMeTa CMeCSIMUu
Ha OCHOBE BBICOKOTHMIPOJIM30BAHHOTO OeKa MU aMu-
HOKHCJIOT CpOKOM OT 2 10 4 Hex [28].

8.3.3 B nepuone BBeaeHUsS] TpUKOpMa [JIsT AeTelt
C 3aITOpOM PEKOMEHIYeTCs HaYMHATh C OBOIIHBIX TPU-
KopMOB (OoJiblllee KOJWYECTBO KiieTyaTkKu). Bsemde-
HUE TIPOAYKTOB M OJIION TPUKOPMa B palMOH AeTei
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beavmep C.B. DyHKIMOHATbHBIE PACCTPOICTBA OPraHOB MHIleBapeHus y aeTeil. Pekomernaryu ObiiecTBa 1TCKMX raCTPOIHTEPOIOTOB. ..

IKCNOPTAA

AETCKMA 14

IKCNOPTAN

C 3armopamu JIOJKHO OCYIIECTBJSITbCSI B COOTBETCTBUU
C pPEKOMEHAYeMOI CXeMOU BCKapMJIMBaHMSI C 4—5 Mmec
ku3HU. [lepBbiIMM B muTaHue AeTedl ¢ (yHKIIMOHAIb-
HBIMU 3aropaMu BBOJSTCSI MPOJYKTHI, OOraThie THIIE-
BbIMU BOJIOKHaMU — (pyKTOBOe (sI0JIOKO, ClvBa, 4ep-
HOCJINB) WM OBOIIIHOE (M3 Kabayka, I[BETHON KamyCThbl
U Ap.) MIOpe, a B Ka4eCTBE 36pPHOBOTO NMPUKOPMa UCTIONb-
3YIOTCS TpEeUHeBasi, KyKypy3Hasi, OBCSIHasI Kalllu.

CylecTBYIOT Ba OCHOBHBIX KPUTUYECKUX TIEPUO/a,
B TeUEHUE KOTOPBIX PUCK Pa3BUTHUsI 3aMOPOB (DYHKIIMO-
HaJIbHOTO XapakTepa Hau0OoJjiee BBICOK. DTO TEPUOJIbI
00yuyeHUsT pebeHKa TUTUeHWYECKUM HaBbIKaM («Ipuyyde-
HUE K TOPIIKY») U Havyaja MocelleHus OpraHn30BaHHbBIX
KOJUIEKTUBOB (IETCKUH caj, mKona) [28].

BaxHoi1 cocraBmsonieili B IpodiIakKTUKE 3ario-
pPOB B JIETCKOM BO3pacTe SIBJSIETCS] TyaJeTHbIN TPEHUHT,
MpeaycMaTpyBalolvii BbIcakuBaHue pedbeHka ¢ 1,5 et
Ha Topuiok 2—3 pa3a B JieHb B T€UEHHE 5 MMH Mocie
nprema mmmu. HamGonee (pU3MONIOTMYHON CcUMTAETCS
yTpeHHsIsa aedeKkalns, Imocje 3aBTpaka. IpeHrHT obec-
MeuyrBaeT pa3BUTHE TacTPOKOJUTUUYECKOro pedriekca,
KOTOPBI YCUJIMBAET MEePUCTAIIBTUKY KUIIIKK 3a CYET pac-
TSDKEHMST XKeJTyiKa.

Ecau peGeHOK aKTHBHO OTKa3bIBAaeTCsI OT IMOJIb30Ba-
HUSI TOPILIKOM, PEKOMEH/IyeTCsI pepBaTh TyaJIeTHBIN Tpe-
HUHT Ha niepurof ot 1 1o 3 mec. B oTcyTcTBHe 601e3HEHHOM
nedekaly M 3aropoB TOcie TepepbiBa OOJBIIIMHCTBO

BOJILLUOE AENO
KAK Mo PACNMMUCAHUHD!

JIeTell TOTOBBI MIPOJOJIKATh «00ydeHne». Ho ecam rmoBTop-
HbIE TOTMBITKM Oe3yCITeITHBl WM peOeHKy Oosee 4 Jier,
TO HeoOXomuMo elle pa3 obcienoBaTh peOeHKa W/Wiu
00paTUTHCS K AeTCKOMY HeBpouiory [31].

8.5. Jleuenue (yHKUMOHAIBHBIX 3aIllOpOB Y JETeH,
MMEIOIINX TyaJleTHbIe HaBBbIKU.

8.5.1. INoBenenueckas tepanusi. Jdedekaius 1oKHA
OBITh KaxXAbIil pa3 B OMHO U TO Xe BpeMs [28]. PebeHky
¢ (YHKIMOHAJBbHBIM 3allopoM HEOOXOAMMO TTPOBO-
nuth B Tyasnere 3—10 MuH (B 3aBUCMMOCTM OT BO3pa-
cta). BeicaxkuBaTh peGeHKa Ha TOPIIOK WM Mpeaiarath
MOCETUTH TyaJIeT Hafo MOCIe KaXXa0ro prueMa MU,

Oo6s3aTenibHOe  ycoBue  a¢deKTuBHON  Iedeka-
MM — O0ECTeYUTh XOPOIIWA YIOp AT HOL DTO MOXET
ObITL OOeCrieYeHO HAIMYMEM B TyajieTe HM3KOM CKa-
MeWKHN Uil pebeHKa, Ha KOTOPYI0O OH MOXET MOCTaBUTh
HOTH (TOBBIIIIEHNE BHYTPUOPIOIIHOTO JAaBJICHUS B «I103€
BanbcanbBbi»). ExxeqHeBHYI0 yacToTy Aedekalunit MOKHO
OoTMeuYaTh B JHEBHHMKE, KOTOPBIA MOXET OBIThb TIPO-
aHaJM3WpOBaH TPU TUTAHOBOM TIOCEIIEHUU TeauaTpa.
st obneryeHust onrcaHust GopMbI CTyJIa MOXKHO MOJIb30-
BaTbcsl «bpurcTonbekol 1Kanoi». PekoMeHmayroTcs Mac-
cax M peTyIsipHbIe 3aHATHUST (PUBKYIBTYPOI, XOTS UX POJIb
B JICYSHUM 3aTIOPOB C MO3UIIMIT T0Ka3aTeIbHOM MEIUITMHBI
He MMeeT ITOJTHOLIEHHOI ToKa3aTeIbHOoM 0a3bl [28].

8.5.2. Koppekuusi nutanusi. B KoMmruiekcHoii Tepa-
MY (PYHKIIMOHAJBHBIX 3aTI0OpOB MTOKa3aHa aueTa, BKITIO-
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yaromas 3¢pHOBBIe, MPYKTH 1 oBowM [28]. YrieBonwl,
comepxalurecs: B CIMBOBOM, MEPCUKOBOM M SI0JJOUHOM
COKax M miope (0OCOOEHHO COpPOUT), BAUSIIOT HA YACTOTY
nedekarit 1 KOHCUCTEHITNIO KaJTOBBIX MAcC 3a CUeT YBe-
JIMYEHUsT BOAHOU cocTtapistonieil. HemocrarouHoe ymno-
TpeOJIeHNE TTUIIEBHIX BOJIOKOH B €3KeTHEBHOM PAaIliOHE —
¢dakTop pucka BO3HUKHOBeHUs 3amopa [33]. OTmeueHa
3¢ GEeKTUBHOCTD B JICUEHUM 3aropa AMeThl, o0oralieH-
HOI (DpyKTaMU, pacTUTEIBHBIMU BOJOKHAMU WU p3Ka-
HBIM XJ1e00oM [25, 32].

W3 nuTtanus peKOMeHAyeTCs UCKIIOYUTh TTPOIYKTHI,
3a7iepKUBalOIINe OMOPOXXKHEHNE KUIlleuHnKa. He peko-
MEHIYIOTCS TIHIIA-pa3MasHs, TMopeodpas3Hasl Muina, eaa
Ha xomy, Tiepekycbl. HaoGopoT, moka3zaHa pacchimyaTast
nuiia, Msco/nTuia/pbioa KyckoM. O06s13aTesieH 00beM-
HBI 3aBTpaK — IJIST CTUMYJISIIIUU TacTPOIEKaTbHOTO
pedirexca.

[Tpu yriorpebaeHnn B MUIILY rpy0oil KiIeT4aTku Heoo-
XOIIMMO O0ECIIEUNTh MOCTATOYHOE YITOTPEOICHUE BOIBI.
CuuTaercs, YTO ONTUMATbHBIA BOIHBIN PEXUM JUTS 3710-
POBBIX JAeTel IJIsi aeTeil B Bo3pacTe 10 | roma cocras-
qsiet He meHee 100—200 mu1 Bombl B CYTKM B 3aBUCHMO-
CTHM OT BO3pacTa M XapakTepa BcKapMiamBaHUs. C IeTbIo
«OXUBJICHUST» ABUTATEIbHON (DYHKIIMY KUIIIEUHUKA JIETSIM
C 3arropaMu TToKa3aH MPUEeM ITPOXITATHON KUIKOCTHA HAaTO-
mak (MATbEBO M MMHEPATbHOM BOMIBI, COKA, KOMITOTOB,
KBaca) Ui ycwieHusl mociabssoiiero sddekra Bo3-
MOXHO oOaBIeHUEe Mea, KCYJTUTA YT CopouTa.

ITpu BeIOOpE MUHEpaIbLHOI BOIBI TIPY 3ariopax y JeTei
PEKOMEHIYETCSl YIUTHIBATh XapaKTep MOTOPUKU TOJI-
croit kumku. [Tpy TMIIOMOTOPHON AMCKUHE3UU TOJICTOM
KHUILIKWA BoJa JOJKHA ObITh XoiomHoi (20—25 °C), cpen-
Heil U BbicOKON MuHepanu3auuu («Eccentyku Nel7»,
«baranmHcKas», «Ap3Hu», Donat Mg u ip.).

Mosioko B YWCTOM BHUIEe W B OJIOAaX IOJDKHO
WCIIONIB30BaThCSl JETBMU C 3allopaMU  OTPaHUICHHO,
TaK KaK HepeaIKo Ha (hoHE YITOTPEeOICHNS 3TOTO MPOIYKTa
o0pa3yeTcss METCOPU3M C BO3SHUKHOBCHUEM WJIHM YCHU-
JeHueM Oojeii B kuBoTe. [IpemmoureHue oTHaeTcs
KUCJIOMOJIOUHBIM MPOAYKTAaM — Kehupy, auuaohuInHy,
HapuH?, MAIlOHU, TIPOCTOKBAIIIE, HOTYPTY U T.IT.

EcTb manHble, CBUAETEILCTBYIONINE O BIMSIHUU MPO-
OUOTMKOB Ha MOTOPWMKY TMHIIEBAPUTEILHOTO TpaKTa.
OnmHaKo MOTy4eHHBIX TaHHBIX HEIOCTATOYHO [UTS OTIEHKU
3(hGEeKTUBHOCTU TTPOOMOTUKOB TIpU (PYHKIIMOHATBHBIX
3armopax [29].

8.6. MennkaMeHTO3Has Teparus 3amopoB. B oTcyT-
cTtBUe 3 deKTa OT IMEeTOTeparTu ¥ KOPPEKIINU TTOBe-
NEHWST UX HEOOXOIMMO COYeTaTh ¢ MEIUKaMEHTO3HOMU
Tepanueil. JleueHne mnpW (QYHKIMOHAJIBHBIX 3armopax
clieyeT MmpoBOAWTH AU(G@EepeHIMPOBaHHO € YYETOM
BO3pacTa pebeHKa U cTanuy (GPYHKIIMOHAIBHOTO 3a1opa:
KOMITEHCUPOBAHHOM, CYOKOMIIEHCUPOBAHHOM U JEKOM-
TMIEHCUPOBAaHHOM.

8.6.1. JleueHne mpu «KaJloBOM 3aBayie». KormpocTas
BcTpevaetcst y 50% neteit ¢ (pyHKIIMOHAJBHBIM 3amo-
poMm. Heobxommmo ycTpaHWUTH KOIPOCTa3 MO Hadvaia

B MOMOLLIb TPAKTUYECKOMY BPA4YY

nonaepXKuBawIeid Tepanuu sl ycuiaeHust 3gdexkra
JnedyeHus. Jg sBakyallMd W3 KUIIKW TUTOTHBIX Kajlo-
BBIX MAacC MOTYT OBITb MCITOJb30BaHBI TIepOpabHBIC
W peKTaJbHbIe TIperapaThl: OYMCTUTEIbHBbIE KIIM3MBbI,
MUHepaJbHbIE Macjia UM MUKPOKJIU3MBI C JIaypUJICYJIb-
datom. PexkomeHayeTcss TpuMeHeHHWe B TeueHUe 3—6
IHel (MakcuMyM 6 THe#) TIperapaToB MOJUATUICHTT -
KoJis B 6ojiee BbICOKUX mo3ax (1—1,5 r/Kr) wim Kiusm.
HecMoTpss Ha TO 4YTO TIpUMEHEHUWE TTOJTUITUIICH-
TJIMKOJISI 4Yallle acCOUMUPYeTCsl ¢ HeaepKaHueMm Kalia
MO0 CpPaBHEHWIO C KJIM3MaMM, BBUIY MEHBIIE WHBa-
3UBHOCTU TIOJIMDTUJICHTIMKOJb SIBIISIETCS TIpernapaToM
BbIOOpa [22]. Psin maimeHTOB ¢ CyOKOMITIEHCUPOBAHHBIM
U JeKOMITEHCUPOBAHHBIM TeUeHHeM (hYHKIIMOHATBLHOTO
3aTopa MOTYT HYXKIAaThCs B TOCTTUTAIN3AINN [26].

8.6.2. TlommepxkuBalomiasg MeIUKaMEHTO3Hasl Tepa-
nus. Lenbs Tepanum — peryiasipHbiii 6e300J1€3HEHHBIN
CTYJT MSITKOW KOHCHCTEHIIMM W TIPOGUIaKTUKA TTOBTOP-
HOTO (hOPMUPOBAHUS «KaJOBOTO 3aBajia». DTO JOCTUTA-
€TCsI C TIOMOIIIbIO CTAOUTENIbHBIX CPEJICTB.

Tepanusa TepBOM JIMHUM BKITIOYAaeT Ha3HauYeHUE
npernapaToB TOJUITUWICHIJIMKOJS (C  2JIEKTPOJIUTaAMU
wim 6e3 HUX) B cTtapToBoit mose 0,4 r/Kr/cyt ¢ mocie-
NYIOIIAM TION00POM J103bI B 3aBUCMMOCTM OT OTBETa
Ha Tepanuio [22]. [IpenapaTsl 1aKTYI03bl UCTIOIb3YOTCS
TakKe Kak Teparus TepBOi JIMHUK MPU HEBO3MOXKHOCTH
npueMa MOJUATUIICHIIUKOS ASTIM ¢ poxaeHwus. [lom-
JepKuBaloliasl Tepanus OCMOTUYECKUMU CIIaOUTeNb-
HBIMU JIOJIKHA TTPOAOJIKATLCS He MeHee 2 Mec [22].

ITpu HemocrarouHoOl 3(PHEKTUBHOCTU U/UIN B CIIy-
Yyae BbIPaXKEHHOTO TTPOKTOTEHHOTO KOMITOHEHTA 3allOpOB
B Ka4yecTBE IOIMOJHUTEIBHOM TepareBTUYECKON ONMINU
Takke MOTYT OBITb Ha3HaYeHbl peKTaJbHbIe (HOPMBI
(CBeYM ¢ TIIMLEPUHOM) KOPOTKHUM KYPCOM.

IpuMmeHeHNe MUHEpaANbHBIX Macel, CTUMYJIHUPYIO-
IINX CTAOUTETHHBIX PEKOMEHIYETCST KaK JOTIOTHUTETbHAST
Tepanusl WIK Teparusl BTOPOW JIMHUW TIpU Hea(hPEeKTHB-
HOCTH WJTU HEOCTAaTOUHOM 3(h(PEKTUBHOCTH TTPEIIIECTBY-
IOI1Ie# Tepanu OCMOTUYECKUMU CJIa0UTEIbHBIMU [22].

Hapsny co cnmaburtenbHBIMU cpencTBamMu, 3ddek-
TUBHO Ha3HaYeHWEe HOPMOKWHETMKOB (TpUMEOYTHH),
npe- 1 MPoOMOTUKOB, a Takxke (Y OTAETbHBIX OOJTbHBIX)
CMa3MOJIMTUKOB U XKeTYeTOHHBIX CPE/ICTB.

ITpuMeHeHMe MPOOUMOTUKOB TIPU 3aropax y IeTei
COCTaBJISIET TMpenMeT AucKyccuu. McciaepoBaHo Bius-
HUE Ha MOTOPHYIO (PYHKIMIO KHUILIEYHUKA y MJaleH-
ueB Bifidobacterium longum, Lactobacillus reuteri (DSM
17938), Bifidobacterium animalis subsp.lactis (BB-12)
[22, 25]. B Hacrosiee BpeMsi 3KCHepTaMu He PeKo-
MEHJyeTCsl TIOBCETHEBHOE MCITOJb30BaHUE TIPO- U Tpe-
OWOTHUKOB, 3HAYUTEJIbHOTO W3MEHEHWS]  TMUTAHUS
W MaCCHUBHOM JIEKApCTBEHHOW Teparmuy TpH 3armopax
y MiageH1es [23].

PekoMeHayeTcsl TIOCTETIEHHOE CHMXXEHUWE J103bl
MPUMEHSIEMBIX TIpernapaToB A0 MOJHOW OTMEHBI, HO He
paHee yeMm uyepe3 | Mec mocyie KynmupoBaHUSI CUMIITO-
MOB 3amopa. B aTom ciyuyae mo3a OCMOTMYECKHX Clia-
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beavmep C.B. u coagm. OyHKIMOHATBHBIE PACCTPOIICTBA OPraHOB MHULeBapeHNs y Aeteil. PekomeHnaiii OOLIecTBa IeTCKUX FaCTPO3HTEPOIOTOB

OUTENBHBIX, TaKWX KaK JIAKTyJ03a, COPOWUTOJ, TIOJU-
STWJICHTJIMKOJIb MOAOMPAETCs WHAMBUAYATbHO W Yallle
coctaBnsger 1/3—1/2 ot TtepaneBTuuyeckoit. Takast
cxema Teparuy UCTIONb3YeTCsT ¢ Leablo MpOoMUIaKTUKN
U OLIEHKY PEIUANBOB.

Knannnueckue HCCIIeTOBAHMS, yKa3bIBaIOIIINe
Ha ONTUMAJbHYIO JJIUTEIBHOCTD TOMIEePKUBAIOIIEI
Tepanuu Mpu QYHKIMOHATBHBIX 3aIlopax y IeTel, OTCyT-
ctByoT. CorjlacHO MeXIyHapOTHBIM PEKOMEHIALINSIM
Tepanust JoKHA ObITh TIpeKpalleHa TOJIbKO MpH JOCTH-
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BingHue xapakTepa BCKapMJIMBAHMS JIeTeil MEePBOro rojia xKM3Hu Ha hopMupoBaHue
Pe3UCTEHTHOCTH OPraHu3Ma
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Influence of Nature of Infant Nutrition on Formation of Body Resistance

T.G. Malanicheva', E.V. Agafonova’?, N.V. Ziatdinova', I.N. Skidan’

'Kazan State Medical University, Kazan, Russia;
2Kazan Scientific Research Institute of Epidemiology and Microbiology, Kazan, Russia;
SBIBICOL-RUS LLC, Mytishchi, Moscow Region, Russia

Ilenb uccienoBaHus: OIEHKA BJIMSHUS TUNA aJANITHPOBAHHOI MOJIOYHOW CMECH Y JieTeii mepBoro rojia »Ku3Hu Ha ¢opMupoBaHue
PE3UCTEHTHOCTH OPraHU3Ma.

XapakTepuCTHKA JieTeil U MeTo/Ibl ucciienoBanus. Oocienosanbl 105 npakTHuecKu 310POBBIX JeTeil: 35 — HA IPYIHOM BCKAPMIIMBAHHI
(KoHTpOJIbHAS rpynma), 70 neTeii — HA KICKYCCTBEHHOM, B ToM uncJie 35 nosyyaan cmecn « HOHHU ¢ npedGroTHKamMi» Ha 0CHOBE KO3bEro
MOJIOKa (OCHOBHAS Tpymma), 35 — cMecH Ha OCHOBE KOPOBbEro MOJIOKA € MPO- M MpedHoTHKaMu (rpymna cpaBHenusi). OueHeHsl 4acToTa
OCTPbIX pecnupaTopHbIX 3a00seanuii (OP3), a TakiKe YMCJIO epeHeCeHHbIX MHEBMOHMII HA TIEPBOM IOy JKH3HH Pe0EHKA, PACCUMTAH
MHIEKC Pe3UCTEHTHOCTH opraHu3mMa. JIaGoparopHasi OleHKa MMMYHOPE3UCTEHTHOCTH OPraHu3Ma pedeHKa NMPOBOIMIACH C MCIIOJIb30Ba-
HHEM METO0/Ia Ma3KOB-0TIIEYATKOB CO CJIM3HCTOIi 000JI0YKH MOJOCTH HOCA M METO/IA HA3AIbHBIX CMBIBOB.

Pe3synbrarbl. YCTaHOBJIEHO, YTO CPeM JieTeil 0CHOBHOII rpynmbl, He 00JeBmmx OP3 Ha nepBoM roxy Ku3Hu, ObLI0 B 2 pa3a 0osibine,
YyeM B rpynmne cpaBHeHusi. B uenom xopomas pesuctentHocTh (0osienn 0—3 pa3 B rog) B OCHOBHO¥ rpynmne otmeyaniach y 82,9%
JieTeii, TOrIA KaK B Tpynine cpaBHeHHsi — TOJbKO y 60%. Cpennee yncio ciyyaes OP3 3a ron cocTaBuio B OCHOBHOI rpymime
2,3140,02, uro B 1,5 pa3a Menbine, 4em B rpynne cpaBHennsi — 3,6+0,04 (p<0,05), u B 1,3 pa3a GoJiblie, 4eM B KOHTPOJIBHOI
rpynne — 1,8+0,03 (p<0,05). MHaekc pe3uCTEeHTHOCTH B CPEIHEM COCTABUI B 0cHOBHOI rpymme 0,28+0,02, Toraa kak B rpymnime
cpaBHenus — 0,36+0,03, a B KonTpoJbHoii rpynne — 0,25+0,02. I1pu usyyennu 3a60JeBaeMOCTH BHEOOJIbHUYHOM MHEBMOHMEN
y JeTeil B TedeHHe MepBoro roJa XKU3HH BbISBJIEHO, YTO B KOHTPOJIbHOI rpynmne 0oJeu 2,8% naereii, B 0CHOBHOIA rpynme — 5,7%
nereii, a B rpynmne cpasienusi — 8,5%. I1pu BckapmimMBaHuu pedeHKa cMecsiMU HA OCHOBE KO3bero MOJIOKa 00ecneynBaeTcsi ypoBeHb
MYK03aJbHOr0 HMMYHHMTETA CJIM3MCTON 000JOYKH HOCA U (DEPMEHTHBIX CHCTEM MHTPAJICHKOUMTAPHOI MUKPOOUIMIHON CHCTEMBI,
NPAKTHYECKH He OTIMYMMBIii OT yPOBHS MMMYHHTETA, TOCTHIA€MOT0 HA IPYAHOM BCKAPMJIMBAHMH.

3akmouyenue. Anantuposannbie cMecn « HOHHMU ¢ npeGuoTHKaMu» MOryT ObITh PEKOMEHIOBAHBI IETSAM, HAXOAAUIMMCS HA HCKYC-
CTBEHHOM BCKAPMJIMBAHMHU B Te€4eHHE MEPBOrO roa KU3HH, € IEJIbIO MOBBILIEHNS PE3UCTEHTHOCTH OPraHU3Ma M CHIZKEHHUs 3200J1e-
BaemocT OP3 u BHEOOIbHUYHBIMU THEBMOHUSIMHU.

Karouesvte caosa: demu, epyonoe eckapmausanue, 0emcKkas a0anmuposantas cmeco, MyKO3aabHblll UMMYHUMEM, 0OCIpble Pecnupa-
MopHble 3a001e6aHUSL, NHEEMOHUSL.

Ansa untuposanuns: ManaHnyesa T.I., AragpoHoBa E.B., SuatguHosa H.B., CkugaH V.H. BavisiHne xapaktepa BCKapM/IMBaHus AETEV NepBoro
roga Xvn3Hu Ha popMupoBaHNE Pe3NCTEHTHOCTY opraHnama. Poc BecTH nepuHaron n negmarp 2020; 65:(6): 145-154. DOI: 10.21508/1027—-
4065-2020-65-6-145-154

Purpose of the Study: Assessment of the influence of the type of the adapted infant milk formula in infants on the formation of the
body resistance.

Children Characteristics and Study Methods. 105 virtually healthy children were examined, as follows: 35 children were breastfed
(control group), 70 children were formula fed including 35 children that received NENNY with prebiotics formula based on the goat
milk (main group), 35 children — formulas based on the cow milk with probiotics and prebiotics (comparison group). The inci-
dence rate of the acute respiratory diseases (ARD) as well as the number of the pneumonia histories in the infants were assessed,
and the body resistance index was calculated. The laboratory assessment of the child body immunoresistance was carried out using
the method of imprint smears from the nasal mucous membranes and the method of nasal washes.

Results. It was determined that there were 2 times more children of the main group with no history of the acute respiratory diseases when
infant than in the comparison group. In general, the good resistance (were sick 0-3 times a year) in the main group was registered in 82.9%
of the children, while it was only 60% in the comparison group. The average number of the ARD cases per year was 2.3 % 0.02 in the main
group, which is 1.5 times less than in the comparison group — 3.6 * 0.04 (p <0.05), and in 1, 3 times more than that in the control group —
1.8 + 0.03 (p<0.05). In average, the resistance index was 0.28 + 0.02 in the main group, while it was 0.36 * 0.03 in the comparison group,
and 0.25 £ 0.02 in the control group. When studying the incidence rate of the community-acquired pneumonia in the infants, it was revealed
that 2.8% of them were ill in the control group, 5.7% of them in the main group, and 8.5% in the comparison group. When feeding the child
with formulas based on the goat’s milk, the level of mucosal immunity of the nasal mucosa and enzyme systems of the intraleukocyte micro-
bicidal system is assured, which is virtually indistinguishable from the level of immunity achieved with breastfeeding.

Conclusion. Adapted NENNY with prebiotics formulas can be recommended for children who are formula fed when infant in order to
increase the body’s resistance and to reduce the incidence rate of the acute respiratory diseases and community-acquired pneumonia.

Key words: children, breastfeeding, infant formula, mucosal immunity, acute respiratory diseases, pneumonia.

For citation: Malanicheva T.G., Agafonova E.V., , Ziatdinova N.V., Skidan I.N. Influence of Nature of Infant Nutrition on Formation of Body Resistance.
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OIIEM3BECTHO, YTO Ha pa3BUTHE WMMYHHOM
CUCTEeMBbI YesloBeKa OOJIbIIIOe BIMSHUE OKa3bIBaeT
MUTAaHUE B HavaJlbHBIN Tlepuof Xu3Hu. Ha ocHoBaHuu
J1abOpaTOPHBIX M KJIMHUYECKUX MCCenoBaHuil dop-
MUPOBAJIOCh MpeACTaBlieHne 00 OTAETbHBIX TMUIIEBBIX
BeIlIeCTBaxX, TaK Ha3bIBaeMbIX UMMYHOHYTPUEHTaX, KOTO-
pble UTPAIOT OTIPeIeJIEHHYIO POJIb B pa3BUTUU U CTAHOB-
JICHUM WMMYHHBIX (yHKUMEA. Tak, MTOBOJBHO XOPOIIO
U3yyeHa poJib Kejesa, 1IMHKA, celieHa, BUTAMUHOB A,
E, C, HekoTOpbIX aMWHOKUCIOT (BKJIOYAsl TJIIOTAMUH
W apruHUH), HYKJIEOTUAOB, TIpe-u MPOOMOTUKOB, MOJIH-
HEHACBIILIEHHBIX XKUPHBIX KHUCJIOT B pEryJupoBaHUU
WX HOpMaJu3aluy paboThl UMMYHHOM cuctemsl [1—3].
Jns obecriedeHUsT BceX HEOOXOAMMBIX TOJOXKUTETbHBIX
BJIUSIHUI HA UMMYHHYIO CUCTEMY U TIOBBIILIEHUS YCTOM-
YUBOCTU OpraHM3Ma K MHQMEKIIMSIM CJIeAYeT TOAIePXKM-
BaTh CTaTyC MMMYHOHYTPHUEHTOB B OpraHU3Me YejioBeKa
Ha JOJDKHOM YpPOBHE B JIIOOOM Bo3pacTe. AIeKBaTHOE
MOCTYTUIEHUE MUMMYHOHYTPUEHTOB C THIIEH OCOOEHHO
BaXKHO ISl JIETei TepBOro rojia XXU3HU B CBSI3U C MOP-
bodyHKIIMOHAIBHON HE3PEJIOCThIO MUILEBAPUTEIHLHOTO
TpakTa MU OOMEHHBIX MPOIIECCOB, aKTUBHOW KOJIOHU3a-
et m (GopMUPOBAaHMEM MUKPOOMOTHI KHWIIEUHHKA,
a Takxke Hec(hOpPMUPOBAHHBIM MPUOOPETEHHBIM MMMY-
HUTETOM M MeXaHW3MaMM 3alIUTHl OT MHMEKIINIA.
OCHOBOIi pallMOHAJILHOTO TIMUTaHWUS Ha TEePBOM
TOJy XW3HU CIYXUT TPyIHOE MOJIOKO, KOTOpoe obec-
MeyrBaeT TapMOHWYHBIM pPOCT W pa3BUTHE peOeHKa.
KoMmnoHeHTbl TpyaTHOro MOJ0Ka, B TOM YMCJE Tepco-
HaJIM3UPOBAaHHbIE MUKPOOHBIE U MMMYHHBIE, NEUCTBYS
Ha pa3UYHBIX YPOBHSX JTMOO B COCTaBe CJIOXHBIX OMO-
JIOTUYECKUX CUCTEM, TUOO MHAUBUIYAJBHO, PETYIUPYIOT
MopdoreHe3, OMNpeNesioT XapakKTep MeTa00oJIUIecKOro
MPOrpaMMUPOBAHUST U (PYHKIIMOHUPOBAHUS MYKO3a/lb-
HOTO MMMYyHHUTeTa (MMMYHMTETa OapbepHBIX TKaHeit)
B opraHu3Mme pebeHka. [pynHoe BckapMIMBaHUE — OJMH
13 caMbIX 3(PPEKTUBHBIX CITOCOO0OB, 00ECITeUMBAIOIINX
BbIXMBaHUE U 3M0POBbE peOeHKa, KaK B KPaTKOCPOUYHOI,
TaK 1 JOJITOCPOUYHOU MepCreKTuBax [4].
OuyeHb BaXHO COXPaHWUTb E€CTECTBEHHOE BCKapM-
JIMBaHUE B CBSA3M C T€M, UTO JETH, TOJyJarollne rpy-
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B MOMOLLIb TPAKTUYECKOMY BPA4YY

HOe MOJIOKO, OoJlee 3allWIIeHBl OT WH(MEKIMOHHBIX
3a00JIeBaHUI IO CPAaBHEHUIO C NETbMU, HAXOASIIUMUCS
Ha MCKYCCTBEHHOM BckapmiuBaHuu [5]. K HaubGosee
M3y4eHHBIM KOMITOHEHTaM, BXOISIIINM B COCTaB MOJIO-
3UBa, TEPEXOMIHOTO0 WM 3peJoro TPYTHOTO MOJIOKa,
00s1afaIMM  UMMYHOOMOJIOTUYECKON aKTUBHOCTHIO,
OTHOCSIT MMMYHOKOMIIETEHTHBIE KIJIETKU, WMMYHOTJIO-
OYJIMHBI, TIOJTMAMHWHBI, OJIMTOCAXapWIbl, JTU30LNM, JIaK-
TodeppuH (M APyrve MIMKOTPOTEUHbI), a TaKXKe aHTH-
MHUKpPOOHBIE TIENITUABI, TOJWHEHACHIIIEHHBIE >XUPHBIE
KUCJIOTHI, [B-TIAIbBMUTUHOBYIO KUPHYIO KHUCIIOTY, KOM-
TMMOHEHThI MeMOpaH XKUPOBBIX TJIIOOYJ MOJIOKA, OTAETb-
Hble BUTAMMHBI, MUKPO- M MaKpO3JEMEHThI, HEKOTO-
pble ITaMMBbl GaKTepUii TPyIHOTO MoJIoKa. Pa3nmuaHoro
pona 3(GeKThI BAUSIOT HA UMMYHUTET B IIEJIOM U Ha €ro
ABTOHOMHYIO TIOJCHCTEMY — MYKO3aJbHYI0 UMMYHHYIO
CHCTEMY, B YaCTHOCTHM TOCPEICTBOM PETYISLIMU (DYHK-
WA KeTyIOYHO-KUIIIEYHOTO TpaKTa W BIUTeHeTHYe-
ckoro BoszzaeiicTBusa [6—10]. Mcxons u3 aToro, B ciyvae
HMCKYCCTBEHHOTO BCKApMIIMBAHMS YACISAIOT 0CO00e BHU-
MaHUe BBIOOPY MOJIOYHOM CMecH, UMesi B BUIY TapaH-
TUM COIEPXKaHUST 0O0S3aTeIbHBIX UMMYHOHYTPUEHTOB,
KOTOpbIE CIIOCOOCTBYIOT HOPMAaJIbHOMY CO3peBaHUIO
JKETYTOYHO-KUIIIEUHOTO TpaKTa M UMMYHHOM CUCTEMBI,
(GOpMUPOBAHUIO PE3UCTEHTHOCTU IETCKOTO OpTraHM3Ma
K He0J1aronpusiTHBIM (haKTopaM.

