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IOBUJIEN

50 et co 1Hs ocHOBaHuUS NeauaTpudeckoro gakyasrera OpeHOYPrckoro rocyaapcTBeHHOro

MCIUIUHCKOr0O YHUBEPCUTETA

50 years since the founding of the Pediatric Department of Orenburg State Medical University

2020—2021 yuyebHOM romy wucnoyHsgerca S50 Jer

CO JIHS OCHOBAHHUS TeaMaTpUYecKoro QaxynabreTa
OpeHOYprcKoro rocyapcTBEHHOTO MEIUIIMHCKOTO YHU-
BepcuTeTa. DTOT 100MJieit — 3HAKOBOE COOBITUE JIJISI MEIU -
LIMHCKOU oO1iecTBeHHOCTH Poccuu, 3TO HaKOMJIEHHbBII
OTBIT TMOKOJEHUN, KOTOPBIi BMECTUT B ceOsl ClIaBHbBIE
CTPaHUIIBI CTAHOBJIEHUST U Pa3BUTHSI OTHOTO U3 KPYITHE -
mux By30B Poccum.

Y WCTOKOB OTKPBITUSI TeANATPUIecKoro (akyasreTa
CTOSUTM K.M.H., noil. A.Jl. lllaiikoB (pektop OpeHOyprckoro
TOCYIapCTBEHHOTO MEIUIIMHCKOTO WHCTUTYTAa) W K.M.H.,
not1. JI.®. Epemenko (mmpopekTop 1o yuebHoii pabote). 3Ha-
YUTENbHBIN BKJIal B OpPTaHU3AIMIO W CTAHOBJIEHUE Tienua-
TPUYECKOTO (haKybTeTa BHECIU PEKTOPHI — I.M.H., TIpod.,
akagemuk PAH O.B. byxapuH, n.M.H., ipod. A.A. JleGenes,
I.M.H., mpod. C.A. [1aBnoBuues, a.M.H., ipod. B.M. Boes,
I.M.H., ipod. U.B. MupomHu4eHKO U MepBble JAeKaHbl
K.M.H., gou. b.A. Cennukos, a.M.H., ipod. [.I1. Bonma-
PEHKO ¥ 1.M.H., Tipod. B.A. Apxupeesa.

OcHoBaresieM 1 TepBBIM 3aBeayomuM (1973—1989 rr.)
npoduabHOit  Kadeapoil  (pakyabTeTCKOM  TeauaTpuu
C TIPOTIEeAEeBTUKOM JeTCKMX OoJie3Heil cTayia M.M.H., pod.
B.A. ApxupeeBa; ¢ 1989 1. mo HacTosiiiee BpeMs 3Ty Kade-
Ipy BO3IJABISET I.M.H., pod., 3aci. Bpau P® AnpOuHa
AnexcaHnnpoBHa BsinkoBa. Kadenpy rocrnuranbHoi neaua-
TPUU BO3TJABUIU I.M.H., ipod. M.H. Paxmanosa (1975—
1987 tr.), n.m.H., ipod. B.A. Apxupeesa (1989—2000 rr.),
I.M.H., pod. M.A. Ckaukosa (¢ 2000 . mo H.B.). Kade-
Ipa AeTckoil xupypruu Bosmiasasuiach noi. FO.I. 3yeBbim
(1975—1976 rr.), nou. B.B. Mauntoroii (1976—2007 rr.), goi.
A.M. CynapeBbsim (2007—2008 1), mou. M.B. AdbykoBsiM
(c 2008 r. mo H.B.).

Kadenpa monuknmHudeckoil neanatpuu ObLIa OpraHU-
3oBaHa B 1987 1., kadenpoii 3aBenoBanu npod. M.H. Paxma-
Hosa (1987—1988 rr), mpod. B.B. Yrenuna (1988—2003 rr.),
npo¢d. T.H. IMaBnenko (2003—2010 rr.). B 2010 . xadenpa
BOILIIA B COCTaB KaeApbl TOCIUTATBHON TIeIUaTPUM.

Kypc merckux mHMEKIIMOHHBIX OOJIe3HEN OpraHM30BaH
¢ 1 cenrsiopst 1974 . Kypcom 3aBenosanu goir. O.D. JIoBxkuk
(1974—1977 rr.), nou. K.A. TMonsikos (1976—1977 rr.), nou.
0. 1. Karan (c 1978 1.). B 1993 . oTKpbITa Kadeapa IeTCKUX
uHpexkmii (3aB. — A.M.H., Tipod. Jlrogmuna AjekceeBHa
Jlutsiesa). B 2010 . ata Kadenpa Boiia B cocTaB Kadeapbl
SMUIEMUOJIOTUY Y UH(DEKIIMOHHBIX OOJIe3HEeN.

1970—2020 rr. — 2TO roIbl MHTEHCHUBHOW MOATOTOBKHU
BBICOKOKBATM(PUIMPOBAHHBIX HAay4YHBIX KaIpoOB Ha TpoO-
GuIbHBIX nieauaTpuyeckux Kadeapax OpeHOYprcKoro rocy-
NapCTBEHHOTO MEAULIMHCKOTO MHCTUTYTA (MTO3AHEe YHUBEP-
curtera, OpI'MY). BoinonHeHo 6ojiee 100 auccepTallMOHHbBIX
Hay4HBIX UcclieAoBaHMi (88 KaHAMIATCKUX U 13 JOKTOPCKUX
auccepraluii), c@opMUpoBaHbl Hay4yHble HaIpaBJIeHMUS
B MeIUATPUMU.

Benyniee HayyHoe HampaBiieHUME HaydHO-Tenaroruye-
cKoil meauarpuueckoit mkonbl OpI'MY — knuHuyeckas
U TPEeBEeHTUBHAs HeMpPoJorus AETCKOro Bo3pacTa, KOTO-
poe ¢ 1990 r. pazBuBaeTCsl MO PYKOBOACTBOM J.M.H., TTpod.
A.A. BsuikoBoit. Co3naHa opraHu3allMOHHasi TpexaTaliHas,
MHOTOYPOBHEBasi CHCTEMa OKa3aHUsl CIeLMaIM3UPOBAHHOM
Hedposiornyeckoit momoliu netsiM OpeHOyprckoii o6i1acTu,
OTKPBIT PETMOHAJbHbBIN HAayYHO-AMArHOCTUYECKUI NETCKUI
Hedposorndyeckuii 1eHTp (Ilpuxkasz I'Y30 OpeHOyprckoit
o6mactit Ne20 ot 16.01.2003 ).