IMpuMepoM TakMX cMmeceil cyXaT amanTHUpOBaHHBIE
dopmynst HOHHMU 1 1 2 ¢ mpebuoTrnkamu Jist 310pOBBIX
neTeil. YHuKanmbHast 6epeskHast TEXHOJIOTHS TiepepaboTKu
W ajanTaiyy 1eJbHOTO KO3bero MOJoKa oOecredm-
BaeT COXpaHEHUE B CMeCSX IIMPOKOTO CIIEKTpa HATHB-
HBIX OMOJIOTMYECKN aKTUBHBIX KOMITOHEHTOB, IEWCTBHE
KOTOPBIX aCCOLIMUPYETCST C Pa3BUTUEM U CTAaHOBJICHUEM
WMMYHHBIX (QyHKUW. KazemHaoMUHUpYIOIIast CMech,
comepxamasa 1,5 T #a 100 M GelKka KO3bero MOJIOKa,
MO3BOJISIET 00ECTIEYUTh (DM3UOJIOTUIECKYIO TTOTPEOHOCTh
B TIJJACTUYECKOM cyOcTpaTe Y JOHOIIEHHBIX 3I0POBBIX
HOBOPOXIEHHBIX U CITOCOOCTBYET (POPMHUPOBAHUIO MSIT-
KOTO TBOPOXMCTOTO CIyCTKa, YTO TTOBBIIIAET YCBOCHME
6eJIka, MUHEPAJIOB W IPYTMX HYTpUEeHTOB. BaxkHas oco-
6eHHocTb coctaBa cmeceit HOHHMUW — coxpaHeHue HaTy-
PaJIbHOTO MOJIOUHOTO X1pa ¢ J00ABIEHHBIMU PACTUTE b~
HbiMU Maciamu (50:50). Kpome toro, B cmecu HOHUN
1 1 2 nmobGasiieH mpebuoTHdecknii KoMmrureke «Orafti®
Synergyl» kak craHmapT nmpedbuoTHMKa, UMUTHUPYIOLIETO
JIeICTBHE OIMTOCcaxapuaoB rpyIHOTO MoJioka [11].

HauGonee pacnpocTpaHeHBI Ha PHIHKE MOJIOYHBIE
CMeCH, aJanTHUPOBaHHbIE MOJIOYHBIE CMECHM Ha OCHOBE
KOPOBBETO MOJIOKA, TAKXKe comepxKalire UMMYHOHYTPH-
eHThl. CpaBHEHME STHUX JBYX KJIACCOB MOJIOYHBIX CMe-
celf MPOBOAMTCS TIEPMAHEHTHO U Ha YPOBHE MPUBLIYHOM
KJIMHUYECKON TPaKTUKKM, U Ha YpOBHE H0Ka3aTeJbHOM
MeIULMHBI. MaJlOuuCIeHHOCTh W 3aMeTHas HEMOoJTHOTa
OIMyOJIMKOBAHHBIX CBEIECHWIT OTHOCUTENIBHO BIIMSTHUS
MOJIOYHBIX CMeceli Ha TPOTUBOMH(MEKIIMOHHYIO pe3u-
CTEHTHOCTb y JIeTell TepBOro ToAa XKW3HU TOOYIMIN
aBTOPOB TPEICTaBUTh HACTOSIILYIO PaOOTY.
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Mananuuesa T.T. u coasm. BiusiHue Xapakrepa BCKapMJIMBaHUsI I€Teil MEPBOTo rojia XKu3Hu Ha GopMUPOBAHNE PE3UCTEHTHOCTH OpraHKU3Ma

IHeap uccaenoBaHus: olleHKAa BIMSIHUSI TUIA ajari-
TUPOBAaHHON MOJIOYHOW CMECH C TPeOMOTHUKOM Yy JeTei
MepBOTO Toja XU3HU Ha (POopMUpOBaHWE MPOTUBOWH-
(eKIIMOHHOM pe3UCTEeHTHOCTU OpraHM3Ma.

XapakTepucTuka petein 1 MeTogbl UCcriefoBaHUs

B omHOIEHTPOBOE TPOCTIEKTUBHOE OTKPHITOE CPaB-
HUTEIbHOE HEKOHTPOJIMPYEMOe KIMHMYECKOEe MCCIE0-
BaHMe ObUTM BKIIOUEHBI 105 3M0pOBBIX IeTell B BO3pacTe
ot 0 1o 12 mec. UccnenoBaHue npoBOaUIOCh HA OCHO-
BaHWM pa3pellieHUs JTOKATHHOTO 3THMYECKOTO KOMUTETa
KI'MY, nporokon Nel4 ot 09.03.2017r. Ot poaure-
JIeil Bcex MalyeHTOB ObLIO ToJlyueHO MH(MOPMUPOBAH-
HOE corjlacue Ha yyactue. McciaenoBaHue BBITOIHSIOCH
Ha 0a3ze IPKbB PT, a Takke KIMHUKO-AMarHOCTUYECKOM
nabopatopun @BYH KHUWDM PocnorpedbHan3opa
B nnepuon ¢ 2017 mo 2020 .

JIIst OLIEHKM BJIUSTHUSI XapakKTepa BCKapMIJIMBaHUSI
Ha (opMHpOBaHWE PE3NCTCHTHOCTH OpraHW3Ma JETH
ObLTM pasnesieHbl Ha 3 Trpynimbl. B KOHTPOJIbHYIO TpyIimy
BOIUTN 35 MPaKTUUECKU 3T0POBBIX, HAXOIAIIUXCS B TeUe-
HHe TIEPBOTO ToJa XXU3HW Ha TPYIHOM BCKapMJIMBAaHWM.
OcranbHble 70 nereit, TOJyYamOIIMX WMCKYCCTBEHHOE
BCKapMJIMBaHUE B CBS3U C OTCYTCTBUEM TPYITHOTO MOJIOKa
y MaTepu, ObLIM paszesieHbl Ha 2 paBHbIe TpynIbl 1o 35
yesioBeK. JleTr OCHOBHOI rpymbl (#=35) noayyanu ¢ 1-ro
IO 5-1 MecsIII KU3HU aTalTUPOBAHHYIO CMECh Ha OCHOBE
1eabHoro Ko3bero mosoka HOHHMU 1 ¢ npeduorukamu,
a ¢ 6-ro mecsaua — HOHHM 2 ¢ npebrotrkamu. Anarn-
tupoBaHHblie cMecu HOHHW npousBonsTcs Ha 3aBose
Dairy Goat Co-operative Ltd B HoBoit 3enanauu. 3aBoa-
M3TOTOBUTENTb UCTIONB3YyeT OPUTHMHAIBHYIO TEXHOJIOTHIO,
BKJIIOUAIONIYIO TEIJIOBYIO 0OOpabOTKY KO3bEro MOJIOKA
C HATMBHBIM COOTHOIIEHUEM OCHOBHBIX TPYIIT MOJOYHBIX
6e1koB (20% — ceiBopoTOUHBIe 6esTKY 1 80% — Ka3eWHBI).
B roToBOIT K TIpUMEHEHWIO CMECH KOJIMYEeCTBO Oeika
cocraBimsieT 1,5 T Ha 100 M. CocTaB JUITMIHOTO KOM-
TTOHEHTA: HATUBHBINA XHUP KO3bETO MOJIOKA U3 LETHbHOTO
Mosoka (~50%), cMech pacTUTETBHBIX Maces (ITOICOI-
HEYHOE, KaHOJI0BOE, KOKOCOBOE, BLICOKOOJIEMHOBOE MO/~
COJTHEYHOE), WHKATICYJTMPOBAHHBIN XUP MOPCKUX PHIO —
WCTOYHUK JIOKO3areKCaeHOBOM W 3UKO3areHTaeHOBOM
KUCJIOTHI, MHKAarCyJInupoBaHHoe Maciio Mortierella alpine —
WCTOYHUK apaxuIoHOBOW Kuciotel. B cmecu HOHHU
1 1 2 mobGaBiieH pacTUTeNbHBII TpednoTtnk Orafti®Syn-
ergyl — cyOcTaHIMS, TIPENCTABIISIIOMAs CO00 KoMMep-
YyecKylo KoMOuHanuio 32— 1-hpykTaHoB, KOPOTKOIIEMO-
YEUHBIX (DPYKTOOIUTOCAXAPUIOB M JUTMHHOIIETIOYEUHOTO
UHYJMHA B cooTHOIeHUU 50:50.

Hetu rpynnbl cpaBHeHUs (n=35) BCKapMJIMBaIUCh
aIarTUPOBAaHHOW MOJIOYHOU CMEChI0 Ha OCHOBE IIeNTb-
HOTO 0eKa KOpOBBETO MOJIOKa: (opmyrna 1 B mepBoM
MOJIYTOINM XU3HU U (hopMysa 2 — BO BTOPOM IOJIYyTO-
nuv. I3MeHeHWe TPOILEHTHOTO COOTHOIIIEHUST ChIBOPO-
TOYHOTO OeJTKa K Ka3eWHY B YCIIOBUSIX Al Tallui U TOBE-
neHre ero (opMasbHOTO 3HAYCHUS, COTIOCTAaBUMOTO
C TaKOBBIM B TPyTHOM MoJioKe (~60% — ChIBOPOTOUHBIE

6enkn m ~40% — Ka3ewHBbI), OTCYTCTBHE MOJOYHOTO
KMpa WM MUHUMaJIbHOE ero cojepxaHue (He Oosee
20%) B XKMPOBOI YaCTH, HATMYKE TTPEOMOTUKOB U3 TPYIIIT
raJlaKTOOJIUTOCAXapuaIoB U (PPYKTOOJUTOCAXapUaOB
WIN cofiepxKaHue ouduaodakTepuit clry>kaT OCHOBHBIMU
OTJIMYUTETbHBIMUA OCOOEHHOCTAMU (DOPMYJI, KOTOpHIE
TOJIYJaJIu IETU TPYTIITBI CpaBHEHUS.

HeTtu, HaxomsIIvecss Ha MCKYCCTBEHHOM BCKapM-
JIUBAHWHM, TIOJYYaJId CMECH B ITOJTHOM CYTOYHOM 0OBEME.
Bce HeoOXommMBble TIO BO3pacTy MPOAYKTHI MPUKOpMa
JIETU TIOJNYYWJIM B YCTAHOBJEHHBIE CPOKHU COTJIACHO
«[IporpaMMe ONTUMU3AIIMN BCKapMJIMBaHUS IeTei TTep-
Boro rona Xu3Hu B Poccuiickoit @enepanum» (2019 ).

Kpurtepun BKIII0YeHHs JeTeii B MCcIeI0BaHNAE:

1) mpakTUyecku 3710pOBbIE NTOHOIIEHHBIE JAETU 000-
ero moja ot 0 mo 12 mec XM3HU, HAa E€CTECTBEHHOM
WA UCKYCCTBEHHOM BCKapMJIMBAHUM;

2) OTCYTCTBUE Yy JIeTe ajljiepruueckunx 3a00JIeBaHUI;

3) cornacue poauTeneil pebeHKa Ha ydyacTue B K-
HUYECKOM UCCIeTOBAHNM.

Kpurtepun uckioueHus aeTeil U3 HCCaea0BaAHUS:

1) nepBrUYHBIE UMMYHOIE(DUITNATHI;

2) Halu4yue TOATBEPKIECHHON OpraHWYecKOl ImaTo-
JIOTUM, TEHHBIX ¥ XPOMOCOMHBIX 3a00JIeBaHMIA;

3) BHyTpuyTpOoOHast NH(EKIIUSI;

4) nuiueBast ajieprusi;

5) HecoOmofeHWEe POAUTENSIMU TIPABUJ  y4aCTUS
B HCCJICIOBAHUU.

Ipu XenaHuM poAWTENEH TIPEKPATUTh YydacTHe
B MICCJIEIOBAaHUM WJIA B ClTydae HECOOTIONCHUST MU TIpa-
BWI YJacTHsl, a TakKe B Cjydae Tiepexoia Ha JIpyryio
CMeCh JIETU UCKITIOUATUCh U3 UCCIIETOBAHMSI.

OO0cnenoBaHne AeTel TMTPOBOIMIN C TIOMOIIBIO CTaH-
JNApPTHBIX KJIMHWYECKUX METOAOB, BKJIIOYAsT OIEHKY
YaCTOTHl Pa3BUTHUSI OCTPBIX PECIUPATOPHBIX 3abosre-
Banuit (OP3), a Takxke aHaJIM3 4yKClia TIEPEHECEHHBIX
ITHEBMOHMI Ha TIEPBOM TOMAY XXW3HU U pacyeT MHIeKca
PE3UCTEHTHOCTH OpraHu3Ma. MHIEKC pe3rCTEeHTHOCTH
pacCUMTHIBAIM Ha TEPBOM TOAY Ha OCHOBAHUU OTHOIIIE-
HUS Yrclia iepeHeceHHbIX peoeHkoM OP3 k unciy mecsi-
neB. Yacro Ooneronuii peOeHOK — MAUEeHT ¢ WHACK-
coMm pesucteHTHoCcTH 0,33 1 Gosee [12]. O61IMiT OCMOTP
JeTeit mpoBoauiics 1 pa3 B MecsII.

CrnenuajbHble METOAbI HccaenoBaHus. JlabopaTtopHyo
OLIEHKY WMMYHOPE3UCTEHTHOCTU OpraHu3Ma pebeHKa
MPOBOAWIIN C UCIOJb30BaHUEM psiia TTapaMeTPOB MYKO-
3aJIbHOTO UMMYHUTETa — TPUMEHSTA METOJI Ma3KOB-
OTIMEYaTKOB CO CJIM3UCTON OOOJOUKM TIOJIOCTU HOca
(pyHOIIMTOTPaMMa) U METOJI Ha3aJIbHBIX CMBIBOB. B Ma3-
Ke-OTIeyaTKe ONpeaeIsUIN KOJTUIeCTBEHHOE CofepsKaHKe
HEHTpoDUIOB, TMMMPOIIUTOB, S03MHODUIOB U SMTUTEIIU-
aJTbHBIX KJIeTOK. OIeHUBAIN IeCTPYKTUBHbBIE NU3MEHEHUST
B KJIETOUHBIX TOMYJISIIUSIX HEUTPODUIOB C BBIIEICHUEM
yeTbipex kiaccoB nmectpykuuu: 0, 1, 2, 3, 4 ¢ yyeTtom
COCTOSIHMS IIMTOTTA3MBI 1 s1pa K1eTKu. [1pu aToMm 3a 7,
MPUHUMAJIN KJIETKA 0€3 MPU3HAKOB JAECTPYKIUM IIUTO-
TIa3Mbl KJIETKHM W Ipa KIETKU, /1, — KIETKA C MUHH-
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MaJlbHOW AECTPYKLMENM LUTOIUIa3Mbl WM HOPMaJbHOM
CTPYKTYPOI#i siipa, n, — HEUTPOGDUIIBI CO 3HAYUTETbHOM
NeCTPYKIIMEN IIUTOIIa3Mbl U MUHUMAaJIbHBIM TTOBPEXIIe-
HUEM sIIpa, 7, — KJIETKU C TIOJHOM JeCTPYKIMEN 1IUTO-
TUIa3Mbl M 3HAYUTEJbHBIMU TPU3HAKAMM ECTPYKIIUHU
sapa, n, — HEHUTPODUIBI C TIOJTHON AECTPYKIIMEH U pac-
MaJoM IMTOIIIa3MbI U siapa [13, 14].

Bt mpoBeeH pacyeT MHIEKca OeCTPYKIMU KIETKU
(MOK), cpennero mnokazarens npecrpykuuu (CI1I),
nHaekca nuronusa kiaetku (MLIK):

ntntntn,

HIK=""150 -
len+2en+3+n+4en,
cii= 100 ,
n,
HIIK =

n,tn t+n,tntn, ’

rae 0, 1, 2, 3, 4 — HOMepa KJIacCoB IECTPYKLMUHU, Ry, 1|, 1,
n,, n,— KOJIMYECTBO KJIETOK COOTBETCTBYIOLIETO Klacca.
HHTerpanbHble TIOKa3aTeln, XapaKTepu3yrolue (aro-
LINTAPHYI0 aKTUBHOCTh HEUTPOMUIOB, HAXOMSIIIXCS
B Ha3aJlbHOM CMbIBE, WCCIIEIOBAIM Ha KIACCUYECKOM
MOJIEJIU C WCIIOJIb30BaHMEM MUKPOOHON B3Becu Staphylo-
coccus aureus (JTaDOPATOPHBIN IITAMM B M30TOHMYECKON
pacTBope HaTpHsl XJIOpKaa B KOHIeHTparmu 2+10° KieTok/
Mi1). OuennBaiu parouutapHbiii nHaekce (PU) — mporeHT
AKTUBHBIX JIEMKOLIMTOB, 3aXBaTUBILIMX MUKPOOBI, 1 (haro-
nurtapHoe urcio (DY) — cpemHee KOJIMYECTBO MUKPOOOB,
MOMJIOIIEHHBIX OMHUM HelTpodmioM KposH [15].
HccnemoBanyie BHYTPUKJIETOYHOTO KHUCIOPOI3aBHU-
CUMOTO MeTabosM3Ma TPOBOIWIM C MCIOJb30BaHUEM
HCT -tecra. B uccaenoBaHuy onpeaeisuii ClioCOOHOCTh
HEUTPO(PUIOB OTBEUaTh TMOBBLIIICHUEM MeTa00IMUECKOM
AKTMBHOCTU Ha CTUMYJISILIVIO YacTUIIaMu JlaTekca [ 16, 17].
HMHTpaneiiKouuTapHylo MHKPOOUIIMAHYIO CHUCTEMY
HEUTPODWIBHBIX TPaHYJIOLUTOB OIEHUBAIM IO YPOB-
HSIM MUEJIONIepOKCUIA3bl, KUCTOM (pocaTa3bl M KATHOH-
HBIX 6e1KoB. Mcronb3oBain CrieKTpoMOTOMETPUUECKUIA
METOJI OTIpeNieJIeHNST aKTUBHOCTH (hepMeHTOB [18].
CraTuctuyeckyro oOpabOTKy TOJyYeHHBIX JaHHBIX
BBITTOJTHSIJIM C TIOMOIIIBIO TTaKeTa IporpamMm Statistica 10
(«StatSoft», CIIIA). Pazmep BBIOOPKM MpenBapuUTEIbHO
He paccuuThiBain. [IpoBoaMIM pacueT cpeaHero apud-
MeTtudeckoro (M) u cpeaHux olmmoboK cpenHeit aprudme-
Trueckoil (m). CpaBHEHUE ABYX HE3aBUCUMBbIX BIOOPOK
BBITIOJTHSITA ¢ ToMoIbio 7-kputepusi CtoiogeHTta. Cra-
TUCTUYECKU 3HAYMMBIMU CUUTAII 3HAYCHUSI KPUTEPUEB,
cootBercTytomue p<0,05.

PesynbTaThbl M 06CyXaeHne

Yucno nepeHeceHHbix OP3 Ha nepBoM rogy KuU3HU
y IeTeil B 3aBUCHMOCTM OT XapakTepa BCKapMJIMBa-
HUSI,TIpEeJICTaBIeHO B TaOJ. 1. AHaIM3 pe3yJibTaToB IOKa-
3aJ1, 4To He Oosenirx OP3 Ha epBoOM romy XXU3HU Cpeau

"HurtpocuHuit TeTpa3oimii.

B MOMOLLIb TPAKTUYECKOMY BPA4YY

JIeTeii OCHOBHOM TPYTIITBI, TTOJYYaBIINX ananTUPOBAHHBIE
dopmynst HOHHMU 1 u 2 ¢ npebuotrkamu, 06110 B 2 pasza
OoJiblile, YeM B TpyIITie cpaBHeHUs. B 11eJ10M BbIcOKast Tpo-
TUBOMH(EKIIMOHHAsT Pe3UCTeHTHOCTh (Oojienu 0—3 pasa
B TOJ) B OCHOBHOIA IpyIirie oTMeuanach y 82,9%" nereii,
TOT/Ia KaK B TPyIINe cpaBHEHUsI — ToJIbKo y 60%. Hemno-
CTaTOYHYIO TMPOTUBOMH(EKIIMOHHYIO PE3UCTEHTHOCTh
(6onenmu OP3 4—5 pa3 B rof) neTv U3 TPYMITBI CPaBHEHUSI
uMeNu B 2,5 pasa vaile, 4eM B ocHOBHoI rpymre (p<0,05;
cM. Tab:. 1). Huskast mpoTuBOoMH(MEKIIMOHHON pe3UCTEHT-
HOCTb (6oJyienn 6—7 pa3 B Tof) y AeTeil OCHOBHOM TPYIIIBI
BCTpeyvasach B 2 pa3a pexe, UeM Y IpyIil CpaBHEHUS.

CyuTtaeM HEOOXOIMMBIM 0COO0 OTMETUTD, YTO YHUCIIO
OP3, nepeHeceHHbIX HA MEPBOM TOAY XU3HU Yy NETel,
MoJIyyaBIIMX afganTtupoBaHHble dopmynst HOHHU
Ha OCHOBE KO3bETO MOJIOKA, MPAKTUYECKU HE OTJIMYAIOCh
OT 3TOTO TIOKa3aTesisl B TPYIIe NeTei, HAaXOMUBIIUXCS
Ha TpymHOM BckapwmymBaHuu. Yacrtorta passutus OP3
y JeTeil, HaXOAMBIIMXCS Ha aganTUPOBAHHBIX CMeECSX
Ha OCHOBE KOPOBbEro MOJIOKA, Oblja OUYEBUIHO BHIIIE.
Taxk, cpenree uncino OP3 3a rom coctaBuiio B OCHOBHOI
rpymnre 2,3+0,02, yto B 1,5 paza MeHbllle, 4YeM B IpyIIIie
cpaBHeHUs — 3,630,04 (p<0,05), u B 1,3 pa3a BbIllIe, UeM
B KOHTpoJbHOI rpyrne 1,8+0,03 (p<0,05; cM. pUCYHOK).
MHaekce pe3uCTeHTHOCTU B CPETHEM COCTaBUJ B OCHOB-
Hoit rpynme 0,28+0,02, Torna Kak B TpyIITe CpaBHEHUS —
0,3610,03 (p<0,05), a B kKoHTpOIBbHOI rpyrme 0,25+0,02.

Ilpu wusyyeHun 3abosieBaEMOCTH BHEOOJIbLHUUHOMN
ITHEBMOHMEN B CpaBHUBAEMBIX TPYITITAaX BBISBICHO, YTO B
OCHOBHOI1 I'pyIlIie Ha MEPBOM TOAY XU3HU Oojenu 5,7%
JeTelt, B TpyIne cpaBHeHUST — 8,5%, a B KOHTPOJIbHOM
rpynmne — 2,8% neteit. IlonyyeHHBIE TaHHBIE MOXHO
CUMTATh JI0KA3aTEJILCTBOM TOTO, YTO JETH, TTOJIydarolIne
anantupoBaHHbie Gopmyast HOHHW 1 u 2, mpuobGpe-
TalOT 0oJiee BBICOKYIO TMPOTUBOMH(MEKIIMOHHYIO pe3u-
CTEHTHOCTb OpTraHM3Ma, YTO TPOSBISETCS MeEHBIIEH
3abosieBaeMocThio OP3 1 mMHeBMOHME Ha TIepBOM Toiy
KU3HM, YeM Y JIeTeld, MOoJyJaroluX amaanTUpOBaHHBIE
¢opMyJIbl HA OCHOBE KOPOBBETO MOJIOKA.

Tabauya 1. Yucmo nepeHeceHHbIX OCTPbIX PECIUPATOPHBIX
3a0omeBannii (OP3) Ha mepBoM roay XKu3HHU y eTeii B 3aBUCH-
MOCTH OT XapaKTepa BCKAPMJINBAHUS

Table 1. The number of acute respiratory diseases (ARI) suffered
in the first year of life in infants depending on the type of feeding

3a6oaesaemocth OP3, % oI, n=35 TIC,n=35 KI,n=35

He 6onenn 28,6 14,3 31,4
Bonemn 1-3 paza 54,3 45,7 57,1
Bonenu 4—5 pas 11,4 28,6 8,6
Bonenu 6—7 pa3 5,7 11,4 2,9

IIpumeuanue. OI' — ocHOBHag rpymra ((popmysibl Ha KO3bEM MOJIOKE);
I'C — rpymnmna cpaBHeHust (opmysibl Ha KOpoBbeM MoJjioke); KI' —
KOHTPOJIbHAsI IpyIina (rpyiHoe BCKapMJIMBaHUE).

“3nech M nanee MPOLECHT BBIYMCIECH YCIOBHO, TaK KaK YMCIIO JeTei
MeHblie 100.
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IMoaTBepkaeHUE BTOTO TIOJNOXEHUS MbI  HAILA
B pe3yjbTratax MCCIeIOBaHUS MYKO3aJTbHOTO WUMMYHU-
TeTa y JeTeil B cpaBHMBaeMbIX rpyrnmax. [Ipu uzydyeHun
PUHOIIMUTOTPAMM CJIM3UCTON OOOJIOUKM CYIIECTBEHHBI
BO3MOXHOCTb HE TOJBKO OMPEAEIUTh COCTaB U KOJMYe-
CTBO KJIETOUHBIX 3JIEMEHTOB B MaTepuaje, HO U OLEHUTh
WX COCTOSTHME (Haju4yue AEeCTPYKIUU WJIM HEKpPOTHYe-
CKMX U3MEHEHUIA).

PesynabraThl  OMMCaHUS ~ KJIETOYHBIX  3JIEMEHTOB
Ha3aJbHOTO CeKpeTa y JeTeil Ha (hoHe pa3HbIX BUIOB
BCKapMJIMBaHUS TIpeiacTaBieHbl B Tabna. 2. Kierou-
HBI COCTaB PUHOLIMTOIPAMM VY JHeTei, IMOIydalomnux
agantupoBaHHble cmecu HOHHW, u y Haxonusimxcs
Ha TPYOIHOM BCKapMJIMBAaHWUU TIPAaKTUYECKU HE pas-
JIMYAJICS TI0 KOJIMYECTBY HEUTPO(UIOB, 303MHO(MUIIOB,
JMM(OLIMTOB U SMUTEIMAIBHBIX KJIETOK. B TO e BpeMst
B TPYIIIe AeTeii, TOTy4yaBIINX CMECH Ha OCHOBE KOPOBb-
€ro MOJIOKa, HaMM 3aperMCTPUPOBAHO CTATUCTUYECKU
3HAYMMOE TIOBBILIEHWE COMEPXKAHUS D03MHODUIOB
B HazalbHOM cekpete (4,8+0,3%; p<0,05) u ymeHble-
HUE COIEpKaHWS SMUTENNaTbHBIX KieToK (31,4+4,3%;
<0,05). M30mMpoBaHHO OT APYIMX NMapaMeTpoB MOA00-
Hble U3MEHEHMS CIIOKHO TpaKToBaTh. be3ycioBHO, yBe-
JINYEHWE KOJUYeCTBa 303WHOMUIOB He JOCTHTAET KpU-
Tryeckoro mopora B 10%, ykaspIBalolllero Ha pa3BUTHE
aJlJIepruyeckKoro Impollecca B opraHm3Me pebenka [19],
HO HACTOPaXKMBAeT U MOXET ObITh TTPEIMETOM AalIbHe-
IIMX UCCJIEAOBAHUM.

Hzyuenue mmroMopdosiornyeckoro npoduist Hew-
TpodunoB mokasao (Tabj. 3), YTO MEHbIIIE BCETO KJIETOK
¢ IPU3HAKaMU BbIPAXKEHHOM JeCTPYKIIMU PETUCTPUPOBA-
JIoch B Tpyme KoHrpons (n,— 1,6£0,1%; n, — 1,1£0,1%).

OcHoBHas

rpynna Mpynna

CpaBHeHUs

KoHTponbHasa
rpynna

Pucynok. CpenHee 4ucjI0 OCTPbIX PECIMPATOPHBIX 3a00.eBaHMi
(OP3) 3a nepBblii 1o KU3HA B CPABHUBAEMBIX TPyNIAX.
OcHoBHag rpynna — ¢opMyJibl HA KO3b€M MOJIOKE; TPyNna cpaB-
HeHus1 — OpMYJIbI HA KOPOBbEM MOJIOKE; KOHTPOJIbHAS Ipynna —
IpyJHO€ BCKAPMJIMBAHHE.

Figer. Average number of acute respiratory diseases in the first
year in the groups compared.

Main group (goat milk formulae), comparison group (cow milk
formulae), control group (breastfed).

B aroii ke rpyrine MakCUMaJabHO HU3KUMU ObUTM MHTE-
rpajibHble mokaszareiau Tipouiecca aectpykuuu (MK,
CII, ULIK). B ocHOBHOIi TpyIine AeTei, mojydyaBIInx
CMeCH Ha OCHOBE KO3bEro MOJIOKa, COoJep:KaHWe CyO-
MOMYJISAIMA HEUTPpO(PUIOB ¢ BBIPAXXEHHBIMU TIpU3HA-
KaMu JIECTPYKIIMA PErucTpUpOBaIOCh TPAaKTUYECKU
Ha YpoBHe Tpyribl KoHTpoJist (p>0,05). Cratuctuyecku
3HAUMMBIX pa3JIMUMil MO TOKa3aTessM, XapaKTepu3yro-
IIMM JIECTPYKTUBHbBIE KJIETOUHBIE TPOIIECCHl B TPYIIIIe

Tabauya 2. Tloka3aTesin pUHOIMTOrPAMM Y JieTeli paHHEero Bo3pacTa Ha ()oHe Pa3IM4HbIX BUIOB BCKapMiuBaHus, n=105
Table 2. Indicators of rhinocytograms in infants with different types of feeding, n=105

Ioka3areas puHonurorpammbl, % (M=+m)

Tpymna perest HeNTPOhIIBI MG OIUTBI 903MHO(HIBI SNUTETHAIbHbIE KIEeTKH
KT 52,7£6,9 6,6+3.9 2,0£0,1 38,7%3,7
or 55,6+6,9 5,8%2,7 2,3+0,3 36,314,1
rc 56,9+7,7 6,913,1 4,84+0,3* 31,4+4,3*

Ilpumeuanue. * — NOCTOBEPHOCTb paznuuuii ¢ rpynmnoit koHTposs (p<0,05). OI' — ocHoBHasi rpynmna (hopMyJbl Ha KO3bEM MOJIOKE);
I'C — rpynna cpaBHeHus (hopmyJsibl Ha KopoBbeM MoJioke); KI' — koHTposbHas rpynmna (rpyiHOe BCKapMJIMBaHUE).

Tabauya 3. Iluromopdosiornyeckas XapakTepucTHKa HeiTpoduioB Ha (hoHe pa3IMIHBIX BUIOB BCKAPMJIMBAHKSA JIeTeld paHHEero
Bo3pacrta, n=105
Table 3. Cytomorphological characteristics of neutrophils against the background of various types of feeding in infants, =105

Knacc necrpykumu, % (M=-m)

Ipynna nereii NIK CIIg HUIIK
n, n, n, n, n,
KTI' 76,7£6,9 11,0£3,9 9,6%0,9 1,6%0,1 1,1%0,1 0,2+0,05 1,2+0,01 0,01%0,002
or 70,616,9 16,3+2,7 9,240,9 2,1+0,2 1,8+0,2 0,3+0,05 1,4+0,01 0,02+0,02
IcC 60,9+7,7* 21,4%3,1 10,4%1,9 4,5+1,3* 2,8+0,3* 0,4%0,05 1,6£0,02 0,06%0,02

Ilpumeuanue. ¥ — MOCTOBEPHOCTD pa3In4Uii ¢ rpynmoit KOHTpoJst (p<0,05). OI' — ocHoBHas rpymma (Hopmysibl Ha Ko3beM Mojioke); ['C — rpyr-
na cpaBHeHUs (hopMyIibl Ha KOpoBbeM MoJjioke); KI' — koHTposibHas rpymna (rpynHoe Bckapminbanue); MK — nHneke necTpyKimu KJIeTKu;
CI1J — cpennuii mokasatenb aectpykunu; MK — nHaekc muronmnsa KIeTku.
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neTeid, ToayJYaBIInX CMECH Ha OCHOBE KO3bhEeT0 MOJIOKa,
MO0 CPaBHEHUIO C TPYIION KOHTPOJSI HE BBISIBICHO,
kak u 1o mokazarenxsm MK, CIII, MLK. Onmnako
B TpyIINe AeTel, MoydyaBIInX CMECH Ha OCHOBE KOPOBb-
ero MoJioKa, TMpU ITUTOMOP(OJOTUMYECKOM aHAJIN3e
HaMM OOHApYKEHO JTOCTOBEPHO CHUKEHHOE KOJUUYECTBO
HelTpodWIOoB 0e3 TPU3HAKOB AECTPYKIIMU U TOCTO-
BEpHOE YBEJIMYEHUE CYOIOIyJsIUMi HEUTPO(hUIOB CO
3HAYUTEJbHBIMU MPU3HAKAMU AECTPYKIIMU; TaK, COIEP-
XaHue n, 6bu10 Boilie B 4,1 (p<0,05), n, — 8 2,5 (p<0,05),
UK — 82, CITK — B 1,3 (»<0,05) paza, a ULIK — B 6 pa3
(p<0,001) o cpaBHEHUIO C TPYMIION KOHTPOJIS.