HayuyHo-nenaroruyeckass mneaumaTpuyeckas IIKoJa
OpI'MY —3T0 KOJUIEKTUB €AMHOMBILIJICHHUKOB, UMEIOLLIUIA
YCTOWYMBbIE TPAAULIMU U MPEEMCTBEHHOCTb MOKOJEHU,
3aBOEBaBIINI M3BECTHOCTh BBICOKMM YPOBHEM ITOATOTOBKH
CMENMAINCTOB U HayYHBIX KaJPOB BBICIIEH KBaauUKALIAN,
a Takke HayYHbIMU UCCJISIOBAHMSIMM TTO TTATOJIOTUU JIETCKOTO
Bo3pacta. HayaHbIil pyKOBOIUTEH TIeNUATPUISCKOM IITKOJTBI
OpI'MY npod. A.A. BssikoBa HarpaxieHa MOoYeTHOU rpamo-
toit [pesunenTta PD «3a 3aciyru B pa3BUTHM 31paBOOXpaHe-
HMsI, MEIMIIMHCKOM HayK ¥ MHOTOJIETHIOIO TOOPOCOBECTHYIO
paboty» (Mocksa, Kpemib, 8 ¢eBpanst 2017 ).

Ileaunarpuueckuit  dakyasrer OpI'MY  1mmpoko
COTPYAHWYAET C BEAYIIMMU BY3aMU U TIeAMATPUICCKUMU
HeHTpaMu Poccuu, mpuHUMas akTUBHOE ydyacTue B €BpO-
MEeNCKUX, eXEeTOMHBIX BCEPOCCUMCKUX KOHTpeccaX, MeX-
PETHOHAJIBHBIX U PETMOHAIbHBIX KOH(MEPEHIUIX Teaua-
TPOB U JETCKUX MHMEKIMOHUCTOB (MOAEPATOPHI, YCTHBIC
noxnanel; puc. 1—3). CoTpynHUKU aKyJabTeTa BXOIST
B COCTaB peAaKIIMOHHBIX KOJIJIETMH W COBETOB HayYHO-
MPaKTUYECKUX KYPHAJIOB IS TEAUMaTpOB U JETCKUX
UHGEKIUOHUCTOB.

TTpodeccopcko-npenogaBarenbckuii Kojuiektus OpI'MY
aKTMBHO yYacTBYeT B HayYHBIX ITOMCKaX, HaIlpaBJICHHBIX
Ha najbHeilee pa3BUTHE BBICIIETO TMPO(ECCHOHATHLHOTO
o0pa3oBaHUsI M JETCKOTO 3APaBOOXPAaHEHMSI TI0 BEMYIIUM
pasznenaM  TiequaTpuu:  HedPOJOTUU, IYIBMOHOJIOTUH,
aJUIeprojIoTUN, TPOPUIAKTUIECCKON TeauaTpuu. BhImyck-
HUKU TIeauaTpudeckoro (akynerera Tpyasarcs B OpeH-
Oyprckoit o0ylacTi, a TakKe BO MHOTHX pPETrMOHAaxX Hallei
CTpaHBI W 3a ¢¢ MpeaeiaMi B YUPEXKICHUSIX MTPAKTUIECKOTO
3IpaBOOXPAaHEHMSI, HAYYHO-HUCCIIEIOBATETbCKIUX MHCTUTYTAX,
Ha Kadeapax BeICIINX YIeOHBIX 3aBeIcHNI. MHOTHE BBITTYCK-
HUKU (aKysnbTeTa, JOCTUTHYB BBICOKHX IPO(MeCcCHOHATb-
HBIX YCIIEXOB, OCTAIOTCSI TIPpeIaHHBIMU CBOECH Tpodeccuu.
JeaTeTbHOCTh COTPYIHUKOB IEIUAaTPUIECKOro (hakysibTeTa
B OXpaHe 3I0pPOBbs JIETei COOTBETCTBYET CAMBIM BBICOKUM
CTaHIApTaM OKa3aHUS MCOUIIMHCKON JIe4eOHO-TUAarHOCTH-
YecKoil momoInu. Beicokmii mpodeccuoHaIu3M COTPYIHU-
KOB TNeauaTpuiyeckKux Kadeap, riyookune 3HaAHUS U JII0OOOBb
K TIoIpacTarolieMy ITOKOJCHUIO HEOOXOIMMBI IS TOTO,
YTOOBI IETU POCITH 3IOPOBBIMU, CITOCOOHBIMU BUACTH HAII
OKPYKaOIIINi MUP BO BCeX KpacKaxX v ObITh CYACTIMBBIMM.
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50 et co IHsT OCHOBaHUSI TIeANaTpIIeckoro dakynsrera OpeHOYPrecKoro rocynapcTBEHHOTO MEIUIIMHCKOTO YHUBEPCUTETA
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Puc. 1. Mexnynapoanas mkosa nerckux Hedposoros mon srunoit ESPN u IPNA (1997 r.)

Puc. 3. Bceepoccuiickasi HAyYHO-TIPAKTHYECKAS KOH(epeHIHs: ¢ MeXIyHApoaubiM ydactuem <«Ileamarpus
Oy/yIero: MHHOBAMOHHbIE T€XHOJIOTHH JUATHOCTUKH, MPOGIIAKTUKH ¥ JedeHus B nequarpun. [IIkoasHast
M YHUBEPCUTETCKAsA MeauIHa», Openoypr, 2017 1.

]_[pI/IMI/ITe UCKPCHHUE IO3ApaBJICHUA OT MCAUIITMHCKOI'O HUA U YBEPECHHOCTHU B 3aBTpalllHEM OHE. ]_IYCT]) CXKCIHEBHBIM

coobriecTBa Harmieil crpaHbl. ’Kemaem 310pOBbsS M OITH- MOIAPKOM JIJIST KOJUIEKTMBA CTAHYT YJIBIOKW HAIIUX JeTeid,
MU3Ma, PodecCUOHATBHBIX YCIIEXOB, COXPAaHEHUs W TIPH- KOTOPBIM BBl TapUTE PaIOCTh 3M0POBOI KU3HU. Bynere 31m0-
YMHOXEHUST HAyIHBIX TPAAWIIUN, TBOPYECKOTO BIOXHOBE- POBBI, 6JIATOTIONYYHBI M CYACTIIMBBI.

Pedakuyus scypnana « Poccuiickuil 6ecmuuk nepunamonoeuy u neduampui» npUcoeouHaemcs

K nosopasaenusm koarekmuea OIbOY BO «Openbypeckuii 2ocyoapcmeeHHblil MeOUyUHCK UL
yuueepcumem» M3 PD ¢ 50-remnum robunseem neduampu1eckozo gaxyibmema u iceaaem 0aibHel -
WUX YCNexoe8 6 e2o npogheccuoHanbroll desmenvHocmu!
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IOBUJIEN

TATOYEHKO Baaauvup Kupuianosuu (x 90-1eTuio co 1Hg poxKaeHUs)

Braguvup KupwinoBuu TaToueHKO — TJIaBHBINA HayIHBII
COTPYIHUK OTIAENIEHHUs MyJIbMOHOMIOTMK U aieprogoruu HUU
neauatpu HaluMoHaJbHOrO MEIMIIMHCKOTO MCCJIeN0BaTeb-
CKOTO LIEHTpa 310pOBbs neTeit M3 PO,

Braguvmup Kupwinosuu pomwics 23.03.1931r. B cembe
arpoHoma u nenuatpa. B 1954 r. oKOHUWI ¢ OTJIMYMEM Meaua-
tpuueckuii daxynsrer Broporo MOJITMU u Obut 3auncieH
B KIMHWYECKYIO opauHaTypy WMHcturyra memmatpuu AMH
CCCP. Ilocne ee okoHYaHMs paboTaql B JIOKHOCTU MJaa-
niero, ¢ 1961 & — crapiiero Hay4YHOTO COTPYIHUKA MYJIbMOHO-
JIOTUYECKOTO OTHeNeHus, a ¢ 1976 I. Bo3mIaBiIsl MHMEKIIMOH-
Hoe (¢ 1989 . — oTaeneHue OCTPbIX peCUPATOPHBIX UHGMEKUMI
C TPYMIIOif XPOHUUYECKUX OPOHXOJIETOYHBIX 3a00eBaHuit), ¢ 1999
o 2007 . — muarHocTrdeckoe otaeneHue, ¢ 2007 . — TJIaBHBIA
Hay4YHBIN COTPYIHUK OTACJICHUS MyJIbMOHOJIOTUU U aJlIeProJio-
ruu HUW nenmnarpum HaunoHalbHOro MEIMLIMHCKOTO MCCle-
JIOBATEJILCKOTO LIEHTPa 310pOBbs aeTeit M3 PO.

KanaupaTrckyio aucceprauuio Ha Temy: «bpoHxonerouHbie
MOopaxkKeHusl IpU MEPBUYHOM TyOepKyse3e y Jereil» (HaydyHbIi
pykoBoautesb — npod. U.B. Llum6aep) 3ammrun B 1959 ., nok-
TOPCKYI0 — «3I0pOBbE IETCKOTO HACEJICHUST U MPOOJIeMbl 31pa-
BooxpaHeHUs1 MHauu» (HaydHblil KOHCYIbTaHT — Tipod. FO.I1.
Jlucuupiv) — B 1968 r . B 1977 . Bnanumup KupusioBuy mojy-
4yuJI 3BaHKe npodeccopa.

Tpyasr B.K. TaToyeHKO oOXBaTbIBalOT TaKWe pa3leibl,
Kak JETCKOW TyOepKysie3 M IyJIbMOHOJIOTHS, HETCKUEe WH(bEK-
LIMM ¥ BaKLIMHOJIOTHsI, COLMabHas TIeAUaTpust U MEKIyHapoI-
Hoe 3apaBooxpaHeHue. OCHOBHbIE pabOThl: BpoHxoJerouHbII
TyOepkyae3 y nereil paHHero Bospacta (1970); IMHesmockie-
posel y neteit (1971); MykoBucuunos y neteit (1974); bonesnu
opraHoB JbixaHusi y aeteii (1987); Octpble MHEBMOHUM Yy JeTeil
(1994); BakuumHomnpoduiakTuka TIpU HAPYLIEHUU 300POBbSI
(2001); Menuatpy Ha kaxapiit neHb (2012) u ap. [Mpodeccopom
B.K. TaToueHKo ObLIa JaHa HOBasl TPAaKTOBKA MIEPBUYHOIO TyOep-
KyJe3a, XpOHUYECKUX HecrnelrbudecKrux 3a00IeBaHUi JIETKUX,
Ha COBPEMEHHOM YpOBHE M3ydeHbl cTpykTypa OP3, stuonorus
M KJIMHUAYECKass KapTUHAa TMHEBMOHUN W OPOHXMTOB, co3naHa
HoBasi KiaccuduKalusg OSTUX 3a00JIeBaHUI U pa3pabOTaHbI
palMoHalbHbIe CXeMbl Tepanuu. MM BHempeH MeTon ObICTpOit
BBIIIUCKHU JIETEU ¢ peCrIUPATOPHON MATOJIOTMEM, YTO MO3BOJIMIO
pPE3KO CHU3UTHh YacTOTy HO30KOMHUATbHBIX WH(MeKumii. Bxan
B.K. TaToueHKO B IETCKYIO IyJIbMOHOJIOTHIO OTMEUEH N30paHueM
€ro B WIeHbI 001IIeCTBa NeANaTpOB-TyJibMoHO0roB MPI.

Bnragumup KupuuioBuu — OAMH M3 TeX, KTO CTOST Yy
MCTOKOB M3YYEHMS] CUHApPOMa MajbabCcoOpOLIMK y IeTell U pa3-
paboTKM cxeM JiedeHusl Tpu 3Toil marojoruu B Poccum. Ero
3aCJIyroi  SIBJISIETCSI COBEPLIEHCTBOBAHME W  paclIMpeHue
KajeHaapss umMMmyHonpodwmwiaktuku Poccun. O6ocHOBaHHBIE
MM BO3MOXHOCTU COKpAIIeHUsT MPOTUBOTIOKA3aHUII U COBME-
LIEHUS TTPUBUBOK TMO3BOJIMIN PE3KO MOBBICUTH OXBAT AETCKOTO
HaceJeHUs, OCTAHOBUTD 3MUAEMUI0 TU(PTEPUN U JIUKBUIUPO-
BaTh MOJIMOMUEITUT.