[lpunsito  cumTath, YTO (OHOBOE COCTOSIHUE
MUKPOOUIIMIHOCTU HEUTPOGUIOB, HUMMUTPUPYIOIIUX
B CEKpeThl, UX (PYHKIIMOHAIbHBIN MOTEHIIMAT B CYIIE-
CTBEHHOM CTEINEeHU OMPENENSIIOT COCTOSIHUE MECTHOM
PE3MCTEeHTHOCTH M HMCXOJ OaKTepHalbHBIX IMPOIIECCOB,
a TIOTOMY MOTYT TPEJCTaBIsATh LIEHHOCTb B KOHTEKCTE
Haliero uccienoBaHus. B Tad. 4 oTpakeHbl pe3yabTaThl
WCCIIeI0OBaHNSI BHYTPUKJIETOYHOU KUCIOPOA3aBUCUMON
OMOLIMTHOCTY HEUTPOMUIOB MPU CIIOHTAHHOW W WHIY-
IIMPOBAaHHOU aKTWBAllMM Yy JAETE paHHEro BO3pacTa
Ha (hoHEe pa3IMYHBIX BUIOB BCKApMJIMBAHMSI.

Kak BuaHO, MakKCUMaJIbHO BBICOKasl CIIOHTaHHas
U WHAYLUMPOBaHHAsI aKTUBAllMS HEUTPODUIOB Hazalb-
HOTO CeKpeTa BbISIBJICHA y NIeTei, MOJyYaBIINX T'PYTHOE
BckapmiimBaHue (8,910,7 u 50,914,0 cOOTBETCTBEHHO).
B ocHoBHO# rpymnmne geTeit, TOJyYaBIIMX CMECHU
Ha OCHOBE KO3b€T0 MOJIOKA, OMOIIMIHOCTD HEUTPOhUIOB
OblJIa COMTOCTAaBUMOI C TPYMIION KOHTPOJISI — CITOHTaHHasI
akTuBanus coctasuia 9,91+5,23% (p>0,05), unoyumnpo-
BaHHas1 OWOLIMIHOCTb, XapaKTepu3ylolllasi pe3epBHBIN
MOTEHUIMAT KJIETKM M CIOCOOHOCTb K 3aBEpIIEHHOMY

B MOMOLLIb TPAKTUYECKOMY BPA4YY

darounrosy, coctasuia 48,9+6,0 (»p>0,05). Bto KoHTpa-
CTUpYET C pe3yJbTaTaMHu B TPYIIe IeTeil, TMOIydaBIINX
CMeCH Ha OCHOBE KOPOBBETO MOJIOKA: B 3TOW TPYIIIe
W CIIOHTaHHAas OWOLMIHOCTb HEUTPOMDUIIOB, U Pe3epB-
HBI TTOTEHIIMA KJIETKH, a TaKXKe CITOCOOHOCTh K 3aBep-
IIeHHOMY (DarouTo3y OBIIM CYIIECTBEHHO HWXKE, YeM
B TPYIIIEe KOHTPOJIS.

BaxHoii  cocraBisionieit  MMMYHOOMOJIOTMUECKOM
PE3UCTEHTHOCTH SIBJISIETCSI  YPOBEHb BHYTPUKIIETOUHOM
OUOIMIHOCTH, OTIPEIC/ISIEMOI COCTOSTHUEM (DEPMEHTHBIX
cucTeM, TIpehOPMUPOBAHHBIX B TpaHyJlaX HEUTPODUIOB.
B cBoeit paboTe MbI OLIEHUBAIU YPOBEHb OMOLMITHOCTH
10 YPOBHIO aKTUBHOCTH BasKHEWIINX (DEPMEHTOB KJIETOU-
HBIX TpaHyJl — MMEJIOTIepOKCUIas3bl, KUCIoi docdarasbl,
KaTMOHHBIX O0esKoB (Tabs. 5). Kak ciemyer u3 nmpuseneH-
HBIX JaHHBIX, MAaKCUMaJIbHbIe YPOBHU BCceX (DEPMEHTHBIX
CHCTEM PETUCTPUPOBAIINCH Y AETEH, TIOTyUaBIINX TPYITHOE
MOJIOKO. BaxkHO, YTO aKTUBHOCTH (DEPMEHTHBIX CUCTEM,
omnpeJesieHHast y JeTeld, MOJydaBIIMX CMECHM Ha OCHOBE
KO3bETO MOJIOKA, HE OTJIMYAJIach OT JAaHHBIX Y IETei, TTOJTy-
YaBILMX TPYIHOE MOJIOKO (1151 Bcex pepMeHTOB p>0,05).
Ha stom (oHe HM3KMIT ypOBeHb OMOLMIHOCTU 3aUK-
CUpPOBaH HaMU IS HEUTPOMWIOB y NeTel, MoJydaBIINX
CMecH Ha OCHOBE KOpOBbero Mosioka. CTaTUCTUYECKU
3HAYMMBIM OBIJIO CHWXKEHHE AaKTUBHOCTH (DEepMEHTOB
B KJIETOUHBIX TpaHyjIaXx HEUTPOGUIOB TSI MUETOIEPOK-
cuaasbl, KUCI0i (pocarasbl 1 KATUOHHBIX OJIKOB.

TakuM obpa3oM, eclii TPYJIHOE BCKapMJIMBAHUE TAeT
OTNTUMAJIbHBIE PE3YJIbTaThl B OTHOIIEHUM CUCTEM MECT-
HOM TMPOTUBOMH(MEKIMOHHON pPEe3UCTEHTHOCTH OpTa-
HU3Ma MJaleHIla, TO MpUOIMKeHNe JaXxe B OrpaHUYeH-
HOI CTEeMeHU K 3TOMY COCTOSTHUIO TIPU MCKYCCTBEHHOM
BCKapMJIMBAHUM MOXKHO CYUTATh YPEe3BBIYATHO TTO3U-

Tabnuya 4. MukpoOUIIHAs M (paronuTapHasi AKTMBHOCTb HEMTPO(IIOB HA (hoHe PA3IMYHBIX BUIOB BCKApMIMBaHus neteil, n=105
Table 4. Microbicidal and phagocytic activity of neutrophils against the background of various types of feeding of infants, n=105

IToka3aren» MUKpOOHIMAHOI H (haronurapHoii akTuBHOCTH (M=Em)

A oun DY HCT cnonur., % HCT crum., %
KT 35,8%0,3 3,9£0,2 8,9£0,7 50,914,0
or 38,7+0.,4 3,7+0,2 9,9£0,9 48,91+4,9
Irc 28,710,2* 2,6£0,3* 6,910,5 * 28,21+3,2 *

Ilpumeuanue. * — OCTOBEPHOCTb pazinuuii ¢ rpynmnoit Kourpos (p<0,05). OI' — ocHoBHag rpymnmna (dpopMysibl Ha Ko3beM MoJioke); ['C —
rpymma cpaBHeHusI (HopMyIIbl Ha KopoBbeM MoJIoKe); KI' — KoHTposbHast rpymma (rpynHoe BeckapmunBanue); @Y — darounrapHblii HHIEKC,
®Y — daroumraproe uncio; HCT — daronurapHast ak THBHOCTD; TECT C HATPOCUHUM TETPAa30IHEM.

Tabauya 5. IaTpaneiikomurapHas MUKpOOUIMIHAS cicTeMa HeiTpoduniioB Ha (oHe pa3IMIHbIX BUIOB BCKapMIMBaHuA aeteil, n=105
Table 5. Intraleukocyte microbicidal system of neutrophils against the background of various types of feeding of infants, n=105

ITokasareb HHTPAJIEHKOUMUTAPHON MUKPOOUIMIHON cHCTeMbl HeliTpodunos OJ1/10° (M+m)

L pee MHeJIONepPoKCHaa3a Kucaas ¢gocdarasza KATHOHHBIE OeJIKH
KT 0,41%0,05 0,37+0,06 0,17£0,012
or 0,39£0,04 0,32+0,03 0,160,011
rc 0,29+0,06* 0,2140,06* 0,12+0,012*

ITlpumeuanue. * — TOCTOBEPHOCTD pa3nuuuii ¢ rpymnmnoit kKoHtpoas (p<0,05). OI' — ocHoBHas rpyrrna (popmysnbl Ha Ko3beM Mosioke); [C —
rpyrna cpaBHeHuUs (hopmysibl Ha KopoBbeM Mosioke); KI' — KoHTposbHas rpynna (rpyaHoe BckapmiauBaHue); O/103 — ontuueckuit aua-
rHoctryeckuii koadduureHt (GbyHKIMOHAbHAS aKTUBHOCTD B Iepepacyere Ha OJIHY KIIETKY).
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TUBHBIM pe3yJIbTaTOM. B yCIOBUSIX MCCIeIOBaHUS HaM
yIalIoch J0Ka3aTh, YTO MPHW BCKapMJIMBaHWM pebeHKa
B TIEPBBIA TOJ KW3HU CMECSAMU Ha OCHOBE KO3b-
ero MoOJIOKa OO0ECIeuynBaeTcss ypoBeHb MYKO3aJIbHOTO
WMMYHHTETA CIU3UCTONW OOOJIOYKM Hoca U (hepMEHT-
HBIX CHCTeM WHTPaJIeUKOLUMTAPHOW MUKPOOULIMIHON
CHUCTEMBI, TPAKTUYECKU HEOTTUIUMBII OT YPOBHS UMMY-
HUTETa, TOCTUTAEMOT0 Ha TPYTHOM BCKapMJIMBAHUU. DTO
MO3BOJIIET HaM YTBEPKIATh, YTO BCKapMJIMBaHUE JeTei
aanTUPOBAaHHBIMU CMECSIMUA Ha OCHOBE LIETbHOTO KO3b-
€ro MoJIOKa, KaK ¥ BCKapMJIMBAHUE TPYTHBIM MOJIOKOM,
bopMupyeT  ONTUMAIBHYIO MMMYHOOUOJIOTMYECKYIO
PEaKTUBHOCTh W TIPOTUBOMH(MEKIIMOHHYIO 3aIlIUTY, CBSI-
3aHHYIO C TTapaMeTpaMKi MyKO3aJbHOTO UMMYHUTETA.

B uenom mosyueHHBbIe HaMu JaHHbIE, OE3yCJIOBHO,
MOATBEPXKIAIOT OOILIENPUHITOE TIOJOXEHNEe O TOM,
YTO XapakTep BCKapMJIMBaHUS Ha TIEPBOM TONY XKU3HU
OKa3bIBaeT BIMSAHME Ha (DOPMUPOBAHUE PE3UCTEHTHOCTH
opraHu3Ma. EcCTecTBEHHBIM TIpeACcTaBiIsieTcs 3aduK-
CHpOBaHHBII B HaCTOSIIEH paboTe (akT, 4TO JydIlIne
pe3yJIbTaThl OTMEUAIUCH B CITydae IPyIHOTO BCKapMIBa-
Hust — y 88,5% nerteir oTMedaach Xopoliasi pe3uCTeHT-
HOCTb OpraHu3Ma, TPOSIBJISIBINASICS B MWHUMAaJIbHOM
3aboseBaemoct OP3 u mHeBMOHUeN. Y nereli OCHOB-
HOI MCCIeayeMOi TPYIIIBI, TIOJyJYaBIINX aganTUpOBaH-
Heie ¢opmyast HOHHU 1 1 HOHHUW 2 ¢ npebunotu-
KaMH, TTIOKa3aTeJIN Pe3UCTEHTHOCTU OBbITM MaKCHUMAaJIbHO
MPUOIMKEHBI K TTOKa3aTeNIsIM Pe3UCTEeHTHOCTH JIeTel,
BCKapMJIMBAaE€MBIX TPYIHBIM MOJIOKOM.

KpoMe TOro, OTHEIbHBIN WHTEpEC MPEACTABIISIOT
3a(bMKCUPOBAHHBIE HAMU Pa3INYMsl B TTOKA3aTeNIsIX Pe3u-
CTEHTHOCTU MEXIy TpYIIIaMM JeTeil, BCKapMJIMBae-
MBIX JOETCKUMU CMECSIMU Ha OCHOBE KO3bEero MOJIOKA
(HOHHW) u nerckumu cMmecsiMu Ha OCHOBE KOPOBBETO
moJsoka. CpenHee konuuecTBo OP3 1 MHEeBMOHMIA Ha TIep-
BOM TOAY XXM3HU B OCHOBHOI1 TpyIITIe JAeTeil ObLIO TOCTO-
BEPHO MEHBbIIIE, YeM B TPYyIIe CpaBHEHMs. ATANTUPO-
BaHHbBIE JETCKME MOJIOYHBIE CMECH Ha OCHOBE KOPOBBETO
MOJIOKa, OYeBUIHO, YCTYIAIOT adanTUPOBAHHBIM JEeTCKUM
MOJIOYHBIM CMECSIM Ha OCHOBE KO3bhEro MOJIOKA TI0 BIIMSI-
HUIO Ha TIPOTUBOMH(EKIIMOHHYIO PE3UCTEHTHOCTD.

ITockonbKy amanTanust IETCKUX CMeceil BhIpaxkaeTcst
B MaKCHUMAaJIbHO BO3MOXHOM TIPUOIKEHUN COCTaBa
3aMeHUTeIel K TPYIHOMY MOJIOKY, TO TPUHIINITHATb-
HbIE OTJIMYMS MEXIY CpaBHMBAaeMbIMU B JTaHHOW paboTe
MOJIOYHBIMM CMECSIMM 3aKJTIOYAIOTCSI TOJBKO B MOJIOU-
HOI OCHOBE M TEXHOJOTMM WX W3rOTOBJIeHUS. st cMe-
ceil B OCHOBHOW TPYIINe — 3TO HOBO3EJIaH/ICKOE 11eJIbHOE
KO3be MOJIOKO, JIJIS CMecell B TPYITIe CpaBHEHUSI — KOPO-
Bbe MOJIOKO. biaromapsi ocoGoii TeXHOJOTMU CYIIKU
KO3bETro MOJIOKa 0e3 pas3/iefieHUs] €ro Ha OTHEJIbHbIC
dpaxkiuu, B cmecsix HOHHMW ynaercst coxpaHuTh OCHOB-
Hble TIMTATeNIbHBIE W (DYHKIMOHAJIbHBIE KOMITOHEHTBI
HaTypaJbHOTO KO3bero Mosioka. HamportuB, cranmaprt-
HO€ MHIYCTPUAIbHOE TTPOM3BOIACTBO CMeceil M3 KOPOBb-
ero MOJIOKa TIpearojaraeT MHOTOCTYIEHUYAThIe ITUKIIbI
HarpeBa M pasaeieHre Moyoka Ha ¢pakunu. [Ipm Takoit

TEXHOJIOTUM B OOJBIICH CTEIIEHUW pa3pylIaloTCsST MOJIOY-
HbIE CTPYKTYPBI, U3MEHSETCSI TIPUPOIHOE COOTHOIIIEHHE
OeNIKOBBIX (bpaklnii, TepsIoTcsl (U3NUecKre, XuMude-
CKMe M OMOJIOrMYecKre IPUPOAHBIE CBOMCTBA MOJIOKA
M MOXeT 00pa30BbIBATHCS OOJIBIIIOE KOJWYECTBO HEXKe-
JIaTeJTbHBIX HOBBIX XMMWYECKUX COCIMHEHWI, BKITIOYAst
IJIMKUPOBAaHHBIE OCIKM — TaK Ha3bIBaeMbIE TMPOIYKTHI
peakumu Maiiapa [20]. IlpenmonaraemM, 4To HPUYMHON
Oosbleit 3(HEeKTUBHOCT MOJIOYHBIX CMeCell Ha OCHOBE
KO3bETO MOJIOKA B TOAAEPKaHUU MPOTUBOMH(MEKIINOH-
HOl UMMYHHOI pPE3UCTEHTHOCTU pebeHKa MepBOro rojaa
JKM3HU, M0 CPaBHEHMIO CO CMECSIMM Ha OCHOBE KOPOBb-
€ro MOJIOKa, CJIYKUT O0JIbIlast CTeneHb MPUOIMKEHHOCTH
KO3beTO MOJIOKA, B OTJIMUME OT KOPOBLETO, K TPYTHOMY
MO TOTEHIIMATY PETYJIMPYIOIIEro BIUSHUS Ha XeJaymaod-
HO-KMILIEYHBIM TPAKT W 3MUTEHETUYECKOTO BO3IEUCTBUS.
BbimBuras 3T0 TIpEATONoKeHUE, Mbl OPUEHTHPOBAINCH
Ha paHee OITyOJIMKOBaHHBIC pabOThI, TOKa3bIBAIOIINE
60J1ee BBICOKUII MMMYHOHYTPUEHTHBIN MOTEHIMAT KO3b-
€ro MoJIoKa o CpaBHEHMIO ¢ KOpoBbUM. [1pu aToM ucxo-
IV U3 OOIIETIPUHSATOTO MHEHMS, YTO KO3be MOJIOKO
CIIY>)KUAT OOTaTbIM UCTOYHUKOM OMOJIOTUYECKU aKTMBHBIX
COeTMHEHMH (B TOM UMCJie HATUBHBIX HYKJICOTHUIOB M OJTU -
rocaxapyaoB), MeNTUIOB, KOHBIOTUPOBAHHOM JIMHOJIEBOIM
KUCJIOTBI, CPEIHELETTOYeYHBIX XHUPHBIX KHCJIOT, MOHO-
W TOJMHEHACHIIIEHHBIX XUPHBIX KUCIIOT, MOJIU(MEHOIOB,
MUHEpaJoB, KOTOPbIE CITOCOOHBI MOIYTMPOBATh XKeJTyI04-
HO-KMILIEYHBIM TPAKT 1 UMMYHHYIO CUCTEMY, TEM CaMbIM
OKa3bIBas BaXKHOE BIMSHHUE Ha 370pOoBbe pebeHKa. Tak,
HeJlaBHO 0OHapy:KeHO, YTo N-CBSI3aHHbBIE OJIMTOCaXapyIbl
(N-r1MKaHbl), MOJyY€HHbIE U3 MOJIOKA, 00JIaaloT aHTU-
MaToTeHHBIMU cBolicTBaMu. CpaBHeHHE aHTUMUKPOOHOIM
aKTUBHOCTU N-CBSI3aHHBIX TJTMKAHOB U CBOOOTHBIX OJTU-
rocaxapuaoB U3 IPyTHOTO, KOPOBBETO M KO3bETO MOJIOKA
B OTHOIIIEHUN 30JIOTUCTOTO CTa(MIOKOKKA OIPENenIo
CHIDKEHHME aKTMBHOCTU B CJICIYIOIIEM MOPSAKE: TPYyIHOE
MOJIOKO > KO3b€ MOJIOKO > KOpPOBbE MOJIOKO. B 11eiom
MpeAroiaratoT, YTo 3HauUMTeIbHasl OaKTepulMIHAs/OaK-
TEepUOCTaTUIECKAsT aKTUBHOCTh N-CBSI3aHHBIX TJIMKaHOB
KO3bET0 MOJIOKA UMeEET OOJbIION MOTeHIIMal B KaueCTBe
HOBOTO 3aMeHUTeN s aHTUOMOTUKOB [21]. [TpogemoHcTpu-
pPOBAHO, UYTO OJINTOCAXAPUIbI KO3bETO MOJIOKA CITIOCOOHBI
YBEJIMUMBATh NpUKperieHue Bifidobacterium longum subsp.
infantis K KJeTKaM KMIIIEUHUKA [N Vitro N TIPeJ0TBpaIlaloT
MpUKpEIJIeHNe BbICOKOMHBa3UBHOTO Itamma Campylo-
bacter jejuni K KulleyHbIM KJeTKaM [22].

B HemaBHO OmMyOJIMKOBAaHHOM MCCJIEIOBAaHUM TOKa-
3aHO, YTO OJIMTOCAaXapujbl, coiaepxKalluecs: B JETCKUX
CMECsIX Ha OCHOBE IIeJIbHOTO KO3bero MoJioka, obOec-
MEeYNBAIOT BBIPAXKEHHBIN MPEOMOTUUECKUIT U TIPOTUBO-
WHGEKIMOHHBIN 3P (EKT, CXOMHBIN ¢ TAKOBBIM I'PYTHOTO
moJioka [23]. B wactHocTH, omnpeneneHo 14 onurocaxa-
pUIOB B MOJIOYHOI CMECH Ha OCHOBE LIEJIbHOTO KO3b-
ero MOJioKa, TIPEUMYIIECTBEHHO CUATMINPOBAHHBIX
n (dykosmnupoBaHHbIX. [Ipu 3TOM 5 onmurocaxapumon
OBbITM CTPYKTYPHO aHAJIOTMYHBI TeM, KOTOpPBIe OOHapy-
SKUBAIOTCS B TPYJAHOM MOJoOKe. MaeHTuuunpoBaHHbIe
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HaTypaJbHble  OJUTOCAXapUIObl  IIEIBHOTO  KO3bETro
MOJIOKA YJIy4IlIaJIM POCT ¥ aKTUBHOCTh OMUI00aKTepuii
U JIaKTOOAuMIIT U cHYXKanu aaresuto E. coli NCTC 10418
u S. typhimurium x xyietkam Caco-2.

KpoMe TOro, BBUAY OTrPOMHON POJM KUIIEUHOM
MUKPOOMOTHI B (hOPMHUPOBAHUN TIPOTUBOMHMOEKIIMOHHOM
PE3UCTEHTHOCTH M MMMYHUTETa, MPUOOPETAIOT OCOOBIM
CMBICJT pe3yJIbTaThl CpaBHEHMSI MUKpOOHWOMa KUIIIEYHUKA
MJIacHIIEB TIPY BCKapMJIMBAaHMM CMECSIMM Ha OCHOBE
KO3BbETO MM KOPOBBETO MOJIOKA U TPyAHOTO MoJioKa. Tak,
aHam3 OeTa-pa3HOOOpa3usi MPU CUKBEHCE MUKPOOUOTHI
TTOKAa3aJl, YTO OOJIbIIAsT CXOXKECTh Pe3YJbTaTOB TOCTHTA-
€TCs TIPU CPaBHEHUHU TPYTHOE MOJIOKO/KO3be MOJIOKO, YeM
MPU CPaBHEHUY TPYIHOE MOJIOKO/KOPOBbE MOJIOKO [24].

JIpyriM THUTIOM BEIIECTB, COMAEPXKAIIUXCSI B KO3bEM
MOJIOKE, KOTOpPBIE CITOCOOHBI PETyIMPOBaTh METabOIM3M
U BOCHaJieHWe, SIBISTIOTCS XKHUPHBbIe KUCIOTHL. [ToTpebire-
HHe ONpeieIeHHBIX MOHOHEHACHIIIIEHHBIX VTN TTOJTMHEHA-
CBIIIEHHBIX XKUPHBIX KUCJIOT MOXKET MOJIOKUTETBHO BIUSATh
Ha MeTaboJIM3M, CTIIOCOOCTBYSI KOHTPOIIO apTepUabHOTO
JIABJICHWSI, aIeKBaTHOM KOAryJISIIN, YCUJICHUIO (hYyHKIIUU
SHAOTENMST W TIPEAYNPEKACHUIO WHCYJIMHOPE3UCTEHT-
HOCTHU, OJIAarOTBOPHO BJIMSS Ha MPOMWIAKTUKY U JeYeHHe
MeTabosmueckoro cuHapoma [25]. HemaBHue cpaBHUTEb-
HBIe MCCIIEMOBAHMS TTOKA3aJIM, YTO KO3b€ MOJIOKO MOXKET
OBITH OYEHBb XOPOIIUM MUCTOYHUKOM SHEPTUU U3-3a BBICO-
KOTO COIepKaHUsT OMOJIOTMYECKM AKTUBHBIX KUPOBBIX
KOMITOHEHTOB (IIUC-TTOJIMHEHACHIIIIEHHbIE XMPHBIE KHUC-
JIOTBI, 3MKO3aMeHTaCHOBasl KUCJIOTa, MOKO3areKcaeHOBasT
KMCIO0Ta) M M30(JIaBOHOB, MO XapaKTepUCTUKaM OoJee
OJIM3KUM K TPYTHOMY MOJIOKY, YeM K KOpOBbeMy [26].

Tekyiue McclieOBaHUS TTOKA3bIBAIOT, YTO TPYIHOE
MOJIOKO COAEPKUT MHOXECTBO OWOJIOTMYECKU aKTHB-
HBIX BEIECTB, BKJIIOYAs HYKJICOTHUIbI, OJUTOCAXapUIbI,
KOMITOHEHTBI MeMOpaH XUPOBBIX TJI00YT MOJIOKA, BUTA-
MMHBI, MUHEpaIbl U Ip. DT KOMITOHEHTHI YKPEILISIOT
MMMYHHYIO CUCTeMY I'pyIHOTO peOeHKa, OKa3bIBasl Mpsi-
MO€ JIeiCTBME, yBEJIMYMBasi pa3HoOOpa3ue KUIIeUHOM
MHMKPOOMOTHI ¥ HEUTpamu3ysl MaTOreHbl, a TakKXe OIo-
CcpeloBaHHOE JICMCTBHUE, CO3/IaBast YCJIOBUS IS TTOBBITIE-
HUSI U YKpeTUIeHUsT UMMYHUTeTa. B mocienHue necatu-
JIETUS HYKJIEOTUIBI OCTAIOTCS MPEAMETOM MPUCTATLHOTO
BHUMAaHMUSI UCCenoBaTeeil. DT MOJIEKYJIbI CITy>KaT YHU-
BepcaJbHBIM MCTOYHUKOM JHEPTMU, a TaKKe BasKHBIMU
peTyIsiTopaMu OOMeHa BEIIeCTB, YYaCTBYIOT B ITpoIleccax
CO3pEBAHUST KETYIOUHO-KUIIIEUHOTO TpaKTa, UMMYHHOM
cucTeMbl U (hOPMUPOBAHUS WMMYHHOTO OTBETa, pac-
HIETMIeHUU «0oJbIInXx» MoJiekys. [Toctynasi B opraHusm
HOBOPOXAEHHBIX B COCTaBe MOJIOKA, HYKJIEOTHUIbI TIPU-
HUMAalOT ydyacTue B cCUHTe3e (ochoaunuaoB, Moanbu-
Kallu¥ MUKPOGIOPHI, perapaiuy MOBPEXKICHUN BITU-
TeWsT KUIIEYHWKA, a TakKKe y9acTBYIOT B T-KJIETOYHOM
UMMyHHOM oTBeTe [27—29]. CremyeT Takxke MOIYEpK-
HYTb, 4TO NMpodub (Gppakiuuu HeOETKOBOTO a30Ta KO3b-
€0 MOJIOKa, B OTJIMYHME OT KOPOBBETO, UMEET PSII COCTaB-
JITIONINX, TaKUX KaK HYKJICOTHIbI, B KOHIICHTPAIIUsIX,
MPUOJIMKAIOIINMXCST K TAKOBBIM B rpyaIHOM MoJioke [30].

B MOMOLLIb TPAKTUYECKOMY BPA4YY

ZKupoBast yacTh TpyTHOTO MOJIOKA, B OCHOBHOM TIpeI-
CTaBJIeHHas B BMJE KMPOBBIX TJIOOYJ, CYMTAETCS OIXHOM
13 HanboJjiee 3HAYMMBIX M MHTEPECHBIX, C XOPOIIIO OMMM-
CaHHOWM TIJIACTUYECKON W PETYISITOPHON (DYyHKIIMSIMU.
B nunuanyto (pakiiuio rpyniHOro MoJoKa BXOJST 3CCEH-
LIMaJTbHbIe HYTPUEHTBI, HEOOXOIUMBbIE JIJISI ONITUMATBLHOTO
MUTaHKS U 300pOBbsT pebeHKa. Ha mpumepe coxpaHeHUs
B JIETCKUX CMECSX MOJIOYHOTO XXHMpa paccMaTpUBaeTCs
BO3MOXKHOCTb WX TIPUOIMKEHUST K COCTaBy TPYIHOTO
MOJIOKA, B TOM YHUCJIE TIO PSITy UMMYHOHYTPUEHTOB.

Ocoboe BHUMaHUE B TIOCJIEIHUE ACCATUICTUS Yaes-
eTcsl pe3yibTaTtaM, JeMOHCTPUPYIOIINM OMOJIOTHYECKYIO
AKTUBHOCTb COEIMHEHUIA, BXOMSIIINX B COCTaB MeMOpaH
SKAPOBBIX TJIOOYJI TPYIHOTO MOJIOKA — OETKOBO-JIMITHUI-
HOTO KOMIUTEKCa, OKPYXKAIOIIETO SAPO KaXKIOU TIOOYJIbI
Mosioka. [lomaraloT, 4To KOMITOHEHThI 3THX MeMOpaH
obecIeunBaloT OIpeeleHHbIe MPEUMYIIECTBA W 3alUTy
MJIaJIeHIIEB, YIIyYIlas X coOMaTHYeCKKe TIOKa3aTelld 3710~
poBbsi [31—34]. TlokazaHo, uyTO MeMOpaHBI >XMPOBBIX
100y TPYIHOTO MOJIOKA B3aMMOIEHCTBYIOT C MUKPO-
OpraHM3MaMM, HACeISIOIIMMU KUIIEYHUK, TTOIIePKUBasT
B HEM ONTUMAaJIbHOE KOJIMYECTBO MOJIe3HON MUKPOMDIOPHI
[35, 36]. BosneiicTBue Ha (peKaabHBIE MUKPOOMOM JIET-
CKOIl MOJIOYHOW CMECH Ha OCHOBE KOpPOBBETO MOJIOKA,
cozepxanieit 1o00aBjaeHHbIe MeMOpaHbl XUPOBBIX TJIO0YII
MOJIOKA, OBIIIO YMEPEHHBIM, TIPU 3TOM (DeKaTbHbBIN MeTa-
0O0JIOM XapaKTepH30BaJICSI 3HAYMTETbHBIM CHIDKEHHEM
psima MeTabOJIMTOB MO0 CPaBHEHUIO C META0OJIOMOM Mila-
JIEHIIEB, TTOTyYaBIIMX CTAHIAPTHBIE CMecH 0e3 YKa3aHHbBIX
meMmbOpan [37]. JleTckre cmecu ¢ MeMOpaHaMM KUPOBBIX
100y MOJIOKA TaKKe BIMSUIM Ha MUKPOOMOM TTOJIOCTH
pTa HOBOPOXAEeHHBbIX [38]. ABTOpHI MCCIIEIOBAHUS ClIE-
JIaJIV BBIBOJI, YTO Y HOBOPOXKIEHHBIX, MOTyYaBIINX TAKOTO
poJia CMecH, COCTaB MOJIOYHOKHUCITBIX OaKTEPUil B POTOBOM
MTOJIOCTH OBUT COMOCTABUM C TAKOBBIM y JeTell KOHTPOJIb-
HOW TPYIIHI, MOJTy4YaBIIMX TPYIHOE MOJOKO. B mpyrom
HCCIeI0BaHUY TTPOJEMOHCTPUPOBAHO, YTO B ClTyJae Tpu-
MEHEHUST MOJIOUHOI cMecH ¢ MeMOpaHaMU XUPOBBIX TJIO-
OyJT MOJIOKA, B OTJIMYME OT CMECH Oe3 TaKOBBIX, HabTIoa-
JIOCh 3HAYUTEJIbHOE CHUPKEHME YaCTOTBI Pa3BUTHSI OCTPOTO
CpelHero oTWTa B TeUYeHUEe TepBOro roma ku3Hu [39].
AHTHUnaTtoreHHble 3(P@deKThl yKazaHHbIX MeMOpaH O0b-
SICHSTIOT JTUOO MPSMOI X OaKTEPULIMIHON aKTUBHOCTBIO,
MO0 OMOCPEeNTOBAaHHON Yepe3 BMeIIATeJbCTBO B ajre-
3UI0 TOTEHIIMATBHO MAaTOTeHHBIX OAKTepUil K IMUTEINIO
(3dbdexT mpuMaHKM). DTO MpeAoTBpallaeT JOCTYM MaTo-
TeHOB B OPraHU3M U MHUIIMMPOBAHUE HETaTUBHBIX KacKa-
OB, TIPUBOJSAIIMX K JMapee W BOCTaleHWio. B 1iemom
MOXHO YTBEPXKIATh, YTO K HACTOSIIEMY BpeMEHU HAKOII-
JIeH OOTaThIi OTIBIT MO U3YYEHUIO TPUMEHEHUST MeMOpaH
SKAPOBBIX TITOOYJT MOJIOKA WJIM MX OTAETbHBIX KOMITOHEH-
TOB C LEJNBI0 CHIDKEHMSI PacIpoCTpaHeHUsT MHMOEKIIMOH-
HBIX 3a00JIeBaHUi, BbI3bIBaeMbIX E. coli, Salmonella enter-
itidis, Listeria monocytogenes v potaBupycamu [40].

B cuny ocobeHHoOCTell TEXHOJIOTUM TPOM3BOACTBA
OOJIBIIMHCTBA CTAHAAPTHBIX JETCKUX aganTUpOBaH-
HBIX CMeceil KaK Ha KOPOBbEM, TaK M Ha KO3beM MOJIOKE
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Mananuuesa T.T. u coasm. BiusiHue Xapakrepa BCKapMJIMBaHUsI I€Teil MEPBOTo rojia XKu3Hu Ha GopMUPOBAHNE PE3UCTEHTHOCTH OpraHKU3Ma

MOJIOUYHBI KMP U COOTBETCTBEHHO MEMOpPaHbI KUPOBBIX
IJI00YJT MOJIOKA YIAISIIOTCSl U3 MOJIOYHOTO ChIPbsI B TIPO-
ecce npurorosieHus. [Ipoiiecc mpousBoacTBa cMmecei
H®HHMU Ha ocHoOBe 11e1bHOT0 KO3bEro MOJIOKA MO3BO-
JISIET COXPaHSITh MOJIOUHBIH X1p, a 3HAUUT, U yKa3aHHbIE
MeMOpaHbl B TOTOBOM MpoaykTe. MIMeHHO coueraHue
HaTypaJIbHOTO MOJIOUHOTO XMpa U PACTUTEbHBIX Macel
B cmecasx HOHHMW mnpenonpenensier BO3MOXHOCTh
WUCTIOIb30BaHMST UX ¢ MaKCUMaIbHOU 3(P(PEKTUBHOCTHIO
P BCKapMJIMBAHUU HOBOPOXIEHHBIX.

Takum o0pa3om, perympyloliiee BIUSHUE Ha KeTyn04-
HO-KMILIEYHBIN TPAKT U MUTEHETUYECKOE BIUSTHUE UMMY-
HOHYTPUEHTOB TIpY MCIIOJIb30BAHUM MOJIOYHBIX CMecei
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Kuciomo/109HbIE IPOAYKTHI ¥ 37I0POBbE PEOEHKA
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Fermented Milk Products and Child Health
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IIpoduoTnyeckure KUCJIOMOJIOUHbIE MPOAYKTbI 3aHUMAIOT 0c000€ MecTO B 1eTcKoM pauuoHe. Ilenuarpbl, Kak npaBuio, Mpu peKOMeH-
JALMA POIUTENISIM OPHEHTHPYIOTCS HA XaPAKTEPUCTHKH KaK IITAMMOB, HCIOJIb3YeMbIX B KAYeCTBE 3AKBACKH, TAK U MPOOHOTHIECKUX
HITAMMOB, BXOJSIIMX B COCTAB NMPOAYKTA MUTAHUSA. BaXkno, YT00bI MUKPOOPraHM3Mbl ObLIN 0€30NMACHBIMHU, CTAOWIBHBIMH TPU Xpa-
HEHUH ¥ CHOCOOHBIMM K BbIKMBAHHIO B JKeJyIOYHO-KHIIEYHOM TpakTe. [IpuMeHeHne MpoOMOTHIECKHX KHCJIOMOJIOYHBIX MPOIYKTOB
MOJIOKUTEIBHO BIIMSIET HA 3/10POBbe pedeHKa: AHTHMH(EKIMOHHOE i MIMMYHOMOZY/IHpYIOLee 1eliCTBHE, COCOOCTBYET HOPMATH3ALUH
MOTOPHKH JKeJTyJ0YHO-KUIIEYHOT0 TPAKTA. DTH MOJIOKEHHS JOLKHDbI ObITb MOATBEPKAEHbI KOHTPOIMPYEMbIMH HCCJIE0BAHUSMHU.

Karoueswte caosa: demu, Kucaomonoutvie npooykmol, 0emckoe numanue, npoduomuyecKue npooyKmol, UMMYHHAS CUCIeMA, Hapyuie-
HUe MOMOPHO-268AKYAMOPHOLL 0essMeNbHOCIU NULeEAPUMENbHO20 MPAKMA.

Ansa umtupoBaHus: XaskuH A.U., KostyH T.A., MakapkuH [.B., ®egoroa O.5. KuciomonoqHble npoaykTsl 1 340poBbe pebeHka. Poc BeCTH
nepuHaron n negmatp 2020; 65:(6): 155-165. DOI: 10.21508/1027-4065-2020-65-6-155-165

The probiotic fermented milk products hold a specific place in the children diet. As a rule, the pediatricians, when advising the par-
ents, are guided by the characteristics of both strains used as the ferment and the probiotic strains included into the food product.
It is important that the microorganisms are safe, shelf stable and able to survive in the gastrointestinal tract. The use of the probiotic
fermented milk products has a positive effect on the child health, as follows: anti-infectious and immunomodulatory effects, it helps
to normalize the motion of the gastrointestinal tract. These provisions shall be supported with the controlled studies.

Key words: children, fermented milk products, baby food, probiotic products, immune system, disturbance of the motor-evacuation
activity of the digestive tract.

For citation: Khavkin A.l., Kovtun T.A., Makarkin D.V., Fedotova O.B. Fermented Milk Products and Child Health. Ros Vestn Perinatol i Pediatr
2020; 65:(6): 155-165 (in Russ). DOI: 10.21508/1027-4065-2020-65-6—-155-165

MonquHe MPOIYKTHI, BIpabaTbiBa€Mble HA OCHOBE
MOJIOYHOKHMCJIOTO OpOXKEHMSI, OTHOCST K TpYyIIre
KHUCJIIOMOJIOUHBIX. B 3Ty rpyrmy BXOAsT TBOPOT M TBO-
POXXHBIE M3MIensl, CMeTaHa, Ke(up, TpoCTOKBallIa, allv-
noduabHBIE MPOAYKTHI, KyMbIC, iorypT. [ToMmumo BbIcO-
KO THWILEeBON I1IEHHOCTU, OHU OO0JamaloT Je4eOHBIMU
CBOMCTBaMU, OOYCJIOBJICHHBIMM HaJUYMEM MOJIOYHOM
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KHUCJIOTBI ¥ YaCTUYHO THUAPOJM30BAHHBIX YIJIEBOIOB
(1akTo3bI), OOJIEE BHICOKMM, YeM B MOJIOKE, cojepKa-
HueMm ButamuHoB C u rpynmbl B. MojouHas kuciora
OKa3blBaeT OaKTepUIIMTHOE U KOHCEpBUpYOIIEe Ieii-
CTBUE, YTO YBEJMYMBAET CPOK XpaHEHUS KUCIOMOJIOY-
HBIX TPOAYKTOB. YacTb MOJIOYHOKMCIIBIX OaKTepuii
BBIJEISIET aHTUOMOTUKU-ACPEH3UHBI, KOTOPbIE TO/IaB-
JISTIOT POCT YCJOBHO-TTATOTEHHOW M MAaTOT€HHOW MUKPO-
GITOpPHL.

WM3naBHa cuMTasioch, 4TO KHUCIOMOJIOYHBIC TIPO-
IYKTHI O30POBJISIIOT OPraHU3M, IMO3TOMY pa3JIMYHbIE
BUIbI KMCJIOTO MOJIOKA IITMPOKO YIOTPEOJISUIUCH B TIUIILY.
Tonapko 3HAUUTENIBHO TI033Ke ObLIM HayYHO OOOCHOBaHbI
MHUeTUYeCKue M JieyeOHbIe CBOWCTBA JAHHBIX MPOIYK-
TOB. BriepBbie 3TO OBLIO ClieJlaHO PYCCKUM (PU3UOJIOTOM
n mukpoouoiaorom U.1M. MeunnkoBsim [1].

KucnomonoyHsle HanmuTKU 00JamalOT TIPUSITHBIM,
cJierka OCBEXarlIMM M OCTPhIM BKYCOM, BO30YXIalOT
afnreTUuT W TeM CcaMbIM YJIy4YIIaloT OOIlee COCTOSTHUE
opraHusMa. KucioMoiaouHble HamUTKW, TOJIYYeHHbIE
B MPUCYTCTBUU CIIUPTOBOTO OpOKEHUsI, OOOraiieHHbIe
HE3HAYMTEIbHBIM KOJIMYECTBOM CIUPTA U YTIJIEKHUCIOTOM,
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VAYYIIa0T paboTy AbIXaTeTbHBIX U COCYIOABUTATETbHBIX
LIEHTPOB, CJeTKa BO30YXIAIOT HEHTPATbHYIO HEPBHYIO
cucteMy. Bce 3TO TOBBINIIaeT MPUTOK KUCIOPOAA B JIeT-
KUe, aKTUBU3UPYET OKUCIUTEBHO-BOCCTAHOBUTEIBHBIC
MPOLIECCH B OpraHu3mMe. BKiTioueHre MOJTOYHBIX MTPOIYK-
TOB B palliOH TMOBBIIIAET €TO TOJHOLIEHHOCTh 1 CITOCO0-
CTBYET JIyullIEMY YCBOEHUIO BCEX KOMITOHEHTOB [2].

CornacHo opMyIUpOBKe B TeXHMYECKOM periaMeHTe
TaMOXEHHOTO0 coto3a «O 6e30MacHOCTH MOJIOKA U MOJIOY-
Hoit npoaykiuu» (TP TC 033/2013) KuCIOMOJIOUHBIN
MPOAYKT — MOJIOYHBII TIPOAYKT WJIM MOJIOYHBIN COCTaB-
HOW TIPOAYKT, KOTOPBI TIPOU3BEAECH CITOCOOOM, TIPUBOJISI-
MM K CHIDKEHMIO TOKa3aTesisi aKTUBHOM KUCIOTHOCTH
(pH), moBbIIIEHNIO TTIOKAa3aTeNsl KUCTOTHOCTU U KOaryJisi-
LIMM MOJIOYHOTO OeJika, CKBalllMBaHWSI MOJIOKa, U (WJIN)
MOJIOUHBIX MPOAYKTOB, U (UJM) UX CMeCeil C HEMOJIoY-
HBIMA KOMITOHEHTaMH, KOTOpbIe BBOAATCA He B IEJSIX
3aMeHbI COCTaBHBIX YacTeil MOJIoKa (JI0 WM TIOCTIe CKBa-
IIWBaHKS), WIK Oe3 J00aBJIeHUs YKa3aHHBIX KOMITOHEH-
TOB C MCHOJb30BAaHWEM 3aKBACOYHBIX MUKPOOPTAaHU3MOB
U CONEPXKUT KMBbIe 3aKBACOYHBIE MMKPOOPTAHU3MBI
B KOJMYECTBE, YCTAHOBIIEHHOM B TpwIoxXeHnn Nol
K HACTOSIIIIEMY TEXHUYECKOMY peryiaMeHTy |3, 4].

KucnomonouHble MPOAYKTHl B TeYeHUE ThICSTIEIETUIA
WCTIONB3YIOTCS B MMUTAHUM HApOIOB, HACEISIONINX Pa3-
JINYHBIE PETMOHBI MUpa. B Hacrosiiee BpeMsl B MUpe
cymiectByeT okojio ux 400 pasHoBumHocteir [2]. Tak,
TepBhIe CBeIeHUSI 00 MCIOIb30BAHUN KUCIIOTO KOOBITb-
ero MoJjioka (Kymbica) M ero 0JaroTBOPHOM JAeHCTBUU
Ha OpraHM3M MOXHO HaWTH elle y NPEeBHErpeyecKoro
ncropuka Iepomora B ero «McTopum rpeKo-TiepCuICcKux
BOITH», HanucaHHoi B 470 1. o Hamiel 3pbl. KoueBHM-
KHU-CKOTOBOJIbI OTMeUaan 06JJaroTBOPHOE JIEHCTBUE 3TOTO
HamuTKa 11 yYTOJICHWST KaXIbl, YCTpaHEHUsI OOIIei
C1aboCcTH, TIPU paccTpoiicTBax muieBapeHus. [To3mHee
OblJ1a YCTAaHOBJIEHA BBICOKas 3(P(HEKTUBHOCTh MPUMEHE-
HUST KyMbIca IpU TyOepKyJie3e JIETKUX, UCTOIIEHUH, aHe-
Muu (taos. 1).

IIpr TIPOM3BOACTBE KHMCIOMOJIOYHBIX TPOIYKTOB
MMPUMEHSTIOT pa3IUYHble BUIBI MOJIOYHOKHMCIIBIX OaKTe-
pUil 1 IPOXKEei: MOJIOYHOKMCIIbIE CTPENTOKOKKHU, 00JI-
rapckylo Majoyky, aluuao(@uIbHYyI0 MajlouyKy, apoMaro-
obpasyronine O0akTepuy, MOJIOYHBIE IPOXCKU. BaxkHo,
YTO HEKOTOPbIe MOJOYHOKUCIIBbIE OAKTEPUU BBIACISIIOT
(bepMeHTBI, KOTOpbIE YACTUYHO pACIICTUISIIOT OeJIKU
Ha TIPOCThIe COETMHEHUsI, CITOCOOCTBYS JIydIlIeMy YCBOE-
HUIO MPOAYKTOB. B GoJbIIell CTeNmeHW 3TO MPOUCXOANT

Tabauya 1. P3NKo-XUMHYIECKHE TIOKA3aTellM KyMbIca
Table 1. Physical and chemical parameters of kumis

B Kedupe M KyMbice, B MEHBIIEH — B TPOCTOKBAIIIE.
Hexortoprie apomaTooOpasyiolie 6akKTepuy pasjiaraior
JIaKTO3y C O00Opa3oBaHMEM apoOMaTUYECKUX BEIECTB
(mrameTnna v ap.), 0OyCIOBIMBAIONINX apOMaT MPOAYK-
TOB. B pesynbrate KU3HEAESITETBHOCTU psila MUKPO-
OPTraHM3MOB B KHCJIOMOJIOUHBIX MTPOAYKTAX MPOUCXOAUT
cuHTe3 BUTamMKuHOB B, B, B, u C, 4TO TOBBIIAET UX
JIeTUYeCKHe CBOMCTBA.

YacTb MOJIOYHOKMCIIBIX OaKTEpPUil BBIIEISIOT aHTH-
OMOTUKM (HU3WH, CTPENTOMUIIMH W [Ip.), KOTOpPbIE
MOJABISIOT BO30OynuTeneir Tuda, Tydepkyaesa W Apy-
rux Oosie3Heit. [loaToMy KMCIOMOJIOYHBIE MPOMYKTHI
HCTIOJb30BAJICh TIPU JIeYeHUU TybepKyJie3a, 3aboseBa-
HUM XeITyTOUHO-KUIIEUHOTO TpaKTa, aHEMUU U IPYTUX
oonesneit. M1 Tonbko B pesyibsrare pador U.U. Meunu-
KOBa THEeTUYECKHUE U JIeYeOHbIe CBOMCTBA 3TUX MPOIYK-
TOB OBIIM HAyYHO 00OCHOBaHHI [4, 5].

CoctaB u cBoiictBa. [Ipy TIPUTOTOBJIEHWH KUCIIO-
MOJIOYHBIX TIPOAYKTOB C MOMEHTAa BBEICHUST 3aKBACOY-
HOTO MUKPOOPTaHU3Ma B MOJIOKO 3amycKaeTcs 1eTh O1o-
XUMMUYECKUX TIPeBpalleHUIA OCHOBHBIX IMUIIIEBHIX BEIIECTB
IO WX CTPYKTYPHBIX COCTaBJISIIONIMX. 3aKBaCOYHBIE
MMKPOOPTaHU3MbI BBIAEISIOT MPOTEO0- U JIMTIOJTUTHYECKIE
(GepMeHTBI, C TIOMOIILIO KOTOPHIX MPOUCXOAUT YaCTHU-
HBIN TUIPOJIU3 MOJOYHBIX OSJIKOB OT TIETITUIOB Pa3Iny-
HOU MOJIEKYJIIPHOM MAacChl U aMUHOKUCIIOT, MOJOYHBIX
SKUPOB JI0 IW-, MOHOTJIMLIEPUIOB M CBOOOMHBIX XKUPHBIX
KUCTOT. YaCTUUHBIN TUAPOIN3 GEIKOB M JKUPOB, C OTHOM
CTOPOHBI, ObecreurBaeT OOJIeTYeHHOE BCAaChIBAaHUE pac-
IIETUIEHHBIX KOMIIOHEHTOB B 3KeJYTOYHO-KUIIEYHOM
TpakTe pedeHka. C apyroit CTOpOHbI, B pe3yJibraTe THAPO-
JIM3a CHIDKAETCSI aHTUTEHHBIN TTOTEHIIMAT MOJIOYHBIX 01~
KoB [4—6]. Tak, oTMedeHa GoJiee HU3Kas TPOHUIIAEMOCTh
KUIIEYHOTO Oapbepa IS B-JTaKTOTIO0YTMHA Y MOPCKUX
CBMHOK TIpM BCKapMJIMBAaHUM CYXUM (hepMEHTHPOBAH-
HbIM MOJIOKOM B CPaBHEHUU C JAPYTMMM BUIAMU TUTa-
HUST U COOTBETCTBEHHO yMEHBIIEHWE CEHCUOMIM3AlN
K yKazaHHOMY Oeniky [4, 6, 7]. YrieBOmHBII KOMIOHEHT
MOJIOKA — JIAKTO3a — B KMCIIOMOJIOYHBIX TTPOAYKTAX IO/~
BepraeTcss MOJIOYHOKHUCIIOMY OpoxkeHMio. Ecim KpaTko
MpeICTaBUTh TTpoliecc OPOKEHMsI, TO U3HAYATBHO JIAKTO3a
MeTabOoM3UPYETCS IO TIIOKO3bI U TaJTAKTO3bI TTPY BO3ICH -
CTBUM P-TajlakTO3uaa3bl. B nanbHeieM ranakro3a Takxe
MpeBpalaeTcs B TIIIOKO3Y, KOTOpast B CBOIO 04epeb Mmpe-
obpasyeTcss B TMPOBMHOTPAAHYIO KUCIOTY. [anbHeiime
MpeBpalleHns] TTUPOBUHOTPATHON KUCIOTBI BO3MOXKHBI
B Ppa3HBIX HampaBJIeHUSX, KOTOPbIE OIMPEIEIISTIOTCS

IToka3zarennb
c1a0bIi

Kymbic

cpeaHuii KpenKui

He menee 0,8

He 6omee 60—80
Jo 1

Conepxanue xupa, %
Kucnornocts, °T,

Ankorons, %

He menee 0,8
He 6omee 106—120
Ho 2,5

He menee 0,8
He 6o5ee 81—-100
o 1,75
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criennUIecKUMHA 0COOEHHOCTSIMU 3aKBACOUHOTO MUKPO-
OpraHu3Ma 1 yCIIOBUSIMU CPEIbI.

Crenyomuii IpomyKT OpOoXeHUs] — MOJIOYHAsl KHC-
JIOTa, a KOHEYHBIMU TIPOAYKTAMU OPOKEHUST MOTYT OBITH
MPOTIMOHOBAsI, YKCYCHAst M MacJIsTHasT KUCJIOThI, a TaKXke
ciupt, CO, W japyrue coeiuHeHus. MOJIOUHOKHUCIbIE
GakTepuM IO XapakKTepy COpaskMBaHMS TJIOKO3bI TIOM-
pasmeNsiioT Ha TOMO- WM reTepodepMeHTaTUBHBIE.
ToMoepmeHTaTHBHBIE OakTepuu o6pasytoT 6onee 90%
MOJIOUHOM KUCA0ThI [4]. Tak, KyJbTypa MOJOYHOKMCIBIX
aumnobuiabHbIX nanodek La-5® (Lactobacillus acidoph-
ilus) wn Streptococcus thermophilus cOpaXXuBalOT JaKTO3Y
10 MOJIOUHO# KucioThl [7—9]. TetrepodepmeHTaTUBHBIE
GakTeprn 0K0J10 50% IIIIOKO3bI ITPEBPALLIAIOT B MOJIOYHYIO
KUCJIOTY, a OCTaJlbHOe KOJWYECTBO — B KOHEUHBIE TPO-
nykTel. K mpomykTraM, TOJydeHHBIM B Pe3yJIbTaTe TOMO-
(epMeHTaTUBHOTO OPOKEHUsI, OTHOCATCST MPOCTOKBAIIIA,
auuaoMUINH, HOTYpPT, TBOPOT, CMETaHa; a reTepodepMeH-
TaTUBHOTO — Kedup, Kymbic u ap. KomndyectBo crnimpra
W YIJIEKUCIOTHI B KUCJIOMOJIOUHOM TIPOAYKTE OIpele-
JISeTCST BUIOM WCITOJIb3YeMOl 3aKBacKM, KOJIMYECTBOM
JIAKTO3bl B MCXOIHOM CBIpbe, TeMIiepatypoii, pH cpembl
U TIPOIOJIKUTETLHOCTBIO CO3pEBaHMS MPOIYKTA.

JI71sT HEKOTOPBIX TTPOAYKTOB MCITOIb3YIOT MOJIOYHBIE
JIPOXCKU HapaBHE € MOJIOYHOKMCIBIMUA OaKTEepUSIMMU.
TunuuHeIil TIpUMep — Kedup, B KOTOPOM TIpUME-
HSIOT YHUKAJIbHBIA MPUPOAHBIA CUMOMO3, COCTOSIIIIUIA
U3 JECATKOB PAa3JIMYHBIX MUKPOOPTAHM3MOB, HaXO0-
NIAIIMXCST B CUMOMOTUYECKOM B3aMMOICHCTBUU. DTOT
cUMOMO03 Ha3bIBaeTcsl KeupHbIM rpuoKom (Kefir grain).
B cocTtaB ciM6103a BXOIAT MOJIOUHBIE APOXKKU, KOTOPBIE
00J1a1al0T  CIOCOOHOCTHIO (hbePMEHTUPOBATh YIJIEBOJIbI
C BBIICJIEHUEM OOJIBIIOTO KOJWYEeCTBA Ta3a U HeOOJb-
IIOTO KOJIMYECTBA 3TaHOMa. 3a CYeT ITUX TPOIYKTOB
OpokeHUs KeUp MMeeT TaKOM YHUKAIBHBIN OCTPOBATO-
KHCJIOMOJIOUHBIN BKYC U crieliuguyeckuit apomar.

TakuMm o006pazom, ele OmHAa OCOOEHHOCTh KHCJIO-
MOJIOYHBIX TIPOIYKTOB COCTOWUT B YMEHBIICHUU YPOBHSI
JIAKTO3BI BCJIEACTBUE TTPOLIECCOB THApOn3a. BaxkHo oTMe-
TUTb, YTO MPOAYKT MeTaboJM3Ma JIAKTO3bl — MOJIOUHAsI
KUCJIOTa — OOJIaaeT PSIOM TOJIEe3HBbIX cBoicTB. Harmpu-
Mep, B KUCIIOMOJIOUHBIX TTPOAYKTaX OHA CTIIOCOOHA Koary-
JIMPOBATh Ka3enH ¢ (popMUPOBAHNEM MOJIOUHOTO CIYCTKA
[1—4], a B xmmeynunke, cHwkast pH cpenpl, co3maBaTh
HeOJIarONPUSITHBIE  YCIIOBUS I SKU3HEIAESITETbHOCTH

Tabauya 2. OcHOBHbIE MUKPOOPTaHM3MbI 3aKBACOK
Table 2. Main microorganisms of starter cultures

Xasxun A.1. u coagm. KucioMON0YHbIEe POYKTHI U 310POBbE peOeHKa

MaTOTeHHBIX MUKpPOOpraHn3MoB. Kpome TOro, KHUCIIO-
MOJIOYHBIE TTPOAYKTHI COEPXKAT aHTHOMOTHUECKHE Bellle-
CTBa — MPOMYKTHI KU3HEAEITETbHOCTA MOJOYHOKHUCITBIX
GaKkTepHii, CTOCOOHBIE OCTAHABIMBATH POCT BO30OYIUTEIEH
KUIIIEYHBIX 3a00J1eBaHMi, CTa(pUIOKOKKOB, TyOEpKyIe3-
Holi maymouku. K Takum BeliecTBaM OTHOCSTCS HU3WH,
OeH30IfHass KUCI0Ta, TUTTOKOKKIMH 1 1p. [5]. [Toatomy
WCTIOIb30BaHNE KHUCIOMOJIOYHBIX TTPOAYKTOB OMpPaBIaHO
MpY IUCOMO3aX KUIIEYHUKA U KUIIIEYHBIX MHPEKITUX.

Bce kuCIOMONIOYHBIE TTPOMYKTHI ACST HA 2 TPYIIIIBL:
MPOAYKTHI, TTOJydaeMble B pe3yjabraTe MOJOYHOKUC-
Jloro 6poxeHust (MpocTokBaila, auaoPUIbHOE MOJIOKO
W 1p.), W TIPOAYKTHI, TOJlydaeMble B pe3yJibTaTe CMe-
IIaHHOTO (MOJIOUHOKMCJIOTO M CIIMPTOBOTO) OpOKEHUSI
(kedup, KymbIC U Ap.). B HEKOTOPBIX TpOIyKTax CIUp-
TOBOE OpOKEHME MPOSIBIISIETCS C1ab0, B HUX HaKaruIBa-
FOTCS TUIIb ciienbl criupra (auunodunun) [5, 10].

IMpocTokBalnry BbIpabATHIBAIOT W3 TACTEPU30BaH-
HOTO WM CTEPUJIM30BAHHOTO 1IEJIbHOTO 00€3KUPEHHOTO
MOJIOKA CKBalllMBAaHWEM 3aKBAaCKOM YMCTBIX KYJIBTYD
MOJIOYHOKHUCITBIX OaKkTepuii. B 3aBUCMMOCTH OT BUIa TTPU-
MEHSIEMOI 3aKBACKH M UCITOJIb3YEMOTO ChIPhSI Pa3IMJaloT
HECKOJIbKO BUJIOB TPOCTOKBAIIIM: OOBIKHOBEHHAs!, Meu-
HUKOBCKasl, BapeHell, auuaohuibHas, pskeHKa, 00e3XK1-
peHHast. OOBIKHOBEHHAsI MPOCTOKBAIIIA BbIpAOATHIBAETCS
CKBalllMBaHWEM TIaCTePU30BAHHOTO IIEJIbHOTO MOJIOKA
YUCTBIMM KYJIBTYpaMU MOJJOYHOKHCIIBIX CTPENTOKOKKOB,
MEYHUKOBCKasl TIPOCTOKBAaIlla — M3 IMacTepU30BaHHOTO
MOJIOKA CKBaIIMBAaHUEM YMCTHIMU KYJBTypaMu MOJIOYHO-
KHUCJTBIX CTPENTOKOKKOB M GOJITapCKOM MalOUuKM; alliIo-
¢GuabHasg TIPOCTOKBAIlla — M3 MOJOKa CKBallMBaHMEM
YUCTBIMM KYJIBTYpaMU MOJIOYHOKHCITBIX CTPENTOKOKKOB
¥ anuaoWILHON MaJOYKH; PsSbKeHKa — U3 HOPMan30-
BaHHOTO MOJIOKA, TIOABEPTHYTOr0 TOMOTEHU3AIINH, TIacTe-
puzaiuu 1pu Temneparype He Huxke 95 °C ¢ BbIIepKKOM
B TeueHHe 3—4 4 U CKBAIIEeHHOTO YMCTBIMM KYJIBTYpPaMU
TepMOMWIBHBIX Pac MOJIOYHOKHUCIIOTO CTPENTOKOKKA,
BapeHell — U3 CTEPUIM30BaHHOTO WIIA TOTJIEHOTO MOJIOKA
CKBalllMBaHUEM YMCTHIMHU KYJIBTYpaMU MOJOYHOKHCITBIX
CTPENTOKOKKOB TePMOMUIBHBIX pac, HO ¢ H00aBIeHHEM
wim 6e3 1o0aBIeHUS MOJOUHOKUCIION TaJOYKU; FOXKHAsI
MPOCTOKBAIllA — CKBAaIlMBaAaHWEM I1aCTepPU30BaHHOTO
MOJIOKA YHUCTBIMM KYJTBTYPAMU TePMOMUIBHBIX MOJIOYHO-
KHCJIBIX CTPENTOKOKKOB M 0OJITApCKOiA Majlouku ¢ 100aB-
JIeHUeM Ipoxckent (Taba. 2).

IIpoaykr

Cocras 3aKBacCKu

[IpocrokBaria 0OBIKHOBEHHAsI, TBOPOT, CMETaHa
Horypr, mpoctoksaiia «FOxHast», « MeTHUKOBCKasT»
AnnnoduibHOe MOJIOKO, aluao(uIbHas macrta

AumnoduibHas MPOCTOKBAIIA

Kedup

S. lactis; Str. cremoris; S. diacetilactis vmu S. acetoinicus (2—5%)
Bosrapckast najouka, TepMOMUIbHBIA CTPENTOKOKK (3—5%)
AunnoduinbHast majgouka (3—5%)

AunnoduibHas rmajaouka, TepMOMUIbHBINA CTPENTOKOKK

MHOrOKOMITOHEHTHAsI TPUOKOBAs WM IIPOM3BOACTBEHHAS
KedupHas 3akBacka (5—10%)
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Horypr — MpomyKT THIa TpocToKBamm. OTImdaeTcs
MTOBBIIIEHHBIM COIEPXKaHUEM CYXMX BEIIeCTB MOJIOKA.
BripabGaTteiBaeTcsi M3 MOJIOKAa WJIM MOJIOYHOM CMecHu
¢ I00aBJIeHNEM CyXOTO MOJIOKa, caxapa, TIOMOBO-SITOM-
HBIX CHPOTIOB WJIM KYCOYKOB TUTOIOB M SITON CKBallBa-
HMEM YKMCTBIMU KYJIBTYpaMU MOJOYHOKHCIIBIX CTPENTO-
KOKKOB TepMO(MUIbHBIX pac U O0JrapcKoil TIajouKu.
B OGuoiiorypTel Moryt ObITb BBeleHbI OudUIOOaAKTEpUU
ui anuaoduabHas Majoyka v ¢ godaBjIeHUeM Wiu 0e3
TaKOBOTO PAa3MYHBLIX THINEBBIX 100aBOK. MPYyKTOBBIM
(OBOLIHOM) HOrypT BbIpaOaThIBaeTCS € J100aBIEHUEM
HaTypaJIbHBIX TUIOMOB, OBOIIEH, SITOI B BUAE KyCOYKOB
WM Tope W pacdacoBBIBAaeTCsS B MOJUMEPHBIE CTaKaH-
YUKU, TTOCKOJBKY TP TEPMOCBapUBAaHMM Ha CBapuBae-
MBI IIIOB MOKET TOIACTh KyCOUeK MPOAYKTA, U 3TO MOKET
MPUBECTH K pa3repMeTU3allMM YITAKOBKH. APOMAaTU3UPO-
BaHHBIN MOTYPT MOJIy4aloT ¢ J0OaBIeHUEM KaK HaTypasib-
HBIX TIPOAYKTOB, TaK W THUIIEBBIX T00ABOK (KpacHUTeNei,
apoMaTu3aToOpoB, BKYCOBBIX J00aBOK) M pac(acoBbIBa-
IOTCST KaK B TMOJIMMEPHBIE CTaKAHYUKHU, TaK U B TAKEThI
13 TTOJIMMEPHBIX TEPMOCBAPUBAEMBIX ITJICHOK.

Kedup npeacrasisier coboil KMCIOMOJIOYHBIN MPO-
VKT C OCBEXAIOIINM, CJIETKAa OCTPHIM KUCIOMOJIOYHBIM
BKYCOM M KOHCHCTEHIIMEH, HAIIOMWHAIONIEH JKUIKYIO
cMeTaHy. Ero oTHOCAT K TPOAYKTaM CMEIIaHHOTO Oposke-
Hus. 3aKBacCKOM ciy>kaT Ke(UpHbIE TPOXKU, 00YCIOB-
JIUBAIONINE pa3BUTHE KaK MOJIOYHOKHUCIIOTO, TaK W CITUP-
TOBOTO OPOXEHUS.

AtmaouInH COAEPXUT B COCTaBe 3aKBAaCKHU TIpe-
WMYIIECTBEHHO aluaopWIbHYyI0 Nagouky. CriocoOHOCTh
5TOT0 MUKPOOPTaHW3Ma HaKaruluBaTh ITOBBIIIEHHOE
KOJIMYECTBO MOJIOYHON KHUCJIOTHI M aHTUOMOTUYECKHUE
BEIIECTBA, a TAaKXKe XOpOoIllasi MPYXKUBAEMOCTh B KHIIIEY-
HUKE TIO3BOJISIIOT YCIENIHO WCIMOJb30BaTh alMI0-
¢unuH B seueOHOI mpakThKe. Bkyc anmmoduinHa
Oosiee KUCIHBIN, yeM npoctokBaiiu. CoaepxaHue XKupa
MOYTH BO BCEX MTUETUYECKMX KHUCIOMOJIOYHBIX MPO-
NIYKTax, 3a MCKIIYeHHeM Kedupa HexupHoro, 3,2%
(B psokeHKe — 6%). KUCIOTHOCTD PSDKEHKHM COCTaBIISIET
75—100°T, aummodpununa — 75—120, kepupa — 85—120
(tanmuHckoro — 85—130°T), ocTajbHBIX TPOAYKTOB —
80—110°T (tabm. 3).