B.K. Tarouenko ¢ 1962 no 1965 r. paGoTas B KauecTBe MEIr-
uuHckoro coBerHuka Otaenenuss KOHUCE® B KOro-ocrtou-
Hoit Azun. C 1968 1o 1986 1. oH coBMeIan KIMHUYECKYIO paboTy
C PYKOBOJICTBOM OT/eJla MEXIYHapOIHOTO 371paBOOXPaHEHMS
HUWW conmanbhoit turuensl uM. H.A. Cemanko, ObLUT COBETHU -
koM gaeneraunu CCCP Ha ycraBHBIX ceccusix BO3. B kauecTse

yjieHa rpymibl 9kcreptoB BO3 ¢ 1967 o 1997 r. npuHsI yyactue
oosiee yeM B 50 3acemaHusix KoMUTETOB 3KCMEPTOB M HAyYHBIX
rpynn BO3, MHOTOKpaTHO Bble3Xas B cTpaHbl EBporbl 1 A3uu
B KauecTBe KoHcynbsranta IOHWCE® u BO3 mig momorniun
B pa3paboTKe MporpaMm MO OXpaHe MaTepMHCTBA M JETCTBA,
IUTAaHUPOBAHUST CEMbM, UMMYHU3AIUN; B TedeHUe 28 JIeT peaak-
TpoBan pycckoe uznanue bromierens BO3. C 1993 mo 2004 &
B.K. TaToueHKO — wieH KOMHUTeTa COBeTHUKOB EBporieiickoro
6topo BO3 no PacuimpeHHoii rnporpaMme MMMYHU3aLUU; €ro
BKJIaJl B JIMKBUAALIMIO MTOJIMOMUEIUTA B PETMOHE OTMEUYEH CIie-
uaabHbIM CepTuduKaToM.

Bragumupom KupuiioBruem HanucaHo (YaCTUYHO B COaB-
TopcTBe) Oosee 250 HaydHBIX paboOT, B TOM yucie 24 MOHOTpa-
¢un, 8 pykoBOACTB, 7 CIPaBOYHMKOB (BbllIeaiux 26 u3ma-
HMSIMU), MHOTHE U3 KOTOPBIX — HACTOJIbHbIE KHUTH TEIUaTPOB.
IMon ero pykoBOACTBOM B JIeYeOHYIO pabOTy WHCTUTYTA U BCEit
CTpaHbl BHEAPEHbl HOBBIC MPUOPUTETHBIC METOMIbI JAMArHO-
CTUKM W JIEUEHUsI, OH COABTOP BCEX OCHOBHBIX METOIMYECKUX
peKoMeHIauuii Mo IMyJIbMOHOJOTMM M BaKUMHOMpoduiIak-
THKE, U3IaBaBIIMXCS 3a nocaeanue 30 JieT. Ycrexy BHEIpEeHUs
B MPAKTUKY BO MHOTOM CITOCOOCTBYIOT €0 MHOTOYMCIIEHHbIE
CeMUHapbl U JIEKIIMU MPaKTUYeCKU BO Bcex pernoHax Poccuu,
a TaKXXe B CUCTEMe TeJIeMEIUIIMHbBI; OHM BCETa COOMPAIoT 60JIb-
LIYI0 ayIUTOpUIO crielaaucToB. Biragumup KupuaioBuu mpo-
JTOJIKAET BBITIOJHATE OOJIBIION O0bEM JIeueOHON M KOHCYJIb-
TaTUBHOU paboThl. [Tox pykoBomcTtBom mpod. B.K. TaTouenko
BbIpOCJIa 0OJIbILAsE TPYIINA YUYeHBbIX — 16 TOKTOPOB M 72 KaHIU-
Jata MEIULIMHCKUX HayK, OOJIBIIMHCTBO U3 HUX aKTMBHO pabo-
TaloT B pa3HbIX Toponax Poccum u gpyrux crpan CHIL

MHuoecouucnennvie yueHuKu, 0py3vs U Koate2u jHceaarm
Baadumupy Kupunnosuuy baaeononyuus, Kpenkozo 300poebs
U HOBbIX ceepuieHUll Ha nonpuuje 6opbObl

¢ 3a001e6anUAMU 0eMCK00 803DACMA.

Pedkonneeus acyprana npucoedunsiemes Kk no3opasieHusm
H00UAAPA U Jicenaem aKmueHo20 004204emusi U MEopHecKux ycnexos!
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MNEPEOBAS

BHe0oJIbHMYHBbIE THEBMOHUHU y neTeﬁ - leOﬁJIEMbI N penieHuAa

B.K. Tamouenko

DAY «HaumoHanbHbI MEOUUMHCKWI NCCief0BaTeNbCKNN LLEHTP 340Pp0Bbs AeTei» MuHagpasa Poccun, Mockea, Poccusi
Community-acquired pneumonia in children — problems and solutions

V.K. Tatochenko

National Medical Research Center for Children’s Health, Moscow, Russia

ITHeBMOHUS Y /ieTeii OCTAETCS OJHMM U3 YACTBIX TSRKEJbIX 3200J1€BAHHMI; HECMOTPS HA MHTEHCHBHOE HM3yYeHHe, ee TMArHOCTHKA
Y JieueHHe He JIMIIEeHbI He Bceraa 0J1aronojyyHo pemaembix npooJem. Lleis craTbn — 0003HAYMTD 3TH MPOOJIEMbI U TIOKA3aTh MyTH
HX pellieHHs B HACTOsIIee BpeMsi.

KpuTepuem AMarHoCTMKH MHEBMOHUM SIBJISIETCSI HAJIMYHME JIETOYHOTO MH(UIBTPaTa HA peHTreHorpaMme. BHeGoIbHIYHDbIE THEBMOHUN
yaie BCEro BbI3bIBAIOT MHEBMOKOKKU M MUKOILIA3MA; PeCMPATOPHbIE BUPYChI, IPUIIN O0bIYHO CJIYKAT (haKTOpaMH, COCOOCTBY-
OIMMH 0aKTepuabHON MH(peKuuu. BbIcOKMii ypoBeHb rumep- M runoJUArHOCTUKH BHEOOJbHUYHOI MTHEBMOHMHU CBSI3aH CO CXOJI-
cTBOM ee cumnToMatuku ¢ OPBU; yuer o0umx Hapymenuii (IPU3HAKOB TSKECTH 00J1€3HU) MO3BOJISIET MOBBICUTH KAY€CTBO JAUATHO-
cTukd. KiuHuyeckasi M peHTreHoJI0THIecKasi KApTHHA IAI0T BO3MOKHOCTb OTIIMYHTH MTHEBMOKOKKOBYIO ITHEBMOHHIO OT ITHEBMOHHH,
BbI3BAHHOW MUKOIIA3MOIA. JIJIsl yaydnieHusi AMArHOCTHKM BHEOOJIbHUYHOM MHEBMOHUM HEOOXO0UMMO MCCJIEI0BATh MAPKePbl BOCHA-
JIeHHUs1 TIPH IEPBOM OCMOTPe 0OJILHOTO, YTO HEBBINOJTHIMO B YCJIOBUSIX IOMOIIU HA JI0MY. PoCT ycTOIYMBOCTH THEBMOKOKKOB K MAKPO-
JIMIaM TpedyeT NpUMeHEeHHs1 AMOKCHIMJLTMHA B MOBBIIIEHHBIX 103aX MPH BHEOOIbHUYHOI MHEBMOHUM ITHEBMOKOKKOBOIA (M HESICHO¥)
3THOJIOTHH, 4 MAKPOJMIOB — TOJbKO MPH aTMNUYHOU nmHeBMoHuMM. IIansmas Tepanus QecTpYKTHMBHbIX MHEBMOHWI, HA3HAYEHUE
CTEPOUIOB MPU METANTHEBMOHMYECKOM IJIEBPUTE MO3BOJISIOT M30€KATh HHBA3UBHBIX BMENIATEIbCTB U MPUBOAAT K XOPOIIeil pena-
Pauuu JIerOYHOM TKAHU.

Karouesvte caosa: demu, 61e001bHUUHAS NHEBMOHUS, NHEBMOKOKKU, MUKONAA3MA, PECRUPAMOPHbIE BUPYCbL, 2PUNN, NeHeHUe.

Ans untuposaHus: TatoyeHko B.K. BHeOOIbHNYHbIE MHEBMOHUM Y AEeTel — npobiemsl n pelueHus.. Poc BecTH nepuHaton n neamarp 2021;
66:(1): 9-21. DOI: 10.21508/1027-4065-2021-66—-1-9-21

Pneumonia in children remains one of the most serious diseases. Despite intensive study, the diagnosis and treatment still present a
variety of problems. The article is aimed to identify these problems and show the ways of their solution.

One of the criteria for the diagnosis of pneumonia is pulmonary infiltrate on the X-ray image. Community-acquired pneumonia
is often caused by Pneumococci and mycoplasma; respiratory viruses, influenza usually serve as contributing factors for bacte-
rial infection. The high level of hyper- and underdiagnosis of community-acquired pneumonia is associated with its similarity with
ARVI; the registration of general violations (signs of the severity of the disease) improves the quality of diagnosis. The clinical and
radiological picture helps to distinguish pneumococcal pneumonia from pneumonia caused by mycoplasma. To improve the diagnosis
of community-acquired pneumonia, it is necessary to study inflammation markers during the first examination of the patient, which
is impossible in the conditions of home care. Due to the growth of resistance of pneumococci to macrolides a community-acquired
pneumonia of pneumococcal (and unclear) etiology requires the use of amoxicillin in high doses and macrolides (in case of atypical
pneumonia). Gentle therapy of destructive pneumonia, steroids for metapneumonic pleurisy allow avoiding invasive interventions and
help to repair lung tissue.

Key words: children, community-acquired pneumonia, pneumococci, myco-plasma, respiratory viruses, influenza, treatment.

For citation: Tatochenko V.K. Community-acquired pneumonia in children — problems and solutions. Ros Vestn Perinatol i Pediatr 2021; 66:(1):
9-21(in Russ). DOI: 10.21508/1027-4065-2021-66-1-9-21

HHCBMOHHH — BOCIajJieHWe JIETKUX — W3BECTHa
C aHTUYHBIX BpeMeH, ee usydeHue paurces 200 jer,
HO U ceiiyac IMarHOCTHKA M JieYeHUe He JIMIIEHBI Mpo-
o01eM. OO0 3TOM CBUACTEILCTBYIOT KaK JaHHbBIE JINTEpa-
Typbl, TaK W aHAJIU3 ITOBCEIHEBHOM TIeAUaTPpUIECKOMN
npakTuku. lleab ctaTbm — 0603HAYUTDH CYILIECTBYIOIINE
MpoOJeMbl M TTOKa3aTh MYTHU WX PELICHUS, UCITOIb3Ys
JaHHBIEe TUTepaTypbl U 40-JI€THUI OMBIT U3yYEHUS TTHEB-
MOHMI aBTOPOM U €TO COTPYIHUKAMMU.
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Onpepenenus n knaccupukaums NHEBMOHUN

Omnpenenenne. B OOJBIIMHCTBE CTpaH MCIOJB3YIOT
KPUTEpUM JITUATHOCTUKU TTHEBMOHUM, B YaCTHOCTHU
chopmynupoBanHbie B Poccuu B 1973 . OHU BKITIOYAIOT
KaK 00sI3aTeNIbHBINM 3JIEMEHT HaJu4ue WHQUIBTPaTHB-
HBIX U3MEHEHMI Ha peHTreHorpamMme [1—3].

WHOuIsTpaT Ha CHUMKE SIBIISIETCS «30JIOTBIM CTaH-
JapTOM» JMArHOCTUKM OaKTepUaabHOTO BOCIAJICHUS
aJIbBEOJISIPHOM TKaHU, MO3BOJISIIOLINM UCKITIOYUTDH OOJTb-
IIMHCTBO BUPYCHBIX MOPAXKEHUI HUKHUX JIbIXaTeIbHBIX
nyTeit (OpOHXUT, OPOHXUOJIUT), TP KOTOPBIX U3MEHEHMUSI
Ha CHUMKaxX He BBIXOAST 3a Mpeaelibl YCUIeHUsT OpOHXO0-
COCYIMCTOTO pUcyHKa. [1py HaTM4MKM CUMIITOMOB TTHEB-
MOHWU CTaBUTh INATHO3, XOTSI OBbI MPEATIONOXUTEbHBIII,
¥ Ha3HAyYaTh JICUEHUE TIPU TSKEJIOM COCTOSIHUSI OOJIb-
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HOTO CJIEMyeT JO TONyIeHUST Pe3yJIbTaTOB PEeHTIeHOTpa-
(buu, KOTOpbIe BaxKHBI JIs ONpeneIeHUs BUAa ITHEBMO-
HUU U KOPPEKIIUM TEPATTUH.

Opnako B CLIA mpuHST npyroit Kputepuit IHEB-
MOHMU: «HAJIWYKWE TPU3HAKOB M CHUMIITOMOB ITHEBMO-
HUU y paHee 340poBOro pedeHka». [lomuepkupaercs,
YTO OOJIBIIMHCTBO ITHEBMOHUWI BBI3BIBAIOT BHUPYCHI
M OHM He TIoWIeXaT aHTHOAKTepUaTbHOW Teparvu.
[MocnenHsisT peKOMEHIyeTCs] TOTBKO NETSIM C <«IIpU3Ha-
KaMW ¥ CUMITTOMaMU ITHEBMOHWY B KOMOWHALIMY C HAJTU -
YUeM PEHTTEHOJIOTMYECKON TOKYMEHTAIIMU UM MUKPO-
OroJI0TUYECKUM TIOATBepKAecHUEM» [4]. Takum oOpaszom,
MO/ ONpeleieHue <«ITHEBMOHMST» TIOTAJAal0T OpPOHXUT
1 OpOHXMOIUT, 0OO3HAYaeMble TaKXkKe KaK <«BUPYCHasI
IMTHEBMOHMS». TaKoi TMOAXOM MMEET ILeJbl0 YMEHBIINTh
YacTOTy PEHTTCHOBCKOTO WCCIICIOBAHUS Y <«KalUIsIO-
IKUX» amMOyJIaTOPHBIX OOJIbHBIX. Paznuuus B ornpenene-
HUSIX TTHEBMOHUU CJIeAYeT YYUTBHIBATh MPU CpPaBHEHUU
SIUICMHUOJIOTHUECKIX TTOKa3aTeIeid.