Kuciaomonounbie TNPOAYKTHI B JE€TCKOM TNHUTAHWM.
B meTckoMm cerMeHTe KUCIOMOJIOUHBIE TIPOMYKTHI ITOJI-
SKHBI OBITh C MIPUSITHON HEXHON KOHCUCTEHIIMEN, TIa-
KOM W WIealbHOW UIST TIPOTJIAThIBAaHUSI, 0€3 KPYITHBIX
KOMOYKOB, ¢ MATKMUM M YUCTBIM BKycOM. M 3TO TOKHO
OBbITH, B MEPBYIO OYepeIb, BKYCHO IS JAeTe W MOJE3HO
C TOYKM 3peHus1 ux ponwuteieit! HoBble TeHIeHIIUU
B JIETCKOM CETMeHTe — BKIIIOUEHUE (PYHKIIMOHAIBHBIX
N006aBOK, MPOOMOTUYECKUX KYJBTYp C [TOKa3aHHBIMU
KIMHAYECKUMU CBOMCTBAMM, CHUKEHUE COIEPKAHUS
caxapa [11, 12]. Obnaganue crOCOOHOCTBHIO ITOAABIISITH
pPOCT TMaTOreHHON MHUKPOGMIOPH KHUIIEUHUKA TIOCITY-
SKUJI0 OCHOBHBIM MOTHMBOM BBEIECHUST KMCIOMOJOYHBIX
MPOIYKTOB B TMUTAaHUE NeTell paHHero Bo3pacra. B pec-
nyosukax OwbiBiiero CCCP Haubosbliiee pacripocTtpa-

B MOMOLLIb TPAKTUYECKOMY BPA4YY

HEHME TIONyYuIu Kedup, pa3BeIeHHBIN KPYMSHBIMU
oTBapamMu, W auunoduiabHas CcMeChb. IDTO YacCTUYHO
anarTUPOBAaHHBIE KHMCJIOMOJIOYHbIE CMECH, B OTJIWYHE
OT HealaNnTUPOBAHHOTO MPOAYKTa — LEJbHOro kedupa
u 1p. (B 3aBUCUMOCTH OT 3aKBACOYHOI KYJIBTYpPbI), KOTO-
pBIi XapaKTepu3yeTcsl BBICOKMM COJepXaHUeM Oelka,
BBICOKOI OCMOJISIpHOCTBIO U HU3kUM pH. M3-3a atoro
Hea/lanTUPOBaHHBIE CMECH MOTYT OKa3bIBaThb HeOJaro-
MPUSITHOE BIUSTHUE HA a30TUCTBII METabOJIM3M, KUCIOT-
HO-1IEJIOYHOE paBHOBECHUE U (PYHKIIMM TTOYEK JeTel mep-
BBIX Mecs1IeB XXKu3HU. B HacTosiee Bpemst B Poccutickoii
Deaepaliiv IIMPOKO TIPEICTABICHBI HeaJanTHPOBAaHHbBIE
KMIIKME KUCJIOMOJIOUYHbIE TPOMYKTHI (HOTYpTHI, B TOM
yucie ¢ n1obaBjieHueM TMTPOOMOTUYECKUX OaKTepralbHBIX
ITAMMOB, OMOKedUp 1 OMONAKT U Jp.) U alanTUPOBaH-
HbI€ CTAPTOBBIE U «ITOCIEAYIONINE» MOJOYHbBIE CMECH.

KucnomonoyHble TMpOAyKThl OBIBAIOT XKUIAKUMU,
MacTooOpa3HbIMM U CYXMMMU, TPeOyIIIMMU BOCCTAHOB-
nieHust Bogoi. [lepBast rpyrnmna — 3To XUAKUE MPOIYKTHI,
BKJIIOUAIOIIME CTeNMaIU3MpOBaHHbIE aJalTHPOBaHHbBIC
MPOMAYKTHI TIMTAHUS JIJISI IeTel, HAaUMHasl C TIePBBIX THEN
SKU3HU, MPUOTUKEHHbIE IO COCTaBY K TPYITHOMY MOJIOKY.
Bropyio rpynmy cocTaBisIlOT pa3ivuHble BUIbI Kedupa,
B TOM YWCJIe ISl IETCKOTO MUTaHus (Kedup NeTCKUi,
ouokedup, oudukedup), TpeTblo TPyMNIy — pasand-
HbIe BUBI MPOCTOKBAII, a TaKXe psDKeHKa, YETBEPTYIO
TPy — HOTYPTHI, MATYIO — Pa3WYHbIe KMCIOMOJIOY-
HbIE TIPOAYKThI C MPEUMYIIECTBEHHO JieueOHO-TTpohU-
JIAKTUYECKUM JEWCTBUEM U, HAKOHEIl, B IIIECTYIO TPYITITY
BXOIUT OCOOBI KHCIOMOJIOUHBI TIPOMYKT — KYMBIC.
ITacTooOpa3Hble KMCIOMOJIOUHBIE MPOJAYKTHI MpPEacTaB-
JIEHbl TBOPOTOM, B TOM YMCJI€ «I€TCKUM» — IJIsl NeTeit
paHHEro BO3pacTa, TBOPOXHBIMU TlacTaMHW, CMETaHOM
u ap. [5, 6, 13].

Oco0eHHOCTH KHCJIOMOJIOYHBIX MPOAYKTOB JJIsA JIETeid.
K cermeHTy nerckoii KUCIOMOJIOYHOM TMPOAYKIIMU
MPEIbSIBISIOTCS OCOOEHHBIE TPeOOBaHMSI B YacTH Opra-
HOJIENITUYECKUX ToKa3aresei. Jlerckast mpoayKIus 107-
JKHa OBITh TOMOTE€HHOI, He 00JiafaTh U3JIUIIHE WHTEH-
CUBHBIM BKYCOM.

Tabauya 3. PU3UKO-XUMHUYECKHE TIOKA3ATENH NIPOCTOKBAIIN
Table 3. Physical and chemical parameters of yogurt

IToka3arenn Hopma

Copnepxanue xupa, %
XKUpHAas MPOCTOKBAIIA He menee 3,2
MPOCTOKBAIIIA YKPAUHCKas He menee 6,0
orypT He menee 1,5u 6
Kucnorsocts, °T:

MPOCTOKBAIIIA YKPAUHCKAST, OOBIKHO-

80—110
BEHHasI
MPOCTOKBAIlla MEYHUKOBCKAsI, alliA0- 80—110
¢usibHasI, BapeHell
MPOCTOKBAILIA OXKHAs U MOTYPT 90—140
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JleTrckre MOJIOYHbBIE TPOIYKTHI CYIIECTBEHHO OTJIM-
YaloTCsl OT MpeaHa3HAYEHHBIX IS B3POCJIBIX TTOBBIIICH-
HBIMU TpeOOBaHUSIMHU Ha BCEX CTYIEHSIX MPOU3BOICTBA.
DTU yXecToOueHHbIe TpeOOBaHUSI OTHOCATCS KakK KO
BCEMY IMPOU3BOJCTBY, TaK M K Ka4eCTBY CHIPOTO MOJIOKA
U Tpolieype KOHTPOJMPOBAHMSI KadyecTBa M Oe3orac-
HOCTU TIpoAyKIMU. 7151 mosrydeHus 1eTCKUX MOJIOYHBIX
MPOAYKTOB TIPUMEHSIIOT TOJBKO MOJIOKO HAaMBBICIIETO
KayecTBa. B TeueHMe Bcero TeXHOJOTMYECKOTO Tpoliecca
MPOU3BOAAT KOHTPOJIb KauecTBa M 0€30MaCHOCTU KOM-
IMMOHEHTOB M TMPOJAYKTa Ha Pa3IWYHBIX CTaAUsX TOTOB-
HocTu. [IpuHUMTIMANbHAS TIOCAEA0BATEIbHOCTD TEXHO-
JIOTUYECKUX OIllepalvii BKJIIOYAeT MPUEMKY MOJIOKa,
00s13aTeTbHYIO TIPOBEPKY Ha MoKa3aTeJu YMCTOTHI, CBe-
JKeCTH, KauecTBa, HaTypaJIbHOCTHA MOJIOKA. DTY MPOBEPKY
MPOU3BOIUT JabopaTopusi TIpMeMKU MoJjokKa. B ciydae
COOTBETCTBUSI MOJIOKA BCEM HEOOXOIMMbBIM TapaMeTpaM
€ro HeMe/JIEHHO HampapJIsiioT Ha epepadoTKY.

WM3HavyaabHBI alrOpuT™M TIPOM3BOACTBA OIMHAKOB
IIJIST BCEX MOJIOYHBIX MPOIYKTOB: CHIPOE€ MOJIOKO OYM-
1Ial0T, HArPeBaloT, TIPUBOIAT K TPEOYEMbIM TTOKa3aTeIsIM
SKUPHOCTHU U Oeska (omepalus Ha3bIBaeTCsl HOpMaIn3a-
11s1), TOCie Yero roMOTeHU3UPYIOT (YTOOBI B TIPOMYKTE
HE BCIUIBIBAJI XWUp W JUISI JOCTMXEHMUSI TOMOTEHHOTO
cocTostHUs). Takoe MOJIOKO MOTYT HarpaBUTh JJIsI TIPO-
WU3BOJCTBA Pa3IMUYHBIX MPOAYKTOB. JIJIsl mojlydeHus JaeT-
CKOTO MUThEBOTO MOJIOKA MOJIOKO TIOCJIe HOpMaanu3aluu
W TOMOTEHU3allMu TOABEPTaloT TacTepu3allu, a BIO-
CNEACTBUM CTePUJIM3ALMU WJIM  YJIBTpanacTepr3alinu.
ToroBoe MuThEBOE MOJIOKO pa3jiMBaOT B MOTPEOUTEb-
CKYI0 ynakoBky [1, 2, 14].

IIpon3BOACTBO KMCJIOMOJIOYHBIX MPOAYKTOB /IS IeTeil.
[MpuHuMNIManbHAs TIOCIENOBATEbHOCTh TEXHOJOTUYE-
CKMX orepaluii Ijs1 TMOJyYeHUs] KUCIOMOJOYHBIX TTPO-
JIYKTOB ONIMHAKOBasl, OTJIMYME COCTOUT B TOM, Kakas
3aKBacoyHasi MUKpodJopa wucroab3yercs. st Toro,
yTOOBI BHIPAOOTATh KMCIOMOJIOYHBIM TIPOAYKT, HEOO-
XOAMMO B HOPMaJIM30BaHHOE, TOMOTE€HU3MPOBAHHOE,
MacTepu30BaHHOE W OXJaXJIEHHOE MOJIOKO BHECTHU
CenMaIM3UPOBAaHHYIO  3aKBacky. B 3aBucumocTtu
OT TOTO, KaKre MUKPOOPTaHU3MBbI MIPUCYTCTBYIOT B 3TOM
3aKBacKe, NMPUMEHSIOTCSl pa3IMYHble PeXMMbl CKBaIIM-
BaHusl (pepmeHTUpOBaHUs). IS pasaUUHBIX MUKPO-
OpraHM3MOB, MPUMEHSIEMBbIX U1 TIPOM3BOACTBA KUCJIO-
MOJIOYHOI MPOAYKLIMU, HEOOXOAUMO TIONAEPXKUBATh
TeMmIepaTypy MoOJIOKa B pa3jM4yHbIX Tipeaenax. Tak,
I TojiydeHus: kedupa HEoOXOAMMO TOoiepKaHue
TemriepaTypbl okojio 24 °C, a mis TojydyeHusl horypra
WM PSKEHKU — Tpuou3utenbHo 42 °C. MHorue rpous-
BOJMTE/IM BBIITYCKAIOT 3aKBACKM ISl IETCKOTO MUTAHUSI,
KOTOpBIe 00/1aaloT TaK Ha3bIBa€MBIM CTOIT-3(h(dEKTOM,
T.e. B HUX HE YBEJIMUYMUBAETCSI KUCIOTHOCTD, a BKYC TTOJTy-
YaeTcsl MSITKUI, HEXKHBIN U MIPUSTHBIN.

JInst merckoro TBOpora TPUMEHSIIOT YHUKAJIbHYIO
TEXHOJIOTHIO yabTpachuisTpalnu. TexHOMIOoTHs OCHOBaHa
Ha pa3JIMYHON CITOCOOHOCTH MPOXOAUTD Yepe3 MeMOpaHy
0eJIKOB, XXMPOB, MMHEPAJIbHBIX BEIIECTB, COJIEH 1 IPYTUX
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BeIIeCTB MoJioKa. [IJIsh IpOM3BOJACTBA TBOPOTa METOIOM
yIBTpa@UIBTPallid MOJIOKO CKBaIllMBAIOT 3aKBacKaMu
Me30(MIIBHBIX JTAKTOKOKKOB. DTH  MOJOYHOKHUCIIbIE
MUKPOOPTaHU3MbI COpaXkKMBAIOT MOJIOYHBIN caxap Jiak-
TO3y HanboJiee MSATKO, B pPe3yJIbTaTe YeTo CTYCTOK (a BITO-
CJICICTBUM 1 TBOPOT) TIPUOOpETaeT MATKUIT BKYC M HEX-
HYIO KOHCHCTEHIINIO.

MoJI0KO CKBalIMBalOT Me30(WJIBHBIMU JIAKTOKOK-
KaMM [0 TIOJNyYeHUsI CTYCTKa, KOTOPBIN IPOIYCKAIOT
yepe3d MemOpaHHbIe GuiIbTpbl. Paszmep mop duisTpa
nomo0paH TaKMM 00pa3oM, YTOOBI Yepe3 HUX ITPOXOIUIIN
BOZa, PACTBOPEHHBIE COJIM U TMpodvee, a OCIKU U KUPBI
OCTaBaINCh B Cryctke. LIeHHOCTb TEXHOJOTUU 3aKJTIO-
YyaeTcss B TOM, YTO MPH YIbTpaUILTpAlluM B TBOPOTE
OCTaIOTCSl CHIBOPOTOUHBIE Oenku. [lo cBoeMy cocTaBy
M CBOMCTBAM OHM OTHOCSTCS K HanboJiee BasKHBIM OeJi-
KaM JXWBOTHOTO TPOUCXOXKIEHMSI, TTOCKOJBKY CITyKaT
WCTOYHUKOM He3aMEHUMBIX aMUHOKUCIIOT. [To 6uoioru-
YeCKOM LIEHHOCTU CBhIBOPOTOYHBIE OEJKM TTPEBOCXOMAT
Ka3euH M MPAKTUIECKH TOJHOCTHIO YCBAMBAIOTCST Opra-
HU3MOM. TBOpOT, TOJNYYEHHBIN YAbTpauUIBTpaIneit,
COMEPKUT ONMTUMATbHOE KOJMYECTBO KalbIUs U (hoc-
dopa. DTo ompenensieT 0coOble OMOJTOrMYeCcKe 1 TTNTa-
TeJbHBIE CBOWCTBA YIBTPAGUIBTPALIMOHHBIX MSITKHUX
TBOPOXKOB, UYTO OCOOEHHO BaxKHO JIJIsI IETEH.

TToTpebuTenbckre KayecTBa TBOpPOra, MPOU3BEICH-
HOTO Ha OCHOBE YJbTpaUIbTpalliy CTyCTKa, OTIrYa-
JOTCSl OT TPAAULIMOHHOTO CTPYKTYPOW M CYIIECTBEHHO
JIYYITMMU BKYCOBBIMM KayeCTBaMU:. MSTKOW U 0oJjiee
CIIMBOYHOM KOoHcUcTeHIMel. [Tpr omuHaKoBOM coaep-
JKaHWM XKHMpa BKYCOBbIE KadecTBa TaKOTO TBOpOra
HaAMHOTO JIy4llle, YeM y CeNapupoOBAHHOTO M TPATUII-
OHHOTO TBOpOTA.

ITocienoBaTeIbHOCTh TEXHOJOTHYECKMX  ONEpanuit
NMPOM3BOJCTBA JAETCKOro Kedupa, KHCIOMOJOYHOTO MPO-
JIYKTa OWOJAKT W TBOpOra. TeXHOJOTUYECKUII TIpoliecc
MpY TTPOU3BOACTBE JETCKUX MPOAYKTOB MUTAHUS HEOO0-
XOIUMO TIOCTPOUTH C YYE€TOM CTPOTOro COOJIIOIEHUS
CaHWUTApHBIX HOPM W TIPaBUJ, HEOOXOAMMO TIIATETb-
HBIM 00pa30M OTHOCHMTBCSI K TIOAOOPY CHIPbSI-MOJIOKa
M BCEX OCHOBHBIX KOMIIOHEHTOB [14—16]. Mooko
MOCTyMaeT Ha 3aBOJ B aBTOMOJILIMCTEPHE, TOCJE 3TOTO
B KaXIOW CEKIUU aBTOMOJLMCTEPHBI €ro TIIaTeJbHO
MepeMelIMBaloT MyTOBKOM U OTOMPAIOT TPOOY JJIsI KOH-
Tposasi. B mpobe MoJsioka TIpOBEPSIIOT KauyeCTBEHHbIE
MOKa3aTeIu: OCTATOYHOE COAepKaHWe aHTUOMOTUKOB,
MacCOBYIO JOJIIO XMpa, MacCOBYIO A0Jit0 Oelika, TJI0T-
HOCTh, M JIpyrue ToKa3aTesd, KOTOPbIe BXOIST B TeX-
HUYeCKUil peraaMeHT TamoxeHHoro cotwsa (TP TC).
1T TpoOM3BOACTBA JETCKOTO THMTAHUS MCITOJIb3YeTCsI
MOJIOKO TOJILKO BBICIIEro kauyecrBa, corsacHo TP TC.
Cpok XpaHeHHMsT MOJIOKA I TIPOM3BOJCTBA JETCKOTO
MUTAHWUST He JOJDKEH TPEeBbIIaTh 24 4, MO3TOMY TOCIIe
JJaboPaTOPHBIX MCIBITAHUNA MOJIOKO Cpa3y MOCTyMaeT
Ha TMPOU3BOACTBO. MOJIOKO HOPMAaJIM3YIOT MO Macco-
BOH JlOJie XMpa Ha cerapaTope-HOpMau3aTope, yaa-
JISIST TUIITHUE CIMBKU (TaK KaK BCE MOJIOYHBIE TTPOTYKTHI
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IUTST IGTCKOTO TIUTAHUSI, COTJIACHO TPEOOBAHUSM 3aKO-
HOIATeThCTBA, UMEIOT O0Jiee HU3KOE ColepKaHue Kupa,
YeM B IIEIBHOM MOJIOKE), TTacTepU3YIOT MPH TeMmIiepa-
Type 76—78 °C U BBIIEPXUBAIOT MPU TaKOW TemIiepa-
Type 20 ¢, a 3aTeM TapTUIO MOJIOKa, IpeTHa3HAYCHHYIO
JUJISI U3TOTOBJICHMS OTypTa, HAMpaBJIsTIOT Ha (pepMeHTa-
muto [1, 17].

depMeHTaLMST HOTypTa MPOUCXOIUT TIPU TeMIiepa-
type 38—42 °C B TeueHme 4,5—6 9 ¢ MCTOIB30BaAaHUEM
3aKBACOYHbIX KYJbTYp, B COCTaBe KOTOPbIX S. thermo-
philus n Lactobacillus bulgaricus. ®epMeHTaIUST KUCTO-
MOJIOYHOTO MPOAYKTa OUOTAKT TMTPOUCXOIUT TIPU TeMIIe-
patype 38—42 °C B TeueHMe 5—6 4 ¢ MCIOIB30BAaHUEM
3aKBACOYHbIX KYJbTYp, B COCTaBe KOTOPbIX S. thermo-
philus v Lactobacillus acidophilus. Tlpu ckBaliMBaHUMN
orypTa M OMOTaKTa MPOUCXOMSIT MOJIOYHOKHUCIIOE Opo-
KeHMe, cOpaXkMBaHUE JIAKTO3bI IO MOJIOUHOM KHMCIIOTHI,
KOTOpast CITOCOOCTBYET BBICBOOOXKICHUIO W3 Oeyka
TOJIE3HBIX AaMUHOKHUCJIIOT.

ITocne 3aBepmeHust pepMeHTAIUM CTYCTOK IIepe-
MEITMBAIOT W OXJTaXIAIOT Yepe3 OXJIaTuTesb, B TOJY-
YeHHbIE KHCJIOMOJOYHBIE OCHOBBI (ST MoTrypTa
u OuojakTa) m00aBJSIOTCS B IOTOKE HEOOXOIMMBIE
T10 petienType GPYKTOBO-SITOAHBIE HATTOJTHUTENN. 3aTeM
CMEIIIaHHBIM TIPOAYKT TO 3aKPBITOMY TPYOOTIPOBOLY
rogaeTcst Ha (pacOBOYHYIO MaIIMHY. [TUThbeBbIe MOTYPTHI
u 6uonakt dacyior B HDPE (nonustuneH BbicOKoO
IJIOTHOCTH) OYTBUTOYKHU, KOTOPBIE TTPOU3BOIST B 9KC-
Tpy3noHHOU MamuHe. [Tpou3BeneHHbIE B 9KCTPY3UOH-
HOI MalImHe OYTBIJIOYKM CTEePUJIbHBbIE M T€PMETUYHO
3amasiHHbIe. OHM MO0 TTHEBMOTPAHCIIOPTY C MCTIOIB30-
BaHUEM CHCTEMBI CXXaTOTO BO3IyXa IMOMAIaoT B CUJIO-
CBI-HAKOIUTEIN, W3 KOTOPHIX TMomaloTcs B (pacoBOY-
HyI0 MaluHy. TaM OHU CTEPUIU3YIOTCS CHApPYXXU, U 3a
CeKyHIy IO pO3/IWBa JUIIAIOTCS BEPXHEro KJallaHa,
TepMETUIHO 3aKPBIBAIOIIETO TOPJBIIIKO, 3aTeM HaIoJI-
HSIOTCS TIPOIYKTOM U TYT XK€ 3aredyaThIBaloTcs (hoJTb-
roii. Ha 3ameyatanHyio OyTbUIOUKY HaIeBalOTCs CJIMB-
STHKETKAa W KpBbIIIKa-HaxJo0ydyka (MpersiTCTBYoIIast
TTOBPEeXIeHUIO (hOJIBTHM), HAa KOTOPYIO HAHOCUTCST Map-
KHUPOBKa, 3aTeM K OYTBbIJIOYKE TMPUKIEUBAETCS TepMme-
TUYHO ynakoBaHHasi Tpyoouka. [locie atoro cieayioT
yIakoBKa TPOAYKTa B KapTOHHBbIE KOPOOKM, CKJIAIu-
poBaHMWE TOTOBOTO MorypTra W OWOJaKTa Ha TOIIOHE
U TIepeMellleHre TIPOAYKTa ISl OXJIaXAeHUs] B KaMepy
xpaHeHus [4, 18].

CerMeHT JEeTCKUX TBOPOXKKOB HEYKIIOHHO pacTeT
rociaeaHue roabl. K maHHOMY TIPOLYKTY MPEIbSIBISETCS
psan crporux TpeboBaHuii. COOTBETCTBEHHO M K 3aKBacC-
KaM JJIS TaKOTO TBOPOTa TPOU3BOAMTEb TPEIbSBISIET
CBOM TpeOOBaHUA. DTO NOJLKHBI OBITh OYEHb MSTKHE
KYJIBTYPBI ¢ OYeHb HM3KUM TMOCTOKUCIEHUEM U HU3BKOMU
MTPOTEOTUTUYECKON CTTIOCOOHOCTBIO.

ITpon3BoacTBO TBOpOTA ISl AETCKOTO TTUTAHUS OCY-
IIECTBIAETCS METOIOM yiabrpaduiabrpannu. Crienu-
aJIbHO JIJIST CETMEHTA YIbTpauIbTpallMOHHOTO TBOPOTa
kommnanust «Chr. Hansen» paspaboTtana cepuio romo-

B MOMOLLIb TPAKTUYECKOMY BPA4YY

¢depMeHTaTUBHBIX KyJAbTYp. OTanuuTeIbHass OCOOEH-
HOCTb TaHHOM CEPUM COCTOUT B YCTOMUMBOCTU KYJIBTYP
B Tpolecce TPOU3BOICTBA, MSITKOCTM BKyca W Tpe-
KpacHOW CJIMBOYHON KOHCUCTEHIIMM TOTOBOTO TpPO-
nykta. MepMeHTalMsA TBOPOXKHOTO Kajbe MPOUCXOIUT
pu Temriepatype 22—35 °C B TedeHUe 5—6 9 ¢ UCITOJTb-
30BaHMEM 3aKBAaCOUHBIX KYJIBTYpP, B COCTaBe KOTOPBIX
Lactococcus lactis cremoris u Lactococcus lactis — cnieuu-
aJibHbIE IITAMMBI CITOCOOHBIE OBICTPO TPOAYLMPOBATH
MOJIOUHYI0 K1CIoTy 6e3 BbiaeneHus CO,. [Tpouecc 6po-
JKeHMST TaHHBIX KYJIBTYp 3aKjiouaeTcsi B cOpaknBaHUM
JIAKTO3bl B MOJIOUHYIO KucaoTy. [Tocie okoHuaHust mpo-
1ecca epMeHTallMM Kajlbe OXJaXHIaloT 10 TemIlepa-
Typsl 6—8 °C 1 TIomaloT Ha YCTAaHOBKY YJIBTpaduibTpa-
uuu. B mpueMHyl0 eMKOCTh YIbTpaduIbTpallMOHHOM
YCTAaHOBKHU TIOCTOSIHHO TIOAAETCS TBOPOXHBIM CTyCTOK
U, IPOXO/Isl Yepe3 MeMOpaHbl, pas3/ieisieTcsl Ha JBa Mpo-
nykTa: (uiasTpar (rmepmear, WJIM ChIBOPOTKA) M KOH-
meHtpatr (TBopor). MduibsTpaT (CHIBOPOTKA) COCTOMT
U3 BEUIECTB, IMPOIIEAIINX 4Yepe3d MemOpaHy (Boja,
HEeOEeIKOBBIM a30T, JIaKT03a, COJIM), a KOHIEHTpAT (TBO-
por) — MPenMYyIIeCTBEHHO U3 BEIIECTB, HE MPOXOISIINX
CKBO3b MeMOpaHy: XXUp 1 O0eJKU (B TOM UMCJIE CIBOPO-
TouHbIe). [Ipy TpaaTULIMOHHBIX METOIAX TTOTYIeHHUSI TBO-
pora B CIBOPOTKY YXOMSIT CBIBOPOTOUHBIE OEJIKM — Hau-
0osiee LIEHHBIE MO CBOUM OMOJOTMYECKUM CBOMCTBaM.
JlaHHas1 TeXHOJIOTHS MOJyYeHUsI TBOpora o0ecreynBaeT
COXpaHEHHME B HEM CBHIBOPOTOUHBIX OEJKOB B HATUB-
HOM COCTOSIHMU. TBOPOT, M3rOTOBJIEHHBI 3TUM METO-
JIOM U3 00€3XMPEeHHOI0 MOJIOKA, 3a CYET IOBBIIICH-
HOTO cofepXXaHUsl ChIBOPOTOUYHBIX OEJKOB OTJIMYAeTCsI
OT TPaaAUIIMOHHOTO TBOPOTa CBOEH CTPYKTYpOW U JIyd-
MU BKYCOBBIMM KauecTBaMu. [Ipouiecc punbTpanuu
HayMHaeTcsl cpasy IIoCjie OKOHYAaHMSI CKBallIMBaHMUSI
MOJIOYHO cMecu. HemocpeacTBeHHO TIocjie OKOH-
yaHusl TIpolecca yJabTpauIbTpallii TBOPOT OXJIaXk-
naetcs no Temnepatypbl 8—10 °C. B mosiyueHHBI TBO-
por mo0aBJSIIOTCSI B TIOTOKE HEOOXOAMMBIE IO peler-
Type pyKTOBO-SITOHBIE HamoJaHuTe U [2, 3, 19].
3areM CMelIaHHbII MPOAYKT MO 3aKPhITOMY Tpy0OO-
MpoBOAY TofaeTcsl Ha (acoBOUHYIO MalluHY. TBOpor
dacytor B PSPE (aByxcioiiHblIi MaTepuas: BHEIII-
HSISI CTOpOHA M3 TIOJUCTUPOJIa, BHYTPEHHSISI CTOPOHA,
compuKacaroumascs ¢ MPOAyKTOM, W3 TIOJUATUIIeHA)
CTaKaHYMKHU, KOTOPbIe (POPMUPYIOTCS U3 JICHTHl HEMO-
CpeICTBEHHO B (DacOBOYHOI MalinHe. Takash TeXHOJIO-
TYsl yINaKOBBIBAHUSI CIIOCOOCTBYET MOCTMXEHUIO abCco-
JIIOTHOW MMKPOOMOJIOTMYECKOW YMCTOTHI YIMaKOBKH,
TaK KakK WMCKJIOYeHa ee BTOpUYHas KOHTaMWHAlIMs.
B cdhopMupoBaHHbBIE CTaKAHYMKM JO3UPYETCS] TOTOBBIH
MPOMYKT, 3aredyaThiBaeTCsl IOKPOBHBIM MaTepUasioM,
KOTOpBIIi obecreuynBaeT TepMETUYHOCTh YIaKOBKM,
Ha ee TOBEpPXHOCTh HaHOCUTCS MapkupoBka. [locie
9TOTO CJIEAYIOT YMaKoBKa TIPOAYKTa B KapTOHHbIC
JIOTKM, CKJIaAMpOBaHUE T'OTOBOTO TBOpOTa Ha TOAJIOHE
U TepeMellieHre TPOAYyKTa JJisi OXJIAXIEeHUsST B KaMepy
XpaHeHus1. 3aKpBITHIN MPOIIECC MPOU3BOACTBA, a TAKXKE
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po3nuB 1 (hacoBKa B aCENTUUYECKYIO YIIAKOBKY ITO3BO-
JISIIOT 00eCcTneYynTh BO3MOXKHOCTb JIJIUTEIbHOTO M 0e3-
OITACHOTO XpaHEHUs U YITOTpeOJeH s TTPOAYKTOB.

W3 kaxmoii mapTuu BbIpabOTaHHOTO TIPOIYKTa OTOM-
patoTcsi 00pasliibl, KOTOpbIE TMPOBEPSIIOT B JlabopaTo-
pUM Ha COOTBETCTBME TPEOOBAHUSIM 3aKOHOAATE/IHCTBA.
ITpu oOGHapyXeHUM OTKJIOHEHWIA BCSI TTapTHST U3bIMAETCS
€O cKJ1a/la U yTUJIU3UPYETCSI.

Knuauyeckne acmekTbl HMCMOJB30BAHUS KHCJIOMOJIOY-
HBIX MPOAYKTOB B JETCKOM muTaHuu. B paimoHe nereit
paHHEero BO3pacTa, HauUMHasl ¢ 8 MeC XU3HU, TpaIuIv-
OHHO TIPUCYTCTBYIOT HeaJalTHPOBaHHbBIC KMCIOMOJIOY-
HbIe MPOAYKTHI. VX MpUHIMITUATBHBIC Pa3IUUUS B TOM,
KaKule HCTOJIb3YIOTCSI 3aKBAaCOYHbIE MUKPOOPTAHU3MBI,
KaKOB CIOCO0 MPUTOTOBJICHUS TIPOAYKTa, YTO U OIpese-
JISIET ero KOHe4YHble cBoiicTBa. [lpu aTOM cpenu Kucio-
MOJIOYHBIX TIPOAYKTOB MOXHO BBIICJIUThH 0a30BbIe, 000-
ranieHHbIE U MPOAYKTHI (PYHKIIMOHATBHOTO MUTAHUSI.

bazoBbie MpoayKTHI cofepKaT XK1Bble OaKTEpUU U CITy-
JKaT UCTOYHMKAMM OCHOBHBIX MUIIEBBIX BEIIECTB U BUTA-
MMHOB, HO, KaK TpaBWJIO, 00JafaloT KOPOTKUM CPOKOM
rogHocTu. CylIecTBYeT TakXke IOHSITUE TepMU3MPOBaH-
HOTO MPOAYKTa, KOTOPBI MPOU3BOIUTCS C TPUMEHEHUEM
VJIBTPAaBBICOKUX TeMIIepaTyp, B pe3yJibTaTe 4ero oH Ipu-
oOpeTaeT IJTMTENIbHBIN CPOK XpaHEeHUsI, HO 3aKBACOYHbBIC
MMKpPOOpPTraHU3Mbl B HeM moruOatot. [lpomykThl (GyHK-
LIMOHAILHOTO TIUTaHUSI, TIOMUMO TIUTATEeJIbHBIX CBOMCTB,
00J1a1a10T CMTOCOOHOCTBIO OKa3bIBaTh JIOKA3aHHOE IM0JIO-
JKUTEJIbHOE BJIMSIHUE Ha 3M0pOBbe, Oj1aromapsi BBEACHUIO
TaKUX KOMITOHEHTOB, KaK TIMIIEBbIe BOJIOKHA, XXUPHBIE
KUCJIOTBI, BATAMUHBI U IpYyTMe MUKPOHYTpUeHThl. Cpenu
MPOAYKTOB (DYHKIMOHAJIBHOTO TUTaHUsI 0co00e BHUMA-
HUE yIeNsSIeTCsl TPOOMOTUYECKUM.