Knaccudukammss. MHorooOpasue npuumH U (GopMm
ITHEBMOHUY TIPUBEIO K CO3MaHMUI0 KIMHUYECKUX, PEHT-
TEHOJIOTUUECKUX, MOP(OJOTMYECKUX — KJIAaCCU(UKALIMIA.
Jnst mpakTUKU BaKHEWIIEH SIBJSIETCS 3TUOJIOTMUYecKast
(ucnionbdyemasi B MKbB-10). OgHako MOCKOIbKY WHIW-
Kalust BO3OyauTEds] Tpy  OOJBIIMHCTBE ITHEBMOHUIA
3aTpyJHEHA, ee CJIOXHO WCIIONb30BaTh. [loaToMy Hawm-
OoJjice MPUOIMKEHHBIM K 3THOJIOTMYECKON Kiaccuduka-
IIMA CTal TEPMHUH <«BHEOOJBHUYHAS ITHEBMOHUS» (Com-
munity aquired pneumonia), BBEICHHBI B IPAKTHUKY
B KoHile XX Beka (oH yrnomuHaetcs B PubMed B 1972—
1979 rr. B 35 cratbsix, a B 1980—2020 rr. — B 1390). 1 neno
He B 00CTOATEIbCTBAX PA3BUTHSI BHEOOJbHUIHBIX TTHEBMO-
HMIA, a B TOM, YTO OHU OOYCJIOBJICHBI BCETO HECKOJIBKUMU
BUIaMU BO3OyIWMTENel, KOJIOHU3UPYIOIIUMHU OpPTaHbI
JBIXaHWS, YTO OTIMYAeT WX OT ariCIMpallMOHHBIX, BHY-
TPUOOJBHUYHBIX, AaCCOIIMMOBAHHBIX C WCKYCCTBEHHOM
BEHTWISILIMEN JIETKMX TTHEBMOHMIA, OT ITHEBMOHUIA y JIWII
¢ UMMYHOIE(MUIIMTOM, a TaKKe BBI3BAHHBIX BO30OYIUTE-
JIIMU MHOTMX MH(EKIIMOHHBIX 32a00JIeBaHUMI (UyMa, KOPb,
BETpsTHAsE OCMa U JIp.). DTO CYXKMBAET CIIEKTP BO3MOXKHBIX
BO3OyIMTENIel TP Ha3HAYEHWM SMITMPUYECKON Teparvu
BHEOOJIBHUYHOM TTHEBMOHUM C yYYETOM TIOIMYJISIITUOHHOM
YYBCTBUTETbHOCTH MUKPOOPTaHU3MOB K aHTUOMOTHKAM.

3aboneBaemMocTb BHEOOJbHUYHBIMU MHEBMOHUAMUN

st «PEHTTEHITOJIOXUTETbHBIX» ITHEBMOHMIA,
10 JAaHHBIM TOCTTUTAIN3aIMN B 9KOHOMUYECKHU Pa3BUTBIX
cTrpaHax, 3abojeBaemMocTh cocramisier 1,5—3 Ha 1000
nereit 0—15 ner u 3,4—6,8 y nereit 0—5 ner. B Poccun,
10 JAHHBIM TOCITUTAIN3aIU, 3200JIeBA€MOCTb ITHEBMO-
Huel coctaBiseT 5,3 Ha 1000 geTeit B Bo3pacte 6 Mec —
5 net [5]. O cxomgHOM YpPOBHE PEHTTEHITOJIOXMTEIBLHBIX
nmHeBMoHMi coobmator 1 B CHIA (4,3 na 1000 mereit
0—5 net) [6]. TTpu pacmmpeHU KpUTEpUEB THEBMOHUN
B CIIA 3aboneBaemocth (Ha 1000) cocraBuna 74—92
y neteii <2 et u 35—52 — y aereit 3—6 set [7], 9TO como-
CTaBMMO C 3a00JIeBAEMOCTbIO OPOHXUTOM [8§].

NEPELOBAS

Maxkcumym 3a00JieBa€MOCTH TIPUXOAUTCS Ha BO3-
pact 1—3 neT, maHHBIE 0 OoJIee BEICOKOI 3a00J1eBaeMOCTH
neteit 0—1 roga BKITIOYAIOT HOBOPOXKIEHHBIX C TTPUBBIY-
HOI acmupanueil TUIIMA, BPOXACHHBIMU HeheKTaMu,
pecnupaTopHO-cuHIUTHAIBHBIM (PC) BUpycHbIM OpOH-
xuoyuToM [9]. JleTanbHOCTH IpM BHEOOILHUYHBIX ITHEB-
MOHMSIX y JIeTeil O 5 JIeT B pa3BUBAIOIIMXCS CTpaHax
MOXeT npeBbiath 10%, B 9KOHOMUUYECKHU Pa3BUTHIX OHA
BO MHOTO pa3 HIXe, He nocturas 1%.

3Tnonorus BHe60IbHUYHbLIX MTHEBMOHUIA

Bo30ynutenu m MX 4yBCTBUTEIHHOCTb K aHTUOMO-
tukam. [IpoGiaema cOCTOUT B TOM, YTO TUOJOTUYECKUIA
JIMarHO3 BHEOOJIbHUYHOM MTHEBMOHUM BO3MOXEH TOJIBKO
MpU BbICEBE BO3OYIUTENSI U3 CTEPUIBHBIX B HOpPME MECT
(TeBpabHbBI 3KCCyaT, KPOBb); HU TOCEBBI OTAEISsIe-
MOTO M3 3¢Ba U HOCA, HU BBISIBJICHWE aHTUTCHOB OaKTe-
puii ¥ BHUPYCOB METOIOM HMMMYHO(MEPMEHTHOTO aHa-
mm3a (MDA) n nonumepasHoii nernHoit peakuuu (ITLIP)
HeMH(MOPMATUBHBI M3-3a BBICOKOW YacTOThI MX HOCH-
teabcTBa. Ceposiornyeckre MeTo/Abl MMEIT OrpaHuye-
HUs (CM. HUXE). DTU TIPEISITCTBUS YacTO BbI3bIBAIOT
y TIeAMaTPOB HUTWIMCTHYECKOE OTHOIIEHHWE K BBISICHE-
HUIO 3TUOJIOTUM W OOYCJIOBIIMBAIOT BBIOOp aHTUOMOTHKA
10 €ro «CuJie», a He CIelu(pUIHOCTHU.