KucnomoouHble TPOIyKThl XapaKTepU3YIOTCS BbICO-
KOW TIMIIEBON IIEHHOCTBIO, CIyXaT BaXXHBIMU HCTOY-
HUKaMM OeIKa ¢ BHICOKOW OMOJIOrMYeCKOil 1IEHHOCTHIO,
BUTaMUHA B,, Kanbius.

AnanTUpoBaHHBIE  KHUCJIOMOJIOUHBIE  MPOIYKThI
XapakTepusyloTcsi 0oJjiee HU3KMM YpOBHeM OeJika,
MUHEpaJbHBIX BEIIeCTB (B TOM UMCJIE KaJabliUs, HATPUSI,
Kajnusi), Ho 0oJiee BBICOKMM COJep>KaHWEeM YIJIeBOJIOB,
yeM HeaJanTUpOBaHHbIE. BaXHBIM OTIMYMEM afarTH-
POBaHHBIX MPOAYKTOB OT HeaJdarTUPOBAHHBIX SIBJISIETCS
TakXe MX HeBblcOKasi KUCAOTHOCTh (50—70°T mportus
60—100°T B ciydyae HeagalTHUPOBAHHBIX TPOAYKTOB).
BaxxHo mMogyepKHYTb, YTO KHCJIOMOJIOUHBIE TIPOIYKTHI
HE TOJILKO CJIyXkaT UCTOYHMKOM MHOTHMX HEOOXOIMMBIX
peOeHKY MUILEBbIX BEIIECTB, NMPUYEM B JIETKOYCBOSsIC-
Mo#t (hopMe, HO M TIPOSIBASIIOT M DPSIJ APYTMX BaXKHBIX
dusnoornyeckux 3PppeKToB:

— aHTUMHMEKIIMOHHOE NeNCTBUE — HOpMalu3alus
MUKPOOMOIIEHO3a KUIIIEYHUKA;

— CTUMYJISILIUSI UMMYHHOTO OTBETa — aKTUBALIMSI TIPO-
JYKIIMU HEKOTOPBIX BUIOB UHTEPJEHKUHOB, Y-UHTEpDE-
pOHAa, MECTHOTO UMMYHHOTO OTBETa KJIETOK CJIM3UCTOM
000JIOYKM KMIIeYHUKa, aroiurosa, npoaudepaiuu
JIMMQOLIUTOB;
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— aHTHOaKTepUaIbHBIN 3(PDEeKT BCaeaCTBUE CUHTE3a
AHTUOAKTepUATTbHBIX BEIIECTB-aHTUOMOTUKOB — HU3WH,
OynrapukaH u Jip.;

— OaKTepUIIUIHOE AECTBUE BCIECACTBUE HATUIMS
MOJIOUHOU KUCJIOTHI;

— HOpMaJTM3aldsl MOTOPUKHU KMIIIEYHNKA — JIeHCTBIE
MOJIOYHOM KUCIOTH 1 pH Ha MexaHOpelenTopbl KUIIKH;

— obecrieyeHre YCBOGHUS JIAKTO3BI TIPU JIaKTa3HOM
HEeIOCTaTOYHOCTH,

— TIOBBIIIIEHUE YCBOSIEMOCTU OEJIKOB — CHUKEHHAas
aJUTepreHHOCTh, YACTUYHOE pacllerieHre OeJKOB, B TOM
YyyCcie AHTUTEHOB, TepMUYecKash WHAKTUBALMS YacTH
AHTHUTEHOB;

— aHTUKAHIIEpPOTEHHOE NEMCTBUE — CHIKEHUE aKTHB-
HOCTU (hepMEHTOB, YJaCTBYIOIINUX B 00pa30BaHUM KeJT4-
HBIX KHUCJIOT — TIOTEHUMAJbHBIX TPOKAHIIEPOTECHOB,
CHUXXEeHUE aKTUBHOCTU KHUIIEYHBIX MUKPOOPTAaHU3MOB,
YUaCTBYIOIIMX B TpaHchOpMallMd TPOKAHIIEPOTeHOB
B KaHIIEpPOTEHBI.

Ocoboe BHMMaHUE clieyeT oOpaTUTh Ha OJiarornpu-
SITHOE BJIWSTHUE HA COCTOSTHME KUIIEYHON MUKPOOWOTHI:
KHCJIOMOJIOUHBIE TIPOAYKTHI TTOJABIISTIOT (IT0O KOHKYPEHT-
HOMY MEXaHU3My) POCT MaTOTEHHBIX MUKPOOPTaHU3MOB
B Tojctoit kumke [1—3]. DT1oT 3dheKkT Kuciomoynod-
HBIX MPOAYKTOB B COYETAHUU C UX CIIOCOOHOCTHIO BIIM-
SITh Ha aCCOIMUPOBAHHYIO C KUIIEYHUKOM WUMMYHHYIO
CHCTEMy MJIAICHIEB, a TakKXe OaKTepULIMIHBIM meii-
CTBMEM MOJIOYHON KHUCIOTHI KUCIOMOJOYHBIX IPO-
JYKTOB, JIEXKUT B OCHOBE 3allIUTHOTO 3hdeKTa KUCIIO-
MOJIOYHBIX CMeCEi MpU KHUILEeYHBIX MHpeKIusIX [4—6].
Ilpennonarator, 4Tto oOMpeneseHHbII BKJIal B aHTU-
WHOEKIIMOHHOE JeHCTBUE KHUCIOMOJIOYHBIX MPOIYKTOB
BHOCUT TaKXe WMX CIIOCOOHOCTh MPOAYLIMPOBATH OCO-
Oble aHTUOWOTUKU, B YaCTHOCTU HU3WH (alumo(pUIb-
HbIe cMecu), OysirapukaH (HorypTsl) u ap. Yto Kacaercs
BIIUSTHUSI KUCJIOMOJIOYHBIX TIPOAYKTOB Ha WMMYHHBIM
OTBET, TO OH XOPOIIIO U3y4eH B OTHOIIEHWU TPOIYKTOB,
MPUHAIJIEKAIINX K YUCITY MPOOMOTUYECKUX, HO MAaJjo
HUCCIeoBaH B Clydae KJIACCUYECKUX KUCIOMOJIOYHBIX
MPOAYKTOB, B YaCTHOCTU Kedupa, HE OTHOCSIIUXCS
K rpynre npoouotnyeckux [10, 11, 20]. Hapsiny ¢ okaza-
HUEM aHTUUH(MEKIIMOHHOTO IeWCTBHS, KUCIIOMOJIOYHBIE
MPOAYKTHI OJIATOTIPUSATHO BO3AECUCTBYIOT Ha MOTOPUKY
KUIIIEYHWUKA, YTO MOKHO MCIOJb30BaTh JJIsT HOpMalli3a-
11U ero PyHKIUMU.

IMpenmyliecTBOM ~ KUCIOMOJIOYHBIX  TPOIYKTOB
nepea MPEeCHBIMU aHaJoraMu SIBIISIETCS Takke OoJee
BBICOKAST YCBOSIEMOCTh MOJIOYHOTO GeJTKa M CHUKEHHBIM
YPOBEHb JIAKTO3bI, CBSI3aHHBIN C €€ YaCTUIHBIM pacIIer-
JIECHWEM TIOJ BJIUSIHUEM COOTBETCTBYIOIIUX (hePMEHTOB
MOJIOYHOKUCJIBIX MUKPOOPTaHW3MOB B Mpoliecce Opo-
KeHust. [lepeHOCMMOCTh JETbMU C JIaKTa3HOW HelocTa-
TOYHOCTBIO KUCJIOMOJIOYHBIX TIPOAYKTOB, MO CPAaBHEHUIO
C TeJIbBHBIM MOJIOKOM, OOYCJIOBJIEHa He TOJIbKO CHUXKEH-
HBIM YPOBHEM JIAKTO3bl, HO U COXPaHEHUEM B Psifie 3TUX
MPOIYKTOB BBICOKOM JTAKTa3HOW aKTUBHOCTU KUCIOMO-
JIOYHBIX OaKTEPUIA.
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KucinoMomounble MPOAYKTHI TIOJNE3HBI B TMUTAHUU
JIeTelt ¢ MUIEeBOM ajuleprueii, KOTopble HEPEIKO XOPOIIO
MePeHOCAT yKa3aHHbIE TPOMYKTHI, HECMOTPSI Ha BhIpa-
JKEHHBIE ajlepruyeckue peakluM Ha 1eJbHOE KOPOBbE
MoJioko [12, 19]. BeposiTHO, B X011e KUCIOMOJIOUHOTO OpO-
SKEHUS TIPOMCXOMUT YACTUYIHBIN TPOTEOU3 MOJIOYHBIX
0EJTKOB C IeCTPYKIMEH X aHTUTEHHBIX e TEPMUHAHT.

B mocnennue roabl McciaenoBaTenu yAeaSIOT 3HAYM-
TeJIbHOE BHMMaHWE CTIOCOOHOCTU KMCIIOMOJIOYHBIX MPO-
JIYKTOB CHIKATh PUCK BOZHUKHOBEHUST 3JT0KAY€CTBEHHBIX
HOBOOOpPA30BaHMI, B YAaCTHOCTM pakKa TOJICTON KHWILIKHU
1 MOJIOYHOI XeJie3bl. DTOT 3P @PEKT CBSI3BIBAIOT CO CTH-
MYJIUPYIOIIUM JeHCTBUEM Ha aKTMBHOCTb MaKpoharoB
U KJIETOK-KUJIJIEPOB, CHUKEHUEM MO BIUSTHUEM HU3KOTO
kuiedyHoro pH (00ycioBlIeHHOrO MOJIOUHOM KHCIOTOM
KUCJIOMOJIOUHBIX TPOAYKTOB) aKTUBHOCTU TMIPOKCH-
a3l — ¢epMeHTa MUKPOOPTaHU3MOB, YYaCTBYIOIIETO
B MeTab0IM3Me XKeTUHBIX KUCIIOT, OKa3bIBAIOLIUX ITPOKaH-
LIEpOTeHHOe JeHCTBHE, a TAKXKe CHMXKEHUEM aKTMBHOCTHU
(bepMeHTOB MUKPOOPraHU3MOB (TJTFOKYPOHUIA3bI, HUTPO-
penyKTasbl M a30peayKTasbl), y4aCcTBYIOIIMX B TpaHCHOp-
MallM¥ B KMIIEYHUKE TPOKAHLIEPOTeHHBIX COEIMHEHUIA
B KaHLIEpOreHHkbIe [5, 6, 13—15].

Takum o6pa3oM, KHUCTOMOJIOUYHBIE TTPOIYKTHI Xapak-
TEpU3YIOTCSI BBICOKOI TIMIIEBON ILIEHHOCTHIO M 3HAYM-
TeTbHON (UBMOJIOTUYECKONW aKTUBHOCTBIO. B  cBsI3m
C 3TUM BIMOJIHE OOOCHOBAHO MX IIMPOKOE MPUMEHEHHE
B MUTAHUU 3I0POBBIX JIeTell paHHEro Bo3pacTa, a TakxXKe
B JIEYeOHOM MUTAHUU AETe TIPU 3a00JeBaHUIX KUIIIeU-
HUKa, JIaKTa3HOW HemocTaToOYHOCTM U Jp. OagHaKo
MPU 3TOM HEOOXOAUM CcTporo auddepeHMpoBaHHbIN
MOAXOA K Ha3HAYEHWIO KHCIOMOJIOUYHBIX TPOIYKTOB
JIETSIM paHHETO Bo3pacTa. JIeTsIM MepBbIX MECSIIEB XU3HU
MMoKa3aHO Ha3HaueHWe B KauyecTBE 3aMEHUTEsIeH Tpyi-
HOTO MOJIOKA TOJIKO aJaNTUPOBAHHBIX KHUCIOMOJOYHBIX
cmeceit. [Ipu 3TOM OHM JTOJKHBI COCTaBJISITh He OoJiee
50% ot pekoMeHAyeMOoro pebGeHKYy o0IIero obdbema
MOJIOYHOI 4yacTu pauuoHa. bosblve KonauyecTBa Kuc-
JIOMOJIOYHBIX MPOAYKTOB MOTYT BBI3BaTb y MJIAIEHIIEB
HapylLIEHUsT KUCJIOTHO-IIIEIOYHOTO OamaHca U QyHKIUT
JKeJTyIOYHO-KHUIIIEYHOTO TpaKTa, B TOM UYMCIIe YCUJICHUE
CpPbITMBaHUi. DTU HapylIeHUsT OCOOEHHO JIETKO MOTYT
BO3HUMKATh Y JAETel MEPBbIX HEJEb KU3HU [21].

BBeneHue B palMoOH JeTeil TEpBOTO  IOJYTOaUs
KU3HA HeamanTUPOBAHHBIX KHUCIOMOJIOYHBIX CMeceit
MOXET BbI3BaTh HApPYIICHUS B a30THUCTOM MeTabOIM3Me,
KHUCJIOTHO-IIIEJIOUHOM PaBHOBECHU U CIYXUTh (hakTo-
POM purCcKa BOSHUKHOBEHUS 3a00JIeBaHUI TTOYEK U KETy-
JIOYHO-KUIIIEYHOTO TpakTa. B cBsSI3M ¢ 3TUM crenua-
JIN3VpPOBAaHHbIE HeaJTanTHUPOBAHHbBIE KUCIOMOJIOUYHBIE
MPONYKTHI, TIpeAHa3HAUYeHHbIE IJIS ITETCKOTO THUTAHWS,
MOXHO BBOJIWTH B pallMOH JIeTeli, HAXOAAIINUXCS Ha TPy~
HOM BCKapMJIMBaHUU, He paHee 8§ Mec ku3HU. [TosyueH-
Hble HAMU JaHHBIE O CITOCOOHOCTH Kedupa BHI3BIBATH
y IeTeit 6 Mec auarneae3Hble KpOBOTEYEHUS B CIIU3UCTOM
000J109Ke TOHKOW KUIIKHU TMTPUAAIOT 3TON peKOMeHIAuN
0Cco0YyI0 YOenuTeIbHOCTS |2, 4].

B MOMOLLIb TPAKTUYECKOMY BPA4YY

BaxkHO OTMETHTB, YTO HeraTUBHBIE BIUSHUS Kedupa
Ha 3/I0pOBbE JIETEil MEepBOTrO Toja KU3HU OIPEIessIIoT
11eJ1eCO00Pa3HOCTh €0 UCITOJIb30BaHUSI BO BTOPOM TTOJTY-
TOAWM KM3HU B KauyecTBe TPOIYKTa TPUKOpPMa, a He
3aMEHUTENISI TPYAHOTO MoJioKa. Tak, cCpaBHUTEIbHbIC
uccienoBaHus 3P@OEKTUBHOCTH B MMUTAaHUU JeTeit 6 Mec
Kedupa JeTCKOTO U «ITOCIeayIoeii» cMecu «6—12» moj-
TBEPAWJIM XOPOIIYIO TePEeHOCUMOCTh 3TOM «IOCIENYIO-
ei» CMecU U ee HECKOJIbKO Jyulllyio d(pdeKTuBHOCTh
B MUTAaHUU 10 CpaBHEeHUIO ¢ KepupoM |2, 4, 13—15]. D10
OTHOCHUTCSI M K JIPYTUM KHUCJIOMOJIOYHBIM TIPOAYKTaM,
He SBJISIIONIMMCS CTOJb TPAAWLMOHHBIMU B TMUTaHUU
JIeTei MepBoTo roja XuU3HM, Kak Kedup.

BaxHo ykazaTh, 4TO, HECMOTpPSI HA MHOTHME OOIIue
CBOWCTBa, OTAEJAbHBIE KHUCJIOMOJOUYHBIE TPOAYKThI
XapaKTepu3ylTcsl CHeUMPUISCKUMU OCOOCHHOCTSIMMU,
CBSI3aHHBIMM B TIEPBYIO OYepe/lb C XapaKTepoM 3aKBa-
COK, OTIMYUSIMU XUMHMUYECKOTO COCTaBa M TIMIIEBOM
LHeHHOCTH, 3(g@dekTaMu B OTHOIIEHUU KUIIEYHOM
mukpodopsl. [ToaTomy 1enecoodpa3HO MCMOIB30BaTh
B NMUTAHWM JIeTeil paHHETO BO3pacTa BeCh CIIEKTP KUCIIO-
MOJIOYHBIX TMPOAYKTOB, YTO OOECMEUUT UX MO3UTUBHOE
NIeliCTBYE Ha TTUIIEBapUTETbHBIN TpakT [14, 16].

CrnenmyeT TOMYEPKHYTh, UYTO B TIOCJEIHUE TOIBI,
Hapsily € KHUCJIOMOJIOYHBIMM TIPONYKTaMU, IIIMPOKOE
pacripocTpaHeHUe MOJIyYWJIM TaK Ha3blBaeMble MTPOOUO-
TUYECKUE TTPOIYKTHI, IPUUYEM HEPEIKO IMTPOUCXOIUT CMe-
1ieHre 3tux rnoHsatuit. [lox mpoduoTMKaMM B HACTOSIIIIEE
BpeMsI TOHUMAIOT «K1BbIe MUKPOOHBIE TOOABKH K TUIIIE,
KOTOpBbIE YJIyUIIatoT 3I0POBbE OpraHU3Ma X03sIMHa ITyTeM
HoOpMau3aluu dajaHca MUKPOOPTaHM3MOB B MUTaHUW»
[4, 6, 22], «KUBbIe MUKPOOPTaHU3MBI, KOTOPBIE TIPU UX
MOTpeOJICHUM YeJIOBEeKOM B aleKBaTHBIX KOJWYECTBaX
OKa3bIBAlOT OJIATOTIPUSITHOE BIMSIHUE Ha 3I0POBbE».
HecMotpst Ha HEKOTOpbIE OTAWYMS B 3TUX OoJee IMo3/-
HUX OTpeJeeHUSIX, OHU YKa3bIBalOT Ha TO, YTO TTPOOUO-
TUKH — 3TO JKUBbIe MUKPOOPTaHU3MBI, TIPUYeM JUTSI TIPO-
siBfieHusT  3(h(GEeKTOB  HEOOXOAMMO UX TIOCTYIUICHUE
B OpraHM3M B aJieKBaTHBIX no3ax. K uuciy BaxkHenmmx
dusnosornyeckux 3GeKToB MPOOMOTUKOB OTHOCSITCS
CJIEAYIOLINE:

— HOpMaJn3alus COCTOSIHMSI KMIIEYHOW MUKpPO-
Gbopel, KOTOpasi XapaKTepu3yeTcss CTUMYJISIIIME pocTa
«T10JIE3HBIX» MUKPOOPTaHU3MOB — OUMUI0- M JIAKTO-
0akTepuii M YrHETEHMEM pPOCTa YCIOBHO-TIATOT€HHOM
diopsl. B ocHOBe 3TOr0 3dhheKkTa MpoOMOTUKOB JIeKaT
pas3IMyHble MEXaHMU3Mbl, CPEIU KOTOPBIX MPEXIe BCETO
clieyeT BBIACIUTh WX CIOCOOHOCTh K KOHKYpPEHIIMU
C MaTOTeHHBIMU M YCIIOBHO-TTATOTeHHBIMU MUKPOOpPra-
HU3MaMM 3a MECTa CBSI3bIBAHUS C pelIENITOpaMU IHTE-
POLIMTOB;

— CITOCOOHOCTb  YJIy4lllaTh COCTOSTHUE KUIIEYHOTO
SMUTENS TYTEM CTUMYJSUUU OOpa3oBaHMST 3alllUT-
HOTO CJI0S1 MYIIMHOB (B YaCTHOCTH, 3a CYET WHIYKIIUU
9KCIIPECCUM TeHa 00pa30BaHUS MYIMHA KUIIEYHUKA),
a TakKe 3a CUeT CIOCOOHOCTH TTPOOMOTUKOB BOCCTaHAB-
JINBATh HAPYIIEHHYIO TPOHUIIAEMOCTh SITUTENHs [6, 9];
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— CIOCOOHOCTh K MOIYJSLMM WMMYHHOTO OTBETa;
B OCHOBE 3TOro 3@ddekra IpOOMOTUKOB JIEXKHUT, O4Ye-
BUJIHO, UX BJIMSHUE HA TIPOAYKIIMIO IIUTOKWMHOB, haro-
LIUTAPHYI aKTUBHOCTb, TPOAYKIMUIO aHTUTEN U ecTe-
CTBEHHBIX KUJIJIEPOB;

— CIOCOOHOCTh TMPOOMOTUKOB K PETYJSIIUU MOTO-
PUKU KUILIEYHUKA, TIPUYEM TMPOSIBIISIONIAsICS KakK B CIIy-
yae ee 3aMeJIJICHUSI, TaK U B CJlydyae YCUJIEHUS;

— CIIOCOOHOCTb MPOOUMOTUKOB YJIy4lllaTh BCAChIBAHUE
JIAKTO3BI, KaJblIUs (M TEM CaMbIM TOBBIIIATH TIOTHOCTh
KOCTel), OKa3bIBaThb TUITOXOJECTEPUHEMUUECKOEe Jeii-
crBue [8, 12, 13].

YkazaHHasi BbicOKasi (hM3MOJIOTMYecKasi aKTUBHOCTh
U BBISIBJIGHHAs] B TIOCJIENHWE TOJbl CITOCOOHOCTH TIPO-
OMOTUKOB K MpPOGWIAKTUKE W JEUCHUIO KUIIEYHBIX
nH@EKIUH, aTONMMYECKOro AepMaTuTa U APYrux 3abo-
JIEeBAHUI TIPOCTUMYJIMPOBAIM pa3pabOTKy W OpraHu3a-
LIUIO0 TIPOMBIIIJIEHHOTO BBIMTyCKa JOCTATOYHO IIMPOKOTO
CMEeKTpa MPOOMOTUUECKUX TIPOAYKTOB, T.€. COAepXKaIIUX
JKMBbIE MUKPOOHBIE KYJIBTYPBI C IOKa3aHHBIMU TTPOOMO-
TUYECKUMM CBOMCTBaMM. JleuyeOHbIe 23((hEKThl KUCIIO-
MOJIOYHBIX ¥ TIPOOMOTUYECKUX TTPOIYKTOB B 3HAUUTEb-
HO# Mepe CXOJIHBI, TPUYEeM MTPOOMOTUYECKUE TIPOAYKThI
BKJIIOUAIOT 3HAYMTEIbHOE YMCIIO KUCIOMOJIOYHBIX. BMme-
CTe C TeEM He BCe KMCIOMOJIOYHbBIC TIPOIYKTHI, B YaCTHO-
ctu kedup, SIBISIOTCS MPOOUOTUYECKUMU U, HAIPOTUB,
He BCe MNPOOMOTUYECKME MPOAYKTHI — KHMCIOMOJIOY-
HbeIMU. B yacTHOCTH, B ITOCIeHNE TOABI CO3MAaHbI U MIPeC-
HbIe MOJIOUHBIE TPOAYKTHI (MOJIOKO, <«ITOCEIYIOIINe»
MOJIOUHBIE CMECH U Jp.), oOoraiieHHbIe TPOOMOTUKAMM,
W HEMOJIOYHBIC TPOAYKTHI, COAepXKalliue MpoOuoTHYe-
CKME€ MUKpPOOpPTaHu3Mbl, Hampumep kamu. K oTim-
YUTEJbHBIM TIpU3HAKaAM KHCJIOMOJIOYHBIX TIPOAYKTOB
OTHOCSTCS UX HU3KWK pH u KUCHBIN BKYC, YTO BOBCE
He 00s13aTeIbHO JIJ1s1 MPOOUOTUYECKUX TTPOTYKTOB.

Takum o00pa3oM, cpaBHUTEJbHAsI XapaKTepUCTUKa
MPOOMOTUYECKUX M KUCIOMOJIOYHBIX TPOAYKTOB YyKa-
3bIBa€T HAa 3HAYMTEIBHOE CXOJCTBO UX OMOJIOTMYECKUX
CBOMCTB M 3(P(PEKTOB Yy 3MOPOBbIX U OOJTBHBIX JETEH.
OnHakKo 3TU JABe TPYMITbl TTPOAYKTOB HE TOXIAECTBEHHBI.
BaxxHo momyepKHYTb, UTO JaHHBIC JUTEpPaTypbl U COO-
CTBEHHbBIC pPE3yJIbTaThl YKa3bIBAlOT Ha CYIIECTBEHHbIC
paznmuuusi B MPOUIAKTUYECKUX M JIeYeOHBIX 3pdeK-
Tax KakK MeXay KUCIOMOJOYHBIMU U MTPOOMOTUYECKUMU
MPOAYKTaAMU, TaK U MEXIy OTAEIbHBIMU BUIAMU B KaX-
JIOW M3 3TUX TPYI, YTO CIYKUT OTpaXeHUEeM Cylie-
CTBEHHBIX pa3M4uii B CBOMCTBaX M 3(PheKTax pasHbIX
MPOOUOTUYECKUX U APYTMX MMKPOOPTaHW3MOB, BXOMIsI-
IIMX B COCTAB YKa3aHHBIX MTPOAYKTOB MUTAHUSI.

C 3TO# TOUKM 3pEeHUST MPENCTABISIIOT MUHTEPeC Halllu
pesynbraThl, mojydeHHbie B 2001 r, ykasbIBaloliue
Ha 3HAYMUTEbHbIC PA3UUYUS BO BIUSIHUM OTAEJIHHBIX
KHUCJIOMOJIOUHBIX (Kedup, pskeHKa) U TpoOMOoTHYe-
ckux (Onokedurp) MPOIYKTOB Ha KHUILIEUHYIO MHUKPO-
¢aopy 3M0poBBIX aeTeil paHHero Bospacta [7]. OTu
JIaHHbIE TIO3BOJIMJIM aBTOpaM C(OPMYyJIMpPOBaTh IMOJIO-
JKEHUE O CEeJIEKTUBHOCTU ACWCTBUSI OTACIbHBIX KUCJIO-

Xasxun A.1. u coagm. KucioMON0YHbIEe POYKTHI U 310POBbE peOeHKa

MOJIOYHBIX MPOAYKTOB U HEOOXOANMOCTH JaJIbHEHIIIEro
W3Yy4EeHUST DTOM CEJIeKTMBHOCTH C IIeJIbI0 HaIlpaBJIeH-
HOTO BKJIIOUEHUSI B MUTaHWE MJAACHIIEB T€X MW WHBIX
BUIOB TIPOAYKTOB B 3aBUCUMOCTH OT XapaKTepa HX
NEeNCTBUS Ha KUILIEUYHYI MUKPOGIOpY U OCOOEHHO-
cTeil pebeHKa. DTO TMOJOXEeHWe HAIUIO TOATBEPXKIE-
HUE B MCCJIENOBAHUSIX CPAaBHUTEIbHON KIMHUYECKOM
3G HEKTUBHOCTU KHMCIOMOJOYHBIX M MPOOUOTUYECKUX
MPOMYKTOB y neTeit 3—14 jeT ¢ OCTphIMU KUIIEYHBIMU
uHbexkuusmu [8, 9, 22]. breiio mokazaHo, 4To Ha3Have-
HUe AeTSIM TaHHOTO BOo3pacTa Keupa B OCTPOM NeprojIe
OCTPO# KUIIEYHOM MH(MEKIUU TPETNATCTBYET TPOTpec-
CHPOBAHMIO HapylIeHWil MHMKpOOMOLIeHO3a, OIHAKO
He BIWSIET Ha AIWHAMUKY KIWMHWYECKUX TIPOSIBICHUIA
3aboneBanus. budumoconepxamiue ITpoOMOTHYECKIE
MPOAYKTBI OKa3bIBAIOT HAMOOJIBIIUM TTOJOXUTETbHBIIM
3¢hdeKT MNpu MHBA3UBHBIX KHUIIEYHBIX WHQEKIIUIX.
B 10 ke BpeMsl mpuMeHeHHe TTPOOUOTUIECKUX MTPOIYK-
TOB, COAEpKAIIUX JAaKTOOAKTEPUU, CIIeAyeT MPU3HATh
ONTUMAJbHBIM TIPU OCTPBIX KHIIEYHBIX WH(MEKIIUSIX
y nereit 3—14 net [8, 19].

CoBpeMeHHOE TTPOU3BOJICTBO TMPOAYKTOB JETCKOTO
MUTAHUST YYUTHIBAET W3JIOXKEHHBIE XapaKTePUCTUKU
MPOOMOTUYECKUX ITAMMOB, TIPUMEHSISI UX IUIST CO3/a-
HUS WHHOBAIIMOHHBIX KUCJIOMOJOYHBIX TTPOIYKTOB,
BKJTIOUAIOIINX TIpo- M mpedbnotnku. Hampumep, met-
ckue ioryptel «®pyroHsHsa» obGoramensl Bifidobac-
terium lactis BB-12 (BB-12®) u uHyJIMHOM, OUOJIAKThI
«®@pyroHsusa» conepxar L. acidophilus LA-5® B Konu-
yectBe He MeHee 107 KOE/r. B mipoliecce n3roToBieHust
JNETCKUX KHMCIOMOJIOYHBIX TIpoaykKToB «DpyToHsHs»
HCTIOTb3YIOTCSI  BBICOKOKAYECTBEHHbBIE  3aKBACOUHBIE
Kynwrypbl Lactobacillus (bulgaris w acidophilus cooT-
BETCTBeHHO) U S. thermophilus. Kpome Toro, kucio-
MOJIOUHBIE TPOAYKTHI «PpyToHIHSI» comepXaT MHYIUH.
B cocras iiorypTtoB u 6uonaktoB «®pyroHsHs» BXOIAT
TaKKe HaTypalbHBIE TIOpe U3 (PPYKTOB M SITOM, KOTOPBIE
cozepXaT MUIeBble BOJIOKHA, OPraHWYeCKHe KUCTOTHI,
HaTypaJIbHbIe caxapa, BATAMWUHBI I MUHEpaJIbHbIE BEIlle-
CTBa, MoJIe3HbIe Jis pebeHka. TakuM oOpa3oM, KUCIO-
MOJIOUHBIe TIPpOnyKThl «DpyToHsHsA» comepXaT B cBoeM
cocTaBe TMpe- W TPOOMOTUKU, TIPUMEHEHHE KOTO-
PBIX CITOCOOCTBYET YKPEIJIEHUIO 3I0pOBbSI UeoBeKa,
YTO JOKa3aHO B MHOTOYUCIEHHBIX HWCCIIeIOBAHUSX.
Kucnomonounbsie npoaykTel «DpyToHsHsa» aBasioTCst
HealanTUPOBAaHHBIMU, pa3pellieHbl B MUTAHUM JeTeit
crapuie 8 Mec. B KauecTBe MIUTIOCTpaIlUM K M3JTOXKEH-
HOMY MOXHO MPUBECTH PE3YIbTaThl COOCTBEHHOTO TPO-
CTMEKTUBHOTO CPABHUTEJBHOTO OTKPBITOTO PaHIOMU3U-
POBaHHOTO MCCEN0BaHUS 1O OlleHKe 3(PHeKTUBHOCTHU
itorypra «®pyroHsHs», 06orameHHOTO TPeONOTUKAMHI
¥ TIPOOMOTUKAMU, Y JeTeil paHHETO Bo3pacTa, IepeHec-
IIHUX OCTPYIO BUPYCHYIO MH(MEKINIO. AHATN3 TTOTydeH-
HBIX JAHHBIX TTOKa3aJ, YTO eXeIHEeBHOE yIoTpebieHue
JNETCKUX HeagarTUPOBAHHBIX KUCIOMOJIOYHBIX TTPOIYK-
TOB — HOrypToB nuTheBbiX «DpyroHstHsa», oboramieH-
HBIX MTPEeOUOTUKAMU U TTPOOUOTUKAMU, AETHhbMU CTapIie
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8 Mec XM3HM CITOCOOCTBOBAJIO YJIYUIIEHUIO MUIlleBape-
HUS U HOpMaJu3allMi MOTOPUKM KETYTOUHO-KUIIIeU-
HOTO TpakKTa, HOpMaJu3allMM CcocTaBa MUKPOMIOpHI
1Mocjie  aHTUOAKTEpUATbHON Tepanuu, CTUMYJISIUN
CUHTE3a TaKUX 3alIUTHBIX (haKTOPOB, KaK CEKPETOPHBIN
WMMYHOTJI00y/TMH A 1 ntu3ouum [4, 10, 20].

Takum 00pa3zoM, MPOOMOTUYECKME M KUCIOMOJIOU-
HbIE TIPOIYKTHI B HACTOSIIIIEE BPEMSI MPEICTABIISIIOT COOO0T
Ba)KHbIE KOMITOHEHTHI PAllMOHOB JIETeil paHHETo BO3pa-
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B MOMOLLIb TPAKTUYECKOMY BPA4YY

Kimanyeckas 3(ppeKTHBHOCTD ¥ 0€30MaACHOCTb MPUMEHEHHS] MMUIA30/IHIITAHAMHUIA
MEHTAHIUOBOM KUCJIOThI Y NAMEHTOB B Bo3pacTe 3—6 JieT ¢ rpunmnom u IpyrumMu
OCTPbIMH PeCMPATOPHBIMU BUPYCHBIMHM HH(EKIMAMH MO PE3YJIBTATAM IBOWHOTO CJIENOro
PaHAOMHM3MPOBAHHOIO MJIANE00-KOHTPOJIMPYEMOTO MHOTOIIEHTPOBOTO UCC/IE0BAHNS

H.A. Ienne!, E.I. Konowpuna?®, H.I'. Konocosa', E.A. A6aokoea’

'PrAQY BO «MepBblii MOCKOBCKWIA FOCYAapCTBEHHbI yHUBepcuTeT M. .M. CeveHoBa» MuHagpaea Poccum (CedeHoBCKUIA
yHuBepcuTteT), Mocksa, Poccus;
2Pre0y BO «HoBocnbupckmii rocyaapCTBeHHbI MeAMLMHCKUIA YyHuBepcuteT» MuHagpasa Poccum, HoBocubupck, Poccus

Clinical Efficacy and Safety of Pentanedioic Acid Imidazolyl Ethanamide in Patients Aged
3 to 6 years with Influenza and other Acute Respiratory Viral Infections Based on the
Results of Double-Blind Randomized Placebo-Controlled Multicenter Study

N.A. Geppe!, E.G. Kondyurina®, N.G. Kolosova', E.A. Jablokova'

'I.M. Sechenov First Moscow State Medical University (Sechenov University), Moscow, Russia;
°Novosibirsk State Medical University, Novosibirsk, Russia

eab. U3yyenne 3¢heKTHBHOCTH U 0€30MACHOCTH UMHIA30IMI3TAHAMEAA eHTaHauoBoi kucaothl (UIIK) npu jJeyeHuu rpumnmna
M JIPYTUX OCTPBIX PecnupaTopHbix BUpycHbIX uHpekumii (OPBI) y nereii B Bo3pacre 3 — 6 JjieT.

IIpoBeneHo nBoiiHOE cJienoe PAHIOMU3HPOBAHHOE IIAIE00-KOHTPOIMPYEMOe MHOTOLIEHTPOBOE KIMHMYECKOE MCCIeI0BAHUE C yYa-
ctuem 190 nmamuenToB B Bo3pacte 3-6 Jjer: 95 manuenTo moaydamu UITIK B no3e 30 Mr/cyTkn OTHOKPATHO B TeYeHHE 5 CYTOK,
1 95 naupeHToB moJyYaiM mianedo mo Toi ke cxeme. DEeKTHBHOCTh TepANuy OUEHUBAJIM MO TeMIepaType Teja, JHHAMHUKE
OTAEJIBHBIX CUMOTOMOB 3a00seBanusi no Illkane oueHKH Ts:KeCTH cOCTOsiHMA OosibHOro rpunmnom u apyrumu OPBU (Illkana)
u yacrore pa3putus ocjoxueHnii OPBU. Ilepsuunas KoHeyHasi TOYKAa — CPOK yMeHblneHus mokaszarels IlIkaisl o 2-x 6aiioB
TPH YCJIOBUM HAJIMYMS He 0oJiee 1-ro 0a/1a no OTIeIbHBIM MOANIKAJIAM NPH HOPMAJIH3AIMHA TEMIIEPATYPBI TeJIa OT HAYAJIA JIeYeHHS.
AHam3 0e30MaCHOCTH MPOBOIMIICS MO OLEHKE XapaKTepa v YACTOThI PA3BUTHS HEXKeIATEIbHBIX ABJICHHIA.

Pesyabratsl. [Ipumenenne UTIK B 103e 30 Mr/cyTKu 10CTOBEPHO YCKOPSIET JOCTUKEHNE 1eJieil 110 NePBHYHOI KOHEUHOH TOUKe
(cpennee 3Hauenue B rpynne UITK — 91,79 4 (95% JIU ot 87,45 no 96,13), B rpynne miaanedo — 100,12 4 (95% JAU ot 96,73
no 103,51). B rpynne UIIK no cpaBHenuio ¢ mianedo B cpeaHeM Ha 18,56 yacoB ObicTpee MPOMCXOINIA HOPMAIU3AIMA TEM-
nepaTypbl TeJia. JHAYUTEIbHO YCKOPSJICSA perpecc KaTapajbHbIX CUMIITOMOB M CMMITOMOB MHTOKCHKALMM NMPU NPUMEHEHUN
UIIK: k 3-M cyTkam Tepanuu cpeauuii nokasareas no Illkane pia UIIK cocraBua 5,22 6aiia v ObI CTATHCTHYECKH 3HA-
9UMO HHIKE, YeM B Tpyline mianedo co 3HaYeHneM 3Toro nokasarens 6,21 6anna. CpaBHHTEIbHbIH AHAJIN3 YACTOTHI PA3BUTHS
HeXKeJIaTeIbHbIX SBJEHUIl He BbISIBIJI CTATHCTHYECKH 3HAYMMBIX pasiauunii mexny UITK u nnaune6o. Hu oaHo u3 3apeructpu-
POBAHHBIX HeXKeJATEeIbHbIX SBJIEHHI He ABJIAIOCH KIMHUYECKH 3HAYMMBIM, He PHBEJIO K OTMEHe MM U3MEHEHHIO 103HPOBKH
HCCJIeyeMOoro npenapara.

BoiBoabl. IIporuBoBupycHblii npenapar mmpokoro crnektpa neiicteuss VUIIK B no3e 30 mr/cyT mpoaeMOHCTPHUPOBAJ BBICOKYIO
adexrusnocTs B eyennn OPBU pasznmuHoii 3THosI0ruN y nereii B Bo3pacte 3—6 ser. [Ipuvenenune UITK npuBoauT K 10cToBep-
HOMY COKPAIIEeHHIO EPHO/IA IMXOPAJIKH, YCKOPSIET pa3pelleHHe CUMITOMOB HHTOKCHKAIINH ¥ KATAPAJIbHBIX CHMIITOMOB, YMEHbIIAET
BpeMs1 BbI3JI0OPOBJIeHNS N0 cpaBHeHuIo ¢ Wwiane6o. VITK xapakrepusyeTcst Xopouieii epeHOCHMOCTbIO ¥ BBICOKOii 0€30MaCHOCTBIO,
4T0 MO3BOJISIET PEKOMEHI0BATD Mpenapar /s Jeyenus rpunna u OPBU y nereii ¢ 3-71eTHero Bo3pacra.

Karoueevte caosa: demu, epunn, OPBHU, reuenue, umuoazonusdsmanamuod neHmanouogoil kucaomot, Mueasupun®.

Ansa untuposanuns: lenne H.A., KoHatopuHa E.TI., Konocosa H.TI"., 6nokoBa E.A. KnuHnyeckasi a¢p@eKkTnBHOCTb 1 6€30MacHOCTb MPUMEHEHUS
nNMUAa30anIdTaHaMmuaa NeHTaHanoBOV KUCIOTbI y NaLUmMeHToB B Bo3pacte 3—6 feT ¢ rpurnom v ApyrumMm OCTPbIMU PECMPaToOpHbIMU BUPYC-
HbIMUW UHEKLMSIMU MO pe3ysibTataM ABONHOro C/1ernoro PaHgoMmn3npoBaHHOro niauebo-KoHTPOIMPYEMOro MHOMOLEHTPOBOIro NCCEA0BaHUS.
Poc BecTtH nepuHaron v neaguatp 2020; 65:(6): 166—174. DOI: 10.21508/1027-4065-2020-65-6—-166—174

Study Goals. Assessment of the efficacy and safety of the Pentanedioic Acid Imidazolyl Ethanamide (IPA) in the treatment of influ-
enza and other acute respiratory viral infections (ARVI) in children aged 3—6 years.

Children Characteristics and Study Methods. The randomized double-blind placebo-controlled multicenter clinical study involving 190
patients aged 3—6 years was carried out as follows: 95 patients received IPA at 30 mg/day dose once for 5 days and 95 patients — pla-
cebo using the same pattern. The therapy efficacy was assessed by the body temperature, dynamics of the individual symptoms of the
disease as per the Severity Scale for the patients with influenza and other acute respiratory viral infections (Scale) and the incidence
rate of complications of the acute respiratory viral infections. The primary endpoint is the period of the score reduction on the Scale to 2
points, providing that there is not more than 1 score on the individual subscales with the body temperature normalization from the start
of treatment. The safety analysis was carried out using the assessment of the nature and incidence rate of the adverse events.

Results. The IPA use at 30 mg/day dose significantly promotes the achievement of goals for the primary endpoint — the average
value in the IPA group is 91.79 h (95% confidence interval — CI from 87.45 to 96.13), in the placebo group — 100.12 h (95% CI
from 96.73 to 103.51). In the IPA group, the body temperature returned to normal by 18.56 h faster in average compared with the
placebo. The regression of the catarrhal and intoxication symptoms was significantly promoted with the IPA use as follows: by the
3rd day of the therapy, the average score on the Scale was 5.22 points for IPA, and it was statistically significantly lower than that
in the placebo group — 6.21 points. The comparative analysis of the incidence rate of adverse events did not reveal the statistically
significant differences between IPA and placebo. None of the adverse events recorded was clinically significant, and none caused the
cancellation or change in the dosage of the study drug.
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Conclusions. IPA broad-spectrum antiviral drug at 30 mg/day dose has demonstrated the high efficacy in the treatment of the acute
respiratory viral infections of various etiologies in children aged 3—6 years. The IPA use compared with the placebo causes the sig-
nificant reduction of the fever period, accelerates the relief of the intoxication and catarrhal symptoms, and decreases the recovery
time. The IPA is characterized by high tolerability and high safety, which allows to recommend the drug for the treatment of influenza
and ARVI (acute respiratory viral infections) in children from 3 years of age.

Key words: children, influenza, ARVI, treatment, pentanedioic acid imidazolyl ethanamide, Ingavirin®.
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CTpBle  pEeCNMpaTOpHble BUPYCHBIE WHOEKIINU

(OPBU) saBnsercst Hambosiee pacnpoCTpaHEHHBIM
3a00JiIeBaHKEM BO BCEM MHUpe, HE3aBUCHMO OT BO3pacTa.
ITo nanaeiM BO3 exxeromHo rpuriioM 3a00ieBaeT 0KOJIO
1 mupn 4YesoBeK, a OT pecnupaTOpPHBIX 3a00JieBaHUIA,
aCCOLMMPOBAHHBIX C TPUIIOM, ymupaioT o 650 000
YyeJioBeK B rox [1].

IMoBTopHbIe amu3oasl OPBU nHabmogaiotcst y 25%
nmeteit B Bodpacte a0 | roma my 18% nereit 1—4 ner
xku3HU [2]. CoBpeMeHHbI KpUTEpUil JMAarHOCTUKU
noBTopsitoinxcss OPBU — yacTtora 3nmmn3on0B B TeUeHNE
OIHOTO Troja Xu3Hu. KimoyeBeIM (pakToOpoM pHcKa pas-
BuTUsl yacTbix OPBU ciayXuT paHHUIT KOHTakT IUHA-
MUYHO (popMUpYyIOIIeiicsi MUMMYHHOI CUCTEMBbl peOeHKa
B MePBBIE TOJIBI XKU3HM C Pa3TNIHBIMU PECTTUPATOPHBIMU
BupycaMu. OtMmevaercsi, uto y aeteil ¢ yacteimu OPBU
(5—6 pa3 u 6osee B rof) B OONBITUHCTBE CIIyYaeB OTCYT-
CTBYIOT JIMarHOCTUPYeMble HapylIeHUs WMMYHUTETA,
MO3TOMY UMEHHO BO3pacTHbie MOP(HOGYHKIIMOHATBHbBIC
acreKkThl UMMYHHOTO OTBeTa cyXaT (hakTopaMu, orpe-
NEJSIOIUMY PUCK BO3HMKHOBeHUsS u TeueHuss OPBU
y AeTelt paHHero Bo3pacrta [2].

IMon pykosonctBom C. Russel [3] B LlenTpe usyue-
HUSI BOCTIAJICHUSI COBMECTHO ¢ Kaeapoit 1eTCKOM XKU3HU
U 3110pOBbsl DIUHOYprcKoro yHuBepcuteta (Benukoopu-
TaHWsI) MPOBEIEH CUCTeMaTUYECKUil 0030p JMTepaTyphl
C TIOAPOOHBIM CPABHUTEILHBIM OMUCAHUEM CHCTEMHOTO
U JIOKAJIBHOTO 3BEHbEB MMMYHHOI peakiiud B OTHO-
IIEHWU PEeCUpaTOPHBIX BUPYCOB B OpraHU3MeE JeTei
u B3pocibix. OTMevaeTcsl, 4YTo HayaJlo UMMYHHOI peak-
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1IMM B OTBET Ha MpOHMKHOBeHUe Bozoymutenass OPBU
Yy B3POCJIbIX 3aKJIIOYAETCSl B pa3BUTUU HEUTPOPUIBHOTO
OTBETa C HapaCTaHUEM BBIPAOOTKM MPOBOCTIATUTETbHBIX
LIUTOKWHOB TSI aKTUBALIMU KJIETOYHOTO ¥ TYMOPaJIBHOTO
WUMMYyHHUTeTa. B pmanbpHeimeM (GopMHUpyeTcs WMMYH-
Hblit oTBeT 1o Thl-tuny: T-numbouutsr CD8* u CD4*
OCYILECTBJISIIOT ~ BUPYCHEWTpalu3ylolee  JIelcTBUE.
3aBepuialonnii 3Tarm MPOTUBOBUPYCHOTO WMMYHHOTO
OTBeTa — aKTUBalMsl B-KJIeTouHOTO 3BeHa ¢ BBIpaOOTKOI
numMyHornooynuHoB IgG u IgA n nuddepeHmpoBKa
T- m B-keTok maMsITul ¢ 1eIbio (POPMUPOBAHUS JOJITO-
cpoyHoro mMmmyHuteta. IlokazaHo, yto mobass OPBU
y JeTeil B Bo3pacTe 0 6 JIeT B UCXOJE €CTeCTBEHHOTO
TeYeHUs 3aBepliaeTcs (GOpMUpPOBAHUEM HETOJTHOTO
MMMYHHTETa U pUCKOM peUMHOUIIPOBAHMS.

OTIMYUSIMA UIMMYHHOTO OTBETa IETCKOTO OpraHu3Ma
Ha MHOUIIMPOBaHWE peCTTUPATOPHBIMUA BUPYCAMU CITy>KaT
TOBBIIIEHHBIN YPOBEHb 303MHOMHIIOB, KOTOPBI COXpaHSI-
eTcsl Ha TIPOTSKEHUM HEeCKOJIbKUX Henenb [4, 5], T-num-
(ouuTONIeHNs, B TOM YKCJe OTHOCHUTENBHBINA IeUIUT
CDS8*, CD4", CD3" [6—8] B pe3ynbrate T-KJIETOYHOTO
aromnTo3a B OTBET Ha NMPOHMKHOBEHMWE BUpPYCa, a TaKXe
HapylleHue Ttipouecca muddepenmupokn T-mmmdo-
mutoB CD8'B xirerkn mamsaru [9]. Hesasepiientoe dop-
MHpOBaHWE WMMYHHOM CHCTEMBI y JIeTeil B BO3pacTe
JI0 3 JIET MPUBOIUT K HU3KOMY YPOBHIO KITIOUEBBIX 3aIIIUT-
HBIX T-KJIETOYHBIX IIMTOKUHOB IMPOTUBOBUPYCHOTO OTBETA
1L-4 u IL-10 [10], a Takke comnpoBoxnaeTcst aeheKTamu
nuddepeHInpoBKU B-1muM@o1MToB B KIETKM MaMsITH,
npoayuupytome IgA, 4To CylecTBEeHHO CHIKAET HATIPSI-
JKEHHOCTb MOCTUH(hEKIIMOHHOTO UMMyHUTeTa [11].

Ilo maHHbIM MeTaaHanu3a, TpoBeaeHHOro B 2019
rpynmnoit A. Matsuno [12] u3 Yausepcutera Can-Ilaymy
(bpaszunust), Kk HanboJiee pacpoCcTpaHEHHBIM BO30YIUTe-
nssm OPBU y nereit maaaiiero Bo3pacta OTHOCSITCSI pUHO-
Bupyc (85,6%), pecnmpaTOpHO-CUHIUTUAIBHBIN BUPYC
(59,8%), 6okasupyc (23,7%), metartHeBMOBUpYC (17,8%),
kopoHaBupyc (11,4%), anmenoBupyc (10,6%), BuUpyCHI
maparpunma (10,2%), Bupychl rpunma (8,5%). Ilpu atom
pecrniipaTopHoe 3abojieBaHWE HEpeaKO HOCHUT XapakTep
KO-MH(EKIIMU HECKOJIbKUMU BUpPYCaMU Yy TIAIUEHTOB
neTckoro Bo3pacta. M B 55—78% ciydaeB OMHOBPEMEHHO
BBIZIEIISIETCS] HECKOJIbKO Bo3oyauTeneit OPBU [12, 13].

VYcranosiieHo, 4yTo Ha oHe MHPEKITMOHHO-BOCTIAIN-
TEJBHOTO TIpoliecca B KJIETKaX SIMUTENUST JbIXaTeTbHOTO
TpakTa W 3HIOTEJMOIIMTAX MPUJIETAIOIIMX COCYIOB 3Ha-
YUTEJIbHO TIOBBIIIAETCS IKCIIPECCUST MOJIEKYJT anare3uu
(B yactHoct, ICAM-1), KOTOpBIE CTyKaT pelernTopaMu
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npukperienus 90% puHosupycos [14]. He uckimoueHo,
YTO JaHHBIM MOJEKYJSIPHBIM MEXaHW3M MOXET ObITh
00bsicHeHHEM (OPMUPOBAHUSI CMEIIaHHBIX WHQEKIIUi
W JJIMTEJBbHOTO BOCIAJUTEBHOTO TIpoliecca B TKaHSIX
pecrnupaTopHOro TpakTa J1axe MocJie KylmMpoBaHUS K-
Huveckux nposieiaeHuit OPBU.

Omnacnocte rpunma u apyrux OPBUW oOycnosnena
PUCKOM pa3BUTHSI BTOPUYHBIX OaKTEepUATbHBIX OCIOXK-
HEHUI M MUMKCT-MH(EKIIMH, KOTOpbIe TMPOTEeKalT 3Ha-
YUTETBHO TsKeJiee W JOJIblie, 4YeM MOHOUH(DEKIIUH,
YTO MOXET UMETh 0c000€ 3HAYEHUE Y JETEe JOIIKOJIBHOTO
Bo3pacta [12, 13]. Cpenn IOJATOCPOYHBIX TMOCJIEICTBUIA
nepeHeceHHbIXx OPBU y neteit paHHero Bo3pacra MHOTHE
WCCIeIoBaTeIM OTMEUaloT HAKOMUTEJIbHbIE PUCKU, CBSI-
3aHHbIE C (POPMUPOBAHNEM OCTPOTO U XPOHUYECKOTO BOC-
MaJIUTEILHOTO CTaTyca B TKaHSIX PeCMpPaTOpHOro TpakTa,
KOTOpBIE B TaJIbHENIIIEM MOTYT peaii30BaThCs B aTOMMYE-
CKHE€ COCTOSIHUSI — OpOHXMAJIbHYIO acTMY, aTOMAYECKUi
JIepMaTuT, ajuieprudeckuii puaur [ 14, 15].

Takum o0Opa3oM, IMOTPEeOHOCTH B 0€30MaCHOM IIPO-
TUBOBUPYCHOM TIperapare ¢ IHUPOKUM CIIEKTPOM TIpO-
TUBOBUPYCHOI akTuBHOCTU /IS feTeit ¢ OPBU ocTaercs
KJIMHUYECKW 3HAYMMO# TTpoOJIeMOiA.

Huskoe pacrnpoctpaHeHrWe CUCTEM pPaHHETO TUIIW-
poBaHUSI BHUpyca, BBICOKAsI 4YacToTa KO-MH(DEKIUU
HECKOJIbKMMU BHUpycaMd B paMKax OJHOTO 3IHU30/a
OPBU, manbiit apceHasl MpOTUBOBUPYCHBIX MperapaToB
MPSIMOTO AeHCTBUS (OCebTaMUBUP, 3aHAMUBUP) 3aTPY/I-
HSIIOT BO3MOXHOCTHM paHHEro Hayaja 3TUOTPOITHOM
Teparnuy 1 MeAMKaMeHTO3HO! nmpoduiaktuku. K noreH-
LIMaJbHBIM MpeTapaTaM ¢ IIMPOKUM CIEKTPOM IMPOTUBO-
BUPYCHOW aKTMBHOCTU OTHOCHUTCSI WMUIA30JIUI3TaH-
amun neHTaHamnoBoit kuciaorel (MITK, WHraBupuna®),
KOTOpBIN ycrenrHo npuMeHsietcs: ¢ 2008 . B KIIMHUYe-
CKOW TIpaKkTUKe ISl JIeYeHUST U TIPO(PUIaKTUKKA TpUTITIa
u apyrux OPBU y B3pocibix u aereii ¢ 7 aet. Boamox-
HocTb uctionb3oBanus UTTK as neuenus neteit 3—6 et
00ycJIOBJIeHa HAKOTIJICHHBIM TIOJIOKUTEJbHBIM OITBITOM
ee MPUMEHEHMS Y B3pOCIBIX U AeTeit 7—17 net aist nede-
HUSI PECTMPaATOPHBIX BUPYCHBIX WHMeKkmit [16—20].
Mexanusm pnevictBust MK peanusyercss Ha ypoBHe
WHQUIIMPOBAHHBIX KJIETOK 3a CYET CTUMYJSIIUU (ak-
TOPOB  BPOXIEHHOTO MMMYHMTETa, IOAABISIEMBIX
BupycHbiMM Oenkamu. Kpome Ttoro, MIIK oxa3sbiBaer
MPOTUBOBOCIIAJINTENIbHOE  JEWCTBUE, OOYCJIOBJIEHHOE
ronasieHueM npoaykiumu TNF-a, IL-1B u IL-6 u cHu-
JKeHMEM aKTUBHOCTU MUeEJIOoNepoKcuaassl [16].

IHesp nccaemoBanus: oneHKa 3P GEKTUBHOCTA U 0e3-
oracHoct MIIK B no3e 30 mr/cyt B cpaBHEHMU C TUIa-
1e6o mpu sedeHuu rpunmna u apyrux OPBWU y nereit
B BOo3pacte 3—6 JieT.

XapakTtepucTuka geTtein u MeToabl UCccrnenoBaHUs

IlpoBeneHo maBOifHOE clenoe paHIOMU3UPOBAH-
HOe T11a1le00-KOHTPOJIMPYeMOe HcclieJoBaHue Ha 0Oase
11 uenrpos Poccuiickoit denepalini Mo oLeHKe KJINHKA-
yeckoii addektuBHocTH U 6e3omacHocT UTTK B cyTou-

B MOMOLLIb TPAKTUYECKOMY BPA4YY

Hoit 103e 30 MT y neTeit B Bo3pacte 3—6 JIeT ¢ TPUIIIIOM
u npyrumu OPBU Ha ¢doHe cranmapTHOI Teparuu.
IMepron poBeneHNUST UCCIEIOBAHUS: C STHBapsI TT0 UIOHD
2016 . TTocie moaydYeHUST MUCBMEHHOTO WHMOOPMUPO-
BaHHOTO COTJIACHST OT POAUTENIST/YCHIHOBUTEISI TTallMeHTa
MMPOBOIMJINCH TTPOLIEAYPhl CKpUHUHTA Cpeiv aMOyIaTop-
HBIX U CTAIIMOHAPHBIX MMaIlUEHTOB.

B wuccnenosanue Bxkmouwnau 190 mauueHTOB B BO3-
pacte oT 3 mo 6 net ¢ auarHo3om rpurnmn uau OPBU
HEOCJIOKHEHHOTO, CPEIHETSKEJIOTO TeYEHUsI, YCTaHOB-
JICHHBIM KJIMHWYECKU Ha OCHOBAHUM HAJWUYUS Y TAllh-
eHTa TeMmreparypsl Teja >37,5 °C, He MeHee OIHOrO
W3 TIPOSIBICHU A MTHTOKCUKAIIMOHHOTO CUHIpOMa (TOJIOB-
Hasg 00Jb, HeIOMOTaHWe, MUAJTHs, OO0Jb B TJA3HBIX
sI0JIOKax) M He MEeHee OJHOTO M3 TIPOSIBIICHUI KaTapajib-
HOTO cuHApoMa (60Jb B TOpJie, pUHOpPES, Kalllesb, 3aJ10-
JKEHHOCTb HOCA).

B uccnenmoBaHne He BKITIOYATW JETEl C OCIOXHEH-
HBIM TeUeHHEeM 3a00JIeBaHMS, C MPU3HAKAMM Pa3BUTUS
BUPYCHOM TTHEBMOHWM, TIEPEHECEHHBIMU 3a HEIEIIo
IO BKJTIOUEHMST B MCCIeIOBaHUE MH(MEKIIMOHHBIMU 3200~
JIEBaHUSMU, YacTo OOJICIONINX, MMEIOIINX B aHaMHe3e
OpPOHXHMAIBHYIO acCTMY, TTOBBIIIEHHYIO CYIOPOXKHYIO
aKTUBHOCTb, JI€KOMITEHCUPOBAHHbBIE WU HECTaOWIIb-
Hble CcoMaTHYecKue 3aboJieBaHUsI, OHKOJOTUYECKHE
3aboseBanusi, BUY-undexiuio, TyOepKynes, caxap-
HBII 1UabeT, HeMepeHOCUMOCTD JIAKTO3bI, Te(ULIUT JIaK-
Ta3bl, TIIOKO30-TAIaKTO3HYIO MaJIbabCopOIINIO, AeUITUT
caxapasbl/M30MaJIbTO3bl, HETEPEeHOCUMOCTh (hPYKTO3BI,
HacJIe/ICTBEHHBIE HapyIIeHUsI BCAChIBAHWS TJIIOKO3BI,
neULIUT IIIOK030-6-docdaraernaporeHasbl, IOBbI-
IIEHHYIO YyBCTBUTENBLHOCTh K KOMITOHEHTaM TIperapaTa
WnraBupuH®, U He NPUHUMAIOIINX YyJacTHE B JIIOOOM
IPYrOM KJIMHUYECKOM WCCIIEAOBAaHUM B TIOCIIEIHUE
90 nHeit 10 BKIIOYEHUS B TaHHOE MCCIIeJOBaHUE.

VY Bcex maumMeHTOB Opajii Ma30K CO CIM3KNCTONM 000-
JIOUKY HOCOTJIOTKH JUTST OTPeIe/IEHUST BUPYCHOTO BO3OYIM-
TeJisi METOZIOM MosiuMepaszHoii 1ienHoi peakuuu (ITLP).

IIpy COOTBETCTBUU TMallMeHTa KPUTEPUSIM BKITIO-
YEHMWS/HEBKITIOUEHUST OCYIIECTBIISIA  PaHIOMU3ALINIO
(Busut 1) B onHy u3 nByx ucciaenayembix rpynn (MITK
unn 1aie6o). CoaepXMMoe OIHOM Karcyabl HeoO0-
XOAMMO ObLIO pacTBOPUTH B 50—70 MJT BOABI MU SI0JI0Y-
HOTO COKa KOMHATHOW TeMITepaTyphl ¢ 00sI3aTeIbHBIM
pasMelnBaHueM B TeyeHue 20 ¢ U MIPUHMMATh BHYTPb
B TeueHue S5 cyT (Busut 1 — Busut 5), kaxaplil n1eHb
B OIHO U TO K€ BpeMsl HE3aBUCHUMO OT TIpueMa TUIIN
Ha (hoHe paspelleHHOW CTaHIapTHOW CHUMITOMAaTHYe-
ckoii Tepanuu. [lepBbIii TIpreM mpemnapaTta OCYIIECT-
BIISIICS He TTo3aHee 48 4 OT TMOSBIEHUST TIEPBBIX CHUM-
MTOMOB 3a00JIeBaHMS, PAHIOMU3ALUS W TTOCIEAYIOIINIA
MepBHIN MpHUeM TperiapaTta — He Mmo3aHee 12 4 oT Havyaia
BU3HWTA-CKPUHWHTA.

PaspemieHHBIMM B paMKax WCCIeIOBaHUS ObLIH
JIETOKCHKAIIMOHHAsT Teparnust (0OMJIBHOE TUThE); Kapo-
TMMOHMXAOIINE CPeACTBa, COAepKalle B COCTaBe OIWH
aKTUBHBIN KOMIIOHEHT — MapaleTaMoJl I noyrpodeH,
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lenne H.A. u coasm. Knunnueckast 3¢ GeKTMBHOCTb U 6€30MacHOCTb MPMMEHEHMsT UMUIA30IMI3TaHAMM/IA IEHTAHAMOBOI KMCIOTHI Y MALMEHTOB...

B COOTBETCTBUM C YTBEPXKIAEHHON MHCTPYKIIMEH 110 MEeTH -
LIMTHCKOMY TIPUMEHEHUIO TIPYU MOBBIIIEHUY TEMIIEPATYPhI
tena >38,5 °C wiu He3aBUCUMO OT YPOBHSI JIMXOPAJIKU
MPU BBIPAXXEHHBIX SBJICHUSX MHTOKCUKALIMU, TTPU3HA-
Kax IIeHTpan3alui KpOBOOOpAIEHUS; UpPUTALIMOHHAS
Tepanus MoJOCTU HOCA M30TOHUYECKUMU CTePUIBHBIMU
pacTBopamMu Mopckoit Boabl unu 0,9% pacTBopa HaTpust
XJIOpU/A, TTOJIOCKAHUE TIOJIOCTU PTa aHTUCETITUYECKUMU
CpeACTBAaMM PACTUTEBbHOTO TIPOUCXOXACHUS, TIPHUME-
HEHME MpernapaToB Ha OCHOBE aMOpOKCoJia, MepBOolIBeTa
WJIN TIOJOPOKHUKA.

Kpurepusimu otieHKM 3(h(HEeKTUBHOCTH CITYXKUITU TEM-
neparypa Tena (u3mepeHus1 B uHTepBajge 8—11 4 yrpom
u B 20—23 4 BeuepoM). [IlnHaMUKy CUMIITOMOB (UMXaHUE,
pUHOpesi, 3aJI0)KEHHOCTh HOCa, Kalllejlb, HeIOMOTraHue,
03HO00, ToIoBHas 00JIb, MUAJTUSI, OOJIb B TOpJIE, TepIie-
HUE, OXPUILIOCTh, JUXopaaka) oueHuBaiu o llkane
OLIEHKH TSDKECTH COCTOSIHMSI OOJIBHOTO TPUIIIIOM U ApPY-
rumu OPBU, nipemnoxennoit J.A. Taylor u coast. [21]
(Ha 1—6-1 meHb OT MOMEHTa paHIOMM3alnu). Buipa-
JKEHHOCTb CUMIITOMOB OIICHMBAJIM B Oajutax: OTCYTCTBUE
cumnroma — 0; yMepeHHas TsKecTh — | Gajut; BhIpaskeH-
Hasl TsKecTh — 2 Oajuia; Tskenasl crerneHb — 3 Oasia.
CyMMapHBIi pe3ynbTaT Bapbrupoai ot 0 10 36 6aios.

Buzut 7 npoBoauau B hopmMe Tesie(hOHHOTO KOHTaKTa
Ha 14+1 geHp OoT Hayaja TIpuUeMa Ipernapara C lIeJIbIo
OLIEHKY TIO3IHUX OCJIOXXHeHMu# rpunma u npyrux OPBU
U HeXeNaTeJIbHBIX SIBJICHUI Tocje Tprema Tiperiapara.
HaGnonenve 3a ToOsIBJIEHWEM OCJIOXHEHWI TpuIina
u npyrux OPBU ocyuiectBisyiv Ha NPOTSKEHUU BCETO
HCCIIeIOBaHNSI.

IlepBuuHbIM KputepreM 3(PHEKTUBHOCTU CITYXWIU
CpOKM YMeHbIIeHUs mokazartesst LIKanbl OlleHKM Tsixke-
CTU COCTOSIHUSI OosbHOro rpunmnoM u apyrumu OPBU
o 2 GajtoB MPU YCJIOBUU Hajlnuusl He Oosee 1 Oamna
10 OTAEJbHBIM TOAIIKAJIAaM MPU HOpMaInU3aluy TeMIIe-
paTyphbl Teja OT Havasia JIeYeHUsI, u3MepsieMble B yacax.
IMon HopManu3alueld TOHUMaJIU YCTAaHOBJIGHUE TeMIIe-
patypsl Tena Huxe 37 °C 0e3 rnmoabemMa B MoC/eaylolme
U 1o Busura 7.