VY neteit BHeOOJBHUYHBIC THEBMOHMU BBI3BIBAIOTCS
KaK <«TUIIMYHBIMU», TaK U <«aTUIIMYHBIMH» BO30YIUTE-
asiMu. K mepBbIM OTHOCUTCSI TTHEBMOKOKK Streptococcus
pheumoniae — JOMUHUPYIOIIUI BO30YIUTENb, BBI3bI-
Barownii 97% nHeBMOHMI y AeTeil B Bo3pacTe A0 5 jeT
1 50% — y Gosiee crapiInx aeTeil ¥ moapoctkos. M3 atu-
MUYHBIX BHYTPUKIETOUYHBIX OaKTepueil JOMUHUPYET
MmuKkornasma Mycoplasma pneumoniae, 0OYCIOBJIVBaIO-
wasg 50% u Gosiee MHEBMOHMI Y CTapIIMX JETEH U IOMI-
poctkoB [10—12].

DTH TIOKa3aTeNM, TMOJyYeHHbIE B TOMYJISIIMOHHBIX
WUCCIIeIOBaHUSX, KOPPEIUPYIOT C HAIIMMM JIaHHBIMU.
B Tabn. 1 mpenacraBaeHO COOTHOIIEGHUE <«TUITMYHBIX»
(B OCHOBHOM ITHEBMOKOKKOBBIX) U «aTUITMYHBIX» (TIpaK-
TUYECKU TOJIbKO BBI3BAHHBIX MUKOILIA3MOI) BHEOOJb-
HUYHBIX THEBMOHUI Y IeTeil pa3HOrO BO3pacTa B HaIllei
KJIMHUKEe (BKJIIOYEH TepUoJ ToabeMa 3a00JieBaeMOCTU
MUKOIIJIa3MO30M).

Haemophilus influenzae muna b (Hib) B oTCyTCTBUE
MaccoBoli BakunHauuu B Poccuu Bei3biBaeT 12% ocinox-
HEHHBIX BHEOOJIBHUYHBIX ITHEBMOHUI Y JieTeil 10 5 JieT.

Tabauya 1. Pacnpenesenue 00bHbIX (7=261) BHEOOIbHHIHOM
nHeBMOHMeEH, rocmutaausupoanibix B HMUILL 3/1 B 2008—
2015 rr., no Bo3pacry (%)

Table 1. Distribution of patients (n=261) with community-
acquired pneumonia, hospitalized at the National Medical
Research Center of Healthcare in 2008—2015, by age (%)

TTHeBMOHUS Bcero 0-5 ner 6—14 ner
Tunnunas 75 97 48
ArtunuyHas 25 3 52
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Jlpyrue BO30yAMTENM BCTPEYAIOTCS HAaMHOIO pexe:
B TEpBbIe MeCSIbl XXM3HU 3TO KUIIeuyHass (iopa, 0co-
OeHHO y neTeii ¢ nucdarueid — MpUBBIYHOM acrupaluei
iy (BeaymuM (akToOpoM pUCKa Pa3BUTHSI TTHEBMO-
HUU B 3TOM BO3pacTe), a TakKe CTaUIOKOKKMA W XJjia-
vuauu Chlamydia trachomatis. Y nereii crapuie 5 jer
ITHEBMOHMST MOXKET OCJIOXHSTh OCTPBIM CTPENTOKOKKO-
BbIl TOH3WIUT. Xnamunuu Chlamydophila pneumoniae,
HOCHUTEILCTBO KOTOPBHIX OOBIYHO BBI3BIBAIOT BCIIBIIIKU
BHEOOTbHUYHON IMTHEBMOHUY B KOJUIEKTUBAX (CTYICHTHI,
HOBOOpaHIIbl), CIOpaguyecKue ciiydan penkud. Yacto
BbICEBa€Mble HETUMMpyeMash reMo(duabHasl TajJouka
u Moraxella catarrhalis BbI3bIBalOT THEBMOHUIO B Ka3yM-
cTUYecKMX ciydasax [13].

B Poccuu 3a 10—15 net XXI Beka mpousories ObICTpbIit
POCT YCTOMUYMBOCTM ITHEBMOKOKKOB K TEHUIMIAHY
(6omee 50% mrammoB) 1 Makposaam (43% K a3uTpomMu-
umnHy 1 30% — K 16-4JIeHHbBIM DKO3aMUITMHY, MUIEKaMU-
LIMHY), a TaKKe K IIMPOKO MPUMEHSIEMOMY TieaIuaTpaMu
nepukcumy (ITHEBMOHUM HWCKITIOUEHBI M3 TTOKa3aHWIA
st uedukcuma). Pe3sucTeHTHOCTh K KO-TPUMOKCA30J1y
U TeTpaUMKIMHY MMeJiach yXe B Havaje Beka. [THeBMO-
KOKKM COXPaHWJIM YYBCTBUTEIbHOCTh K aMOKCULIMJUTMHY
(M aMOKCMLMJUIMHY/KJIaByJlaHaTy), XOTSI M TpeOyeTcst
MOBBILLIEHUE paHee TTpUMeHsIeMbIX 103. CTOJIb e BbICOKa
MUX YYBCTBUTEJIBHOCTh K IlieTpuakcoHy [12]. Amokcu-
HWIIMH, aMOKCULIWJIJTMHA/KJIaByJlaHaTa U 1eTprUakCcoH
AKTWBHBI U B OTHOIIEHUU OPYTUX — PEIKUX BO3OYIUTENICH
(cMm. Bblie). Knuuuueckue pekomennauuu BO3 u crpan
Bcero mupa, B ToMm uucie Poccum, cumTaroT MX OCHOB-
HBIMM JUISI JIEYeHUs pecriupaTopHbIX nHpekuui [14, 15].
Mukoruta3Mbl M XJIAMUIUW YyBCTBUTENbHBI K MaKpoO-
qugaMm (B OoJbIIEd CTermeHW K 16-9IeHHBIM [KO3a-
U MUJIEKaMUIIMHY), YTO JIeJaeT UX IMperapataMyd BbIOOpa
TPY aTUTTMYHBIX ITHEBMOHMUSIX.