BropuuHnbsiMu kputepusiMu  3(p(GEKTUBHOCTU ObLTU
CpOKM YMeHbIIeHus mokazaresst LIKanbl OlleHKM Tsixke-
CTU COCTOSIHUSI OosbHOro rpunmnoM u apyrumu OPBU
1o 0 6amnoB Kk Busuram 2, 3, 4, 5 1 6; CpOKM HOpMaJTU-
3allMM TeMIIepaTyphl TeJla OT MOMEHTA Hauyajla JIeueHusl,
u3MepsieMble B Yacax; 1015l MallMeHTOB C HopMasn3aluei
TeMIiepaTyphbl Tena K Busuram 2, 3, 4, 5 u 6; goJs manu-
E€HTOB C OCJIOXHEHUSIMU U TSIKEJIBIMU OCJIOXHEHUSIMU
rpunna u apyrux OPBU, pasBuBmmmucs 3a mnepuon
¢ 1-ro mo 6-it u ¢ 1-ro To 14-if THW OT MOMEHTa HaJayia
JIEYEHUsI; CPOKM Pa3BUTUSI OCJIOXHEHUWI TpUIIa U Ipy-
rux OPBU ot MoMeHTa Havyasa JeyeHusl.

Ilpu omnpeneneHun pasMepa BBHIOOPKM TAllMEHTOB
WCXONWJIM M3 allpUOpPHOTO YPOBHS 3HAYMMOCTH alibdha
0,05, ypoBHs 6eTa-ommoku 0,2, MOITHOCTHA MCCJIeIOBA-
Hug 80%, mpeamnosaras HOPMaJabHOCTh pacrpeaeaeHUsI
HUCCIIeTyeMbIX TIEPEMEHHBIX M YYUTHIBasi COOTHOILCHNUE

YUCEHHOCTH Tpyni 1:1 1 BBISIBICHUS UICTUHHBIX pa3-
JIMYUIA B MCYE3HOBEHUHN BCEX CUMITTOMOB TPUIIIA U ApY-
rux OPBU ne menee 0,25 cyt (superiority trial). Takum
00pa3oM, B UCCIeN0OBaHNE HEOOXOAMMO OBUIO BKIIIOYMTH
He MeHee 180 maumeHToB (110 90 TMaIMEeHTOB B KaXKIylo
u3 aByx Tpymi). C y4eToM BO3MOXHOTO BBIOBIBAHUS
W3 uccienoBaHus 5% paHIOMM3WPOBAHHBIX MMAIIMEHTOB
BbIOOpKa cocTtaBuia 190 malmeHToB.

CTaTUCTUUYECKUIA aHAJIN3 TIOJYYeHHBIX JaHHBIX MPO-
BeneH mis ITT-nmonynsumum (Intention-to-treat popula-
tion; Bce paHIOMU3UPOBAHHbBIC MAIIUEHTHI, TIPUHSIBIINE
XOTsI OBl OJIHY 103y McClieayeMoro npernapara) u PP-mo-
nynsiiuu  (Per protocol population; Bce paHIOMM3M-
pOBaHHBIE TALMEHTHI, 3aBEPIIMBIINE WCCIIeAOBaHTE
B COOTBETCTBUM C TIPOTOKOJIOM) TTAITUEHTOB.

OnucaTeNbHBIN aHAIN3 KOJWYECTBEHHBIX U TOPSII-
KOBBIX JAaHHBIX TPOBEIEH C PacueToOM CpemHero apud-
METUYECKOTO ¢ YKa3aHWEeM CTaHIAPTHOTO OTKJIOHEHWS,
95% noBeputenbHbix uHTepBanoB ([AW). IMocne mpo-
BEpKU JOMYIIEHUH IJIsT MPUMEHEHUS TTapaMeTPUIECKOTO
MHOTO(AaKTOPHOTO OHOMEPHOTO AVCIIEPCUOHHOTO aHa-
JIM3a ¢ TIOBTOPHBIMU U3MEPEHUSIMU OBbLIT BBITTOJTHEH pac-
YeT CTATUCTUIECKOM 3HAUMMOCTH MOJIETU TI0 KPUTEPUSIM
JluBuns, baptiera (ANOVA) ¢ nocieayommum pacueTom
JOCTUTHYTBIX YPOBHEN 3HAYMMOCTU TIO I-KPUTEPUSIM
JUTSL CBSI3aHHBIX M HECBSI3aHHBIX BBIOOPOK WIJIM Hemapa-
MeTpuyeckumu kputepusmu @Dpunmana, Kpyckama—
Yonnuca, Manna—YutHu u Bunkokcona. TectupoBaHue
CTATUCTUYECKUX TUIIOTE3 O CIIy4yaiiHOM pacrpenaesie-
HUW HOMUHATMBHBIX TMEPEMEHHBIX MEXIy M3ydaeMBbIMU
rpyMraMu BBIIIOJHEHO C MCIMOJAb30BAHUEM KPUTEPUS >
unm TouHoro kputepuss ®Dumiepa. [lpu npoBeneHUM
aHalM3a JTAHHBIX, TPEACTABISBIINX TUM TePEMEHHBIX
«BpeMsl JI0O HACTYIUJIEHUsI COObITUsI» (time-to-event),
ucnonb3oBaH Meron Kammana—Meiiepa, Jorapudmu-
yecKMi paHTOBBIN KpuTepuil u/unm perpeccusi Kokca.
Jnst BcexX ABYCTOPOHHMX CTATUCTUYECKUX TECTOB OBLIT
YCTaHOBJIEH MTOPOTOBbIIi YpOBeHb aibda-ommnodku 0,05.

Pesynbratbl

Bcero B nccnenoBanum ckprHupoBaHbl 190 marmeH-
TOB: 95 maiumeHToB paHaoMu3upoBaHbl B rpymnmy UITK
1 95 mauKreHToB B rpynimy 1uianebdo (pucyHok). CTaTucTu-
YeCKM 3HAUMMBIE pa3ivudusi MEXIy TPYyMIaMH IOo JeMO-
rpauuecKuM 1 aHTPOITOMETPUIECKUM XapaKTepUCTUKAM
(moJ1, BO3pacTt, pocT, Macca Tejia) He BbIsiBJIeHbI. [JocpouHo
3aBepIIMIM yJacThe B WCCIACAOBAaHWM 2 TAI[MCHTA:
1 maument u3 rpynnsl UTIK (oT3biB mH(pOpMUpOBaH-
Horo coryiacus) U 1 u3 rpymnribl mianebo (HeoOX0AMMOCTh
Ha3HAYeHUs aHTUOAKTepUATbHOM Teparnmuu) B COOTBET-
CTBUM C KpUTEPUSIMU UCKIIOUEeHUs. Takum oOpasom,
ITT-nonynsiuums (nomyJsitunsi 6€30MacHOCTU) COCTaBUIIA
190 mauumentoB, a PP-monynsmus (momynsiumst addek-
TUBHOCTH) — 188 MmarmeHTOB B Bo3pacte ot 3 110 6 JIeT.

Pecriupatopnusie  Bupychl omnpeneineHsl B ITT-
oyt y 58 (61,05%) mammenTtos rpymnmet UTIK u'y
55 (57,89%) nauieHTOB IPYyMIIbI IJ1ALe00 (CM. TabJIuILy).
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B MOMOLLIb TPAKTUYECKOMY BPA4YY

CKpUHUPOBaHbI
190 nampuenToB

BxJII0YeHBI B UCCIIEL0BAHUE
(pPaHIOMM3UPOBAHHO)
190 namuenToB

|

!

Ipynna UITK
95 nanyenToB

Ipynna miaue6o
95 nauueHToB

!

Busur 1, Busur 2, Busur 3,
Busurt 4, Buszut 5 —
npumeHenue UTTK

Busur 1, Busut 2, Busur 3,
Busut 4, Busut 5 —
MpUMeHeHUe anedo

Bri6b11
W3 UCCIIeIOBAHUS
1 manueHT

Bri6b11
W3 UCCIIeIOBAHUS
1 manueHT

3aBeplInIu UCClieIoBaHUe
B COOTBETCTBUM C IMPOTOKOJIOM
94 manmenra

3aBeplLInau UccieIoBaHue
B COOTBETCTBUMU C ITPOTOKOJIOM
94 manmenra

Puc. Cxema pacnpeeieHusi NAUEHTOB

Fig. Patient distribution chart

B crpyktype BupycoB B rpymnne MITK u mamne6o npe-
00Jy1agaayM COOTBETCTBEHHO (B MPOIIEHTaX OT Yucia CIIy-
yaeB 0OHApYKEHUSI BUPYCOB B COOTBETCTBYIOIIE IPYIIIe
manueHToB): puHoBUpyc (35,82 wm 35,00%), rpunm
A (17,91 u 20,00%) n pecriupaTOpHO-CUHITUTUATHHBIN
Bupyc (13,43 1 13,33%). Kpome TOTO, BBISIBIISITACH BUPYC
rpurnmna B, maparpunmna 1-ro u 2-ro TUTIOB, KOPOHABUPYC,
aJiecHOBUPYC, 60KaBUPYC, METAITHEBMOBUPYC.

OueHka 3G (MEeKTUBHOCTU TIO TIEPBUYHON KOHEYHOM
TOYKE, TIPEACTABIISTIONIe WHTETPalbHBIN IMOKa3aTelb
KJIMHUYECKOTO BBI3IOPOBJICHMUSI TALIMEHTOB, TOKa3aa,
YTO CpeHUE CPOKM YMeHbIIeHUsT moka3aTenst LIIKkamb
OLIEHKU TSKECTU COCTOSTHUSI OOJIBHOTO TPUIIIIOM U ApY-
rumMu OPBU 1o 2 6a110B npu ycIoBUK HATMUUS He OoJiee
1 Gamna 1O OTHEIbHBIM TONIIKAJaM W HOpMaiu3a-
uuu temnepatypsl B rpynne MITK cocraBunm 91,79 u
95% O or 87,45 no 96,13) m ObUTM CTATUCTUYECKU
3HAaYMMO HUXE JAaHHOTO ToKasaress B rpyrnre 1ianeoo,
coctasusiero 100,12 9 (95% AU ot 96,73 no 103,51).

JlaHHBIEe TI0 BTOPMYHBIM KOHEYHBIM TOYKAM TaKxXKe
MPOAEMOHCTPUPOBAI  OBICTPOTY W  BBIPAXXEHHOCTh
MTOJIOXKUTENBHBIX KIMHUYECKU 3HAYUMBIX W3MEHe-
Huit Ha ¢doHe mnpumeHeHus HUIIK. CpenHue cpoku
HOpMallM3allid  TEeMIepaTypbl Tejla OT MOMEHTa
Havana jiedeHus B rpynme MITK cocraBuam 65,07 4
(95% AN ot 59,56 mo 70,58) m OBUIM CTATUCTUYECKU
3HAYMMO HMXe JAaHHOTO ToKasaTeis B TpYIe Tia-

me6o — 83,63 u (95% AU ot 78,23 no 89,03). I1pu atom
HOpMaJTM3aluy TeMIepaTypsl Teia K Busuty 3 B yTpeH-
Hue vacel B rpynme MITK nocturmu 28 (29,79%) natu-
€HTOB, YTO CTATUCTUYECKM 3HAYMMO OOJbIIE, YeM
B rpymme mmiane6o — 11 (11,7%) naumenrtos (p<0,05),
a YUCJI0 MAlMeHTOB C HOpMalu3alueil TeMmIepaTyphbl
Tena K Busuty 3 B BeuepHue yacel B rpynmne MITK
cocrtaBmiio 35 (37,23%) mo cpaBHEHUIO ¢ TPYMITON TIj1a-
e6o — 14 (14,89%) naunenrton (p<0,05).

VY nanuentoB PP-mionynsiuuuy ¢ ucxomHoi teMmepa-
Typoii Tena Gonbine 38 °C, T.e. MpeACTaBISIONIUX MO -
TPyNIy C WMCXOOHO 0ojiee BBIPAXXEHHOMN JMXOPAIKO,
WIIK Takxe mokaszana MpeBOCXOJICTBO IO CPaBHEHUIO
¢ Tanebo B OTHOIIEHWM CPOKOB HOPMAJIU3alluy TeM-
neparypsl Tejla OT MOMEHTa Haudaya JjiedeHus: 49,08 u
(95% AW ot 44,04 no 54,11), 4TO CTATUCTUYECKU 3Ha-
YUMO MEHbIIle, YeM B rpymme Tutane6o — 60,80 a (95%
JW ot 54,16 no 67,44).

Cpennumii  mokasatenb  IlIKambl  OLGHKM — TsDKe-
CTH COCTOsIHUsI OosbHOTO rpunmoM u apyrumu OPBU
Ha Busute 0/Busute 1 cocraBun 10,42+2,56 6Gamia
y nauuenTtoB rpynmnel UITK u 10,93+3,73 6anna y nauu-
€HTOB TPYMIBI TUTale6o0. JInHaMuKa pa3pelieHusT OTaeb-
HBIX CUMIITOMOB PECIIMPATOPHOI WH(MEKIIMN TToKa3aja,
YTO CpeIHMI MoKa3ateb LLIKasbl O1leHKM TSKECTH COCTOST-
Hus K Busury 3 B rpynme MITK coctaBun 5,22 (95% AN
oT 4,69 mo 5,74) Ganna v ObLT CTAaTUCTUYECKU 3HAYMMO
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lenne H.A. u coasm. Knunnueckast 3¢ GeKTMBHOCTb U 6€30MacHOCTb MPMMEHEHMsT UMUIA30IMI3TaHAMM/IA IEHTAHAMOBOI KMCIOTHI Y MALMEHTOB...

Tabauya. KonmuecTBo namuenTos B rpynmax Tepamiu I TT-nomynsimun ¢ onpenesiennsiv BuioM Bupyca OPBU uim rpunmna

WA UX COYETAHUEM

Table. The number of patients in the ITT population therapy groups with a specific type of ARVI or influenza virus or their

combination
Bupyc HUIIK Ilnane6o

ALleHOBHpYC 1(1,05%) 1(1,05%)
AneHoBupyc yenoseka tuna B, C, E 2 (2,11%) 5(5,26%)
BokaBupyc 0 1 (1,05%)
KopoHasupyc yenosexa 3(3,16%) 3(3,16%)
MeTanHeBMOBUPYC 5(5,26%) 2(2,21%)
PecrniupartopHO-CHHIIUTAAIBHEIA BUPYC 5(5,26%) 6 (6,32%)
PunoBupyc yenoseka 18 (18,95%) 19 (20%)
PHK Bupyca rpunmna A 9(9,47%) 10 (10,53%)
PHK Bupyca rpunmna B 2(2,11%) 2(2,11%%)
PHK naparpunma 1 tumna 2(2,11%) 1(1,05%)
PHK maparpumnma 2 tuna 2(2,11%) 0
MeranHeBMOBUpPYC + PUHOBHPYC 2 (2,11%) 0
MerammHeBMOBUPYC + peCIIMPaTOPHO-CUHIIMTHATBHBII BUPYC 1(1,05%) 0
PecrniupaTopHO-CMHIUTHATIBHBIN BUPYC + KOPOHABUPYC 1(1,05%) 0
PecnimpaTopHO-CHHIIMTHATIBHBIN BUPYC + pUHOBUPYC 1(1,05%) 1(1,05%)
PunoBupyc + ageHoBUpyc 1(1,05%) 0
PHK Bupyca [purnma A + pecrmmparopHO-CUHIUTHAIBHBIN BUPYC 1 (1,05%) 1(1,05%)
PHK Bupyca [punmna A + puHOBUpYC YesloBEKa 2(2,11%) 0
MerarmHeBMOBUPYC + KOPOHABUPYC 0 1 (1,05%)
PunoBupyc + agenoBupyc Tuna B, Cu E 0 1 (1,05%)
PHK Bupyca rpunma A + ageHoBupyc timna B, Cu E 0 1 (1,05%)
Bcero nainueHnToB ¢ BUPYCOM 58 (61,05%) 55 (57,89%)

ITauueHTsI 6e3 BUpyca

37 (38,95%) 40 (42,11%)

HIDKE, YeM B TpyIIe Tuialebo, KOTophlii coctaBui 6,21
(95% U ot 5,69 no 6,73) 6amta (p<0,05 wis U-kpurepust
Manna—YutHu). B xone uccienoBaHus He HaOIOaTUCh
OCJIOXHEeHMsI TeueHus1 rpurina u apyrux OPBU.

B xome nccienoBaHus 3aperucTpupoBaHo 15 Hexke-
marenbHbIX sgBimeHuit: 11 (11,58%) y 5 mamueHTOB
rpynnel UTIK u 4 (4,21%) y 3 mamueHTOB TPYIITLI
riane6o. Jlerkoit crenenu Tsxkectu obuin 10 Hexena-
TeabHbIX sBaeHuit (8 mocne npuema MIIK u 2 nocne
npuema manebo). Y 5 meteil HexXenaTelbHbIE sIBJIE-
HUS XapaKTepU30BAJINCh CPETHEN CTETIEHBIO TSIXKECTH
(3 mocne npuema UIIK u 2 nocne mpuema ruiane6o).
CBs3b 8 HEXeNnaTeTbHBIX SIBICHUU C WCCIEIyeMBIM
TpermapaToM KiaccudUIIUPOBaHA WCCIeI0BATEIIMUI
Kak Bo3MoxkHas (6 mocie mpuema MITK m 2 mocie
npueMa Tmanedo) v cBiI3b 7 HEXeTaTeJIbHBIX SIBJE-
HUI C WCCIeqyeMbIM TIperiapaToM Oblla OIlcHEeHa
kak coMmHutenbHas (5 nocue npuema UITK u 2 nocne
npuema raie6o). bonbinast yacts (5) HexenaTeIbHbBIX
SBJICHUM TpENCTaBIsia cOO0U pa3MTWYHBIC TIPOSIBIIC-
HUS Kanuist, 4 — HacMopKa, 2 HeXXeTaTeTbHBIX STBICHUS

ObLTM CBSI3aHBI C 3aJI0KEHHOCTBIO HOca, 2 TpeacTaB-
JISIIA co0oM KecTKoe nbixaHue. OJHO HeXeaTeJlbHOoe
SIBJICHUE TIPEJICTABJISIIO COOOI YMXxaHUe U OJJHO — OCT-
pPYIO pecnMpaTOpHYI BUPYCHYIO MHMEKIUIO cpeaHei
CTeNeHW TsKecTu. B Xxome mcciemoBaHMsa He OBLIO
3apeTUCTPUPOBAHO HM OJHOTO KIMHWYECKU 3Ha4YM-
MOTO HeXeJIaTeJIbHOTO SBJEHWS W HHU OOHOIO CIIy-
yasi JOCPOYHOTO IpeKpalleHUsT y4acTHUsl ITallMeHTOB
B UMCCJIEIOBAHUM BCJIENICTBUE Pa3BUTUS HeXelaTelb-
HOTO SIBJIEHUS U KIMHUYECKN 3HAYUMOTO HeXXeJlaTellb-
HOTO SIBJICHMWS, aCCOLUMMPOBAHHBLIX C MCCIEIYEeMBbIM
npemnapatroM. Kpome Toro, Hu OZHO W3 3apeTUCTPH-
POBAHHBIX HEXEJAaTeJIbHBIX SBJIEHUI HE IIPUBEIIO
K OTMEHE WJIM M3MEHEHHUIO JTO3MPOBKU HCCIIEIYEMOTO
npemnapara. CpaBHUTEIbHBINM aHAJIM3 YaCTOTHI Pa3BU-
TS HeXeJaTeJIbHBIX SIBJICHUM/KIMHUYECKU 3HAYUMBIX
HeXeaTeJbHBIX SBJICHMI, IToKa3aTejell XW3HEHHO
BaXXHBIX (PYHKIIMI, 4aCTOTHl OTKJIOHEHMI IO TTOoKa3a-
TeaIM (PU3NKAILHOTO OCMOTpa He BBISIBUJI CTaTUCTH-
YeCKM 3HAYUMBIX Pa3IMYUil MEXI1Y OCHOBHOM TpyTIMION
U 1aaieto.
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0GcyxaeHue

Paszsutue OPBU y nereit panHero Bo3pacta ¢ pusno-
JIOTUYECKN He3aBepIIeHHBIM (DOPMUPOBAHUEM CUCTEMBbI
WMMYHUTETa pa3BopaynBaeTcsl Ha (D)OHE OTHOCUTEIbHOM
HEIOCTaTOYHOCTM MECTHOTO M CUCTEMHOTo T-KieTou-
HOTO OTBETa U pealu3aldi KOMIIEHCATOPHBIX MEXaHW3-
MOB MECTHOTO HeCTelMMUYECKOTo, a TakKe MECTHOTO
U CUCTEMHOTO TyMOPaJIbHOTO 3BeHbeB MMMyHUTeTa [3].
B nerckoit monynsunu HecrielU(PUUIECKUl JTOKATbHBII
nMMyHHBII oTBeT Ha ¢doHe OPBU xapakrepusyercs
HaKOIJIEHUEM B CJIM3UCTON O0OJOUKE MO BCEW MJIMHE
pecrnupaTopHOro TpakKTa aKTMBUPOBAHHBIX 303MHO-
¢bunoB, TPOAYLUPYIOIIMX TPOBOCHAIUTENIbHbIE (DaK-
Tophl JeiikoTpueH C4, 303MHOMUIbHBIN HEWPOTOKCUH
(eosinophil-derived neurotoxin, EDN) 1 s03uHOdMIBHBII
KaTUOHHBIN Oenok (eosinophil cationic protein, ECP) [4,
5, 22, 23]. CucremMHasi UMMYHHasl peakiiusi COITpOBOXK/Ia-
eTcs 0oJjiee BBICOKMM, Y€M Y B3POCJBIX YPOBHEM IIpO-
BOCTIAIUTENbHBIX 1TUTOKMHOB IL-4, 1L-6, IL-8 u IL-13,
YTO MPUBOJAWT K aKTUBALMM TpoaTonuyeckux T-xesre-
poB BToporo tuma (Th2) [7, 24—26], 0OycIOBIMBAIOIINX
yCUJIeHUMEe WHTOKCHUKallMoHHOro cuHapoma mipu OPBU
u ¢hopMUpoBaHKUE CeHCUMOMIu3auu. M3BecTHo, 4To Tipu
nHUUMpPOBaHUN JeTeil B Bo3pacTe oT 1 mec a0 8 jer
pecrMpaTopHbIMU BHUpYCaMU MOXET HaOIomaThCcsl CHU-
>KEHUE MPOAYKIIMU MPOTeKTUBHOrO uHTepdeponHa [FN-y
[24, 27, 28], oOycioBauBaIlee ITUTeIbHBII 1 MTHTEHCUB-
HbII1 MHQEKIIMOHHO-BOCIIAIUTEBHBIN TIPOLIECC, B YacT-
HOCTHU TIPYU MUKCT-BUPYCHBIX MHGbeKkuusx [12, 13].

B nmaHHOM nBOWHOM cClleTIOM paHIOMU3UPOBAHHOM
MJ1a1e00-KOHTPOJIUPYEMOM KJIMHUYECKOM UCCIIe0Ba-
HUM TIpoBeleHa oIeHKa 3(pQGEeKTUBHOCTM M 0Oe3oIrac-
Hoctu MTTK B Bo3pacTHOI MOMyIsiuyy y neteit 3—6 Jert.

B 3Tmonoruueckoii CTpyKType BO30yauTeseil Hau-
0oJiee yacTo y MalMEeHTOB B 00EMX TPYIIax OOHapyXU-
Bajvch puHOBHUpYyC — Y 18 (18,95%) manmeHTOB B TpyIIITe
HIIK u 19 (20%) mamueHTOB B TpyIIle Iiane6o, BUpYyC
rpurma A — y 9 (9,47%) naumentoB B rpynme MITK
n 10 (10,53%) narmmenToB B Tpymre maie6o. [Tpu atom
y 9,47% manmenTtoB B rpynme UIK u 5,26% manneHTOB
B TpYIIMe 1j1aiedo 0JHOBPEMEHHO BBISIBIISIIU HECKOJIBKO
TUIIOB BUPYCOB. 3aperucTpMpoOBaHbl CIEIYyIOIIMe Ccove-
TaHUs BO30OymuTesieli: BUpyC Trpunmna A + pecriuparop-
HO-CUHIIMTUAJIbHBII BUPYC, BUPYC Tpurmma A + pHUHO-
BUpYC, BUpYyC rpurina A + aaeHOBUPYC, KOPOHABUPYC +
+ pecnupaTopHO-CUHIIUTUATIBHBIN BUPYC, KOPOHABUPYC +
+ MeTartHeBMOBUPYC, MeETaliHEeBMOBUpPYC ~+ pPUHO-
BUpPYC 4YeJloBeKa, METalTHeBMOBUPYC + pecrnupaTOpHO-
CUHIIUTUAIBHBINA BUPYC, PECTTUPATOPHO-CUHIIUTAATBHBIN
BUpYC + PUHOBUPYC, pUHOBUpYC + aneHoBupyc. Takum
o0Opa3om, ipuMeHeHue u otieHKa a¢dekrtoB UITK nzyya-
JINCh B YCJIOBUSIX T€TEPOTeHHON BUPYCHOI MaJIMTPhI, OTpa-
KaloIlei peanbHYI0 TMPAKTUKY C OTrpaHUYEHHBIMM BO3-
MOXHOCTSIMU TUITMpOoBaHus Bo3Oyauresnst OPBU.

Boicokyto  knmHuueckyio addekruBHocts  UTTK
B OTHOUIIEHUM CKOPOCTM KYMHPOBAHUS JIMXOPATOYHOTO

B MOMOLLIb TPAKTUYECKOMY BPA4YY

CHHIpOMA IEMOHCTPUPYET pa3HUIIa CPETHUX CPOKOB HOP-
MaJli3alluM TeMIIepaTyphbl Tejla OT MOMEHTA Havaja Jieue-
Hus B rpymme MITK w miane6o, cocrasisionias 18,56
(95% OW ot 10,84 mo 26,28). B rpynme UTIK 1o cpaBHe-
HUIO ¢ TIanebo yxke K YTPeHHUM YacaMm 3-X CyTOK Tepa-
My Habmoxanachk B 2,5 pa3a Ooblas J0s MallieHTOB,
Y KOTOPBIX JIOCTUTHYTA CTOMKAasi HOpMaJIM3aliusl TeMIiepa-
TYpHI TeJia 10 3aBepiieHus nepuoaa HaomoaeHus (p<0,05
ISl IBYCTOPOHHETO TOUHOTO Kputepus duirepa). Perpecc
KaTapaJIbHBIX TIPOSIBJICHUI W CUMIITOMOB MWHTOKCHUKAIIUN
npu nipumeHeHun MITK Ttakke 3HAYUTENIBHO YCKOPSIICS
npu otieHKe 110 [IKase oleHKU TSKeCTH COCTOSTHUST 00JTh-
Horo rpunmom u apyrumu OPBU: x 3-M cyTkam Tepanuu
B rpynne UITK cpenHuii mokasaresab coctaBui 5,22 6auia
1 ObUI CTAaTUCTUYECKM 3HAYMMO HUXE COOTBETCTBYIO-
1IeTo TmoKasaress 6,21 6aia B rpyIine iaiebo, Tpy 3TOM
B rpynrie WMIIK HaGmomanochk NprUMepHO ABYKPAaTHOE
YMEHbIIIEHUE CpelHeil BeIWYMHBI JAHHOTO ToKa3aTelist
MO CPaBHEHUIO C UCXOJHBIM 3HAUEHUEM JI0 Hayajia Tepa-
nuu. Ha mpotskeHuu niepuona tepanuu nperapat UITK
Takke MPOJAeMOHCTPUPOBAJ MPEUMYIIECTBO TIPY CpaBHE-
HUU ¢ TUIaiedo Mo CAeAyIIIMM BTOPUYHBIM KPUTEPUSIM
9 GEKTUBHOCTH: CPOKU YMEHBIIIEHUS IUXOPaIKW, CPOKHU
HOpMaM3aly TeMIlepaTypbl Teja OT MOMEHTa Hadajia
JIeYEHUs, U3MepsieMble B 4Yacax; CpeaHsisi TeMreparypa
Tena K Busurtam 3, 4 m 5; moig manmMeHToB ¢ HOpMaJIu-
3alMeil TemIieparypsl Tejla K Buswram 3, 4 u 5; cpen-
Huii mokaszatenb LlIkanbl OLIEHKM TSKECTU COCTOSTHUSI
6osibHOTO Tpunmom u apyrumu OPBU x Busuram 3 u 4.
AHanM3 TIOJNyYEeHHBIX JAHHBIX TTOKa3bIBaeT YCTOWYM-
BYIO COIJIACOBAHHOCTb AWHAMUKU OTIENIbHBIX KIMHUYE-
ckux adgdexkro MITK, a mocturHyroe craTMcTuyecku
3HaunMoe pasznuuue mexmay rpynmnoin MITK u mnane6o
0 CpeIHeMY 3HAaYeHNIO CPOKOB YMEHbIIIEHHSI ITOKa3aTeJIst
IIIxanabl OLIEHKU TSKECTH COCTOSIHUSI OOJIbBHOTO TPUTITIOM
un apyrumu OPBU no 2 GannoB mipu yclioBUM Haaudust
He 6oJjiee 1 Gasiia 1Mo OTAEIbHBIM TO/IIIIKAIaM U TIPU OTHO-
BpeMEHHOI HopMasiu3aiuu temrnepatypsl Tena (p<0,05)
CIykuT monTBepxaeHuem rpesocxonctsa UITK mo cpas-
HEHUIO T1J1a11e00 B OTHOIIIEHUU YCKOPEHUsI CPOKa MOJIHOTO
BBI3IOPOBIIEHUST pebeHKa, (pakThuueckn K 3—4-M cyTkam
OT HavaJja JeUeHMUsI.

B xone nccnenoBaHust He 3apeTUCTPUPOBAHBI OCTOX-
HeHMs1 TeyeHus rpunma u apyrux OPBU. Tlpemapar
UIIK B cyTounoii no3e 30 MT 006J1agaeT XopomnM Ipodu-
JieM 6e30TacHOCTH Y TTALIMEHTOB B BO3pacTe OT 3 110 6 JIeT.

Takum o0Opa3oMm, B WUCCIeAyeMO# TIpyrre [aerei
3—6 net UITK 3apekoMeHmoBa cedst Kak 3¢ (HeKTUBHBII
u Ge3omnacHbIi Tiperapat B ycioBusx OPBU rereporen-
Hoit ipuponsl. B cBsizu ¢ atum Bkmouenue UITK B apce-
HaJl TIPOTMBOBHUPYCHBIX TIpErapaTtoB Uil MPUMEHEHMUSI
y AeTell paHHero Bo3pacta npu rpumnie u OPBU asis-
eTcst 000CHOBAHHBIM € KIIMHUYECKUX MO3UIIAI 1 XOPOIIIO
coryjacyercsi C paspabaTbiBaeéMbIMU  KOMILIEKCHBIMU
MOAXOHAMU Teparuy, YYWUTHIBAIOIIUMU BHYTPEHHHE
U1 BHelIHUe (haKTOpPhI ISl OLEHKU TPOrHO3a pPa3BUTUSI
BUPYCHOT'O MH(MEKIIMOHHOTO TIpoliecca U A0JITOCPOYHbBIX

POCCUVICKVI BECTHUK MEPUHATOJIOMN U MEANATPUM, 2020; 65:(6)

172

ROSSIYSKIY VESTNIK PERINATOLOGII | PEDIATRII, 2020; 65:(6)



lenne H.A. u coasm. Knunnueckast 3¢ GeKTMBHOCTb U 6€30MacHOCTb MPMMEHEHMsT UMUIA30IMI3TaHAMM/IA IEHTAHAMOBOI KMCIOTHI Y MALMEHTOB...

MOCJEeCTBUI 3a00JIeBaHUs, C UCIOJIb30BAHUEM MPOTU-
BOBUPYCHBIX, MPOTUBOBOCITAJIUTEbHBIX CPEACTB U APY-
TUX TPYII TPOTUBOMUKPOOHBIX MperapaToB.

3akntovyeHue

ITporuBoBupycHsbiii mnpenapatr WITK B cyrouHoit
nosze 30 Mr mpoIeMOHCTPUPOBA BBICOKYIO 3(PdeKTuB-
HocTh B ieueHun OPBU pasznuuHoit aTMONOrMN y neTei
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SHEPI A MATEPUHCTBA - BMECTE Bbl MOXETE BCE!

cnpeﬁuﬂ;'r.gf’”" CMeCU H3HHM®

HQ OCHOBE UEAbHOro KO3bero
MoAOKa u3 HososU 3eAaHguu

MpupogHasa BuoAoruyeckasn
6AU3OCMb K rPYQHOMY MOAOKY,
COXPQHEHHAA YHUKQALHOU
Bepe>kHoU mexHoAorueu
aganmayuu

AMA/\TE;'® - HOMYPQABHQA HYMPUMUBHAA NOQQEP>KKQ MOMbI B NepUOg
6epeMeHHOCMU U KOPMAEHUA rpygblio

Jlyywee nutaHue AnA mnageHua — rpyaHoe mMonoko. fepen BBefeHVeM NpUKopMa MPOKOHCYNbTUPYATECh CO CneuuannucToM. AganTMpoBaHHble CMecu Ha OCHOBE HaTypanbHOro
HOBO3e/aHACKOro Ko3bero Mmosioka HOHHW 2 ¢ npebuoTtukamu pekomeH[oBaHbl K ynoTpebneHuio AeTam oT 6 MecALeB Ao 1 roga. Peknama. ToBap cepTUQULMPOBaH.