OcHOBHasl Macca OCJIOKHEHHbBIX TUIEBPUTOM ITHEB-
MOHMI BBI3BIBAETCSI ITHEBMOKOKKOM, B IEPBBIE MECSIIbI
KM3HU — cTaduyioKokKKoM [16, 17].

Posb BHpPYCOB B Pa3sBUTHH BHEOOJIbHHYHBIX NHEBMO-
Huil. Bupychl BbIIensioTcst M3 HocomtoTku y 45—70%
JieTell ¢ TTHEBMOHMEU, YacTO BMECTE C OaKTEpUATbHOU
dmopoit (25—-50%). Camo BbimeieHue BUpyca (B TOM
YucJie KaK MOHOMH(EKIMM) U3 HOCOIJIOTKM He JOKa-
3bIBA€T €ro poJib KakK BO30YyAUTENs TTHEBMOHWM, BpsiI
JIM KTO PEUINTCSI OCTaBUTh TaKOro pebeHKa ¢ JIMXopaj-
KO ¥ MH(UIBTPpaTOM Ha peHTreHorpamMe 0e3 HazHaue-
HUS aHTUOMOTHKA. B mcciemoBaHuu ciy4ail—KOHTPOJIb
BUPYCHI ObLI BBISIBJICHBI y 81% OONBHBIX C PEHTICH-
MOJIOXKUTEILHOM THEBMOHMEN U Y 56% 310pOBBIX JETEH.
Bupycsl rpumnma, metanHeBMoBupyc u PC-Bupyc Obuin
BBISIBJIEHBI Y 60% neTeil ¢ MHEBMOHKME HAMHOTO vallie,
YeM B KOHTpoJIe. DTO yKa3bIBaeT Ha UX POJib KakK (hakTopa
pucKa pa3BUTUSI OaKTepUaIbHOW MHEBMOHUU (OTHOCH-
TeabHbIN prucK >10). C puHO-, SHTEPO- 1 MaparpuIno3-
HBIMU BUpYCaMM acCOLIMALIMU BBISIBJIEHO HE ObLIO, TOTIa
Kak ¢ 0oKa- M KOpOHaBUpycaMU («CTapbIMMW») accollia-
s OblIa OTpULIATeSIbHOM [18].

Tamouenko B.K. BHeOOMIbHUYHBIE TTHEBMOHUY Y IETEil — MPOOIEMbI M pelIeHUs.

PecniupaTopHbie BUpYCHI Yallle BISIBISIOTCS y AeTei
MEePBBIX JIET KU3HU C THEBMOHME, C BO3PAaCTOM MX TPUT-
repHasi pojb cHuxaercs [9]. B xakoii creneHu orpas-
JlaH TIOMYJISIPHBIN Y HaC TEPMUH «BUPYCHO-OAKTEpUasb-
Hasi TTHeBMOHUsI»? KiumHuyeckass KapTuHa COOCTBEHHO
MMTHEBMOHMU MaJlO 3aBUCUT OT HaJUUMUS WU OTCYTCTBUSI
OPBU, ecnmm He cuyuTaTh KaTapaJibHOTO CHHApPOMA
W TPUIIIO3HOW WHTOKCUKAUMU. Psn aBTOpoB oTMe-
YalT BBICOKYIO YacTOTY IJIEBPaJbHOTO BBHINOTA Y JETei
¢ MUKcT-uHbekue. KoHeuHo, B KaxX/I0M cllyyae BHe-
OOJIbHUYHO TTHEBMOHUM YMECTHO OTMETUTh HaJIuuue
MpeIIIeCTBYIOIIEH BUPYCHONW WMH(MEKINUU, OIHAKO Tep-
MUH «BUPYCHO-0aKTepuaabHas» Mbl, KAK 1 MHOTHUE JPYy-
rue aBTOpPbI, HE MCIIOJb3YyeM, TaK KaK OH JIMIb IyTaeT
Bpaua 1 He BJMSET Ha JICYEHUE.

OnHako BUPYCHI CIIOCOOHBI CaMU MOPaXaTh JIETKOE,
0COOEHHO 3TO CTaJIO OYEBUIHBIM B IMAHAEMUIO KOPOHABU -
pycHoli uHGeK1uu. «H1ucTo» BUpyCHbIE THEBMOHUM OTIH -
CaHbI TIpU TpuUMIe, pexe npu naparpurnne, PC-, aneHo-,
9HTEePO-68- M PUHOBUPYCHOUM WHQEKIMIX; OHM (Dop-
MaJIbHO MOTYT OBITh OTHECEHbl K BHEOOJIbHUYHBIM.
Jns HUX XapakTepHbl TOpaXeHWe MPEeuMYIIeCTBEHHO
WHTEPCTULIMS U IUDEPY3HOE TMOBPEXICHUE aTbBEOJI C UX
OTEKOM, OTJIOKeHUeM (ubpuHa u GopMUPOBAHUEM THA-
JINHOBBIX MEMOpaH B OTCYTCTBUE aIbBEOJISIPHOTO BBITIOTA
C TOJUHYKJIEapHbIM 3KCCYIaTOM Kak Ipu OakTepuasib-
HBIX TTHEBMOHUSIX, BBISIBISIEMBIX Ha PEHTTEHOrpamMMax
B Buge uHpunsrpara [19]. Bupyc SARS-CoV-2 Takxe
rnopaxaeT Karwuisspbl U BETBU JIETOYHBIX apTEPUii ¢ pas-
BUTHEM TpoMOo3a. B TeueHne KopoHaBUpYyCHOI MHDEK-
1IMU, KaK ¥ TPUTITIO3HO, HEpeaKo Ha ()OHE MHTEPCTULIM -
aJIbHOTO TIOpaXKEHUSI MOXET pa3BUThCSl OakTepuasbHasl
MHEBMOHMSI ¢ MH(PUIBTPATOM Ha CHUMKAX M KOMIIbIO-
tepHbiXx ToMorpammax (KT) — B Tom uucie kak pesyJib-
TaT BHYTPUOOJbHUYHON MHMEKIIMU UM UCKYCCTBEHHOM
BEHTUJISILIMY JIETKUX.

OTnure BUPYCHBIX MOpaXkKeHU JITKUX OT OaKTepu-
aJIbHBIX TTHEBMOHMIA JaJI0 TIOBOJ, MHOTMM aBTOpaM 000-
3Ha4YaTh MX TEPMUHOM <«ITHEBMOHUT», HO KOHCEHCyca
Ha 3TOT CUeT I0Ka He MOCTUTHYTO. Bpsin au ux ciemyer
BKJIIOYAaTh B TPYMIly BHEOOJbHUYHBIX ITHEBMOHUN —
9TO TMOMOXET M30eXaTh MyTaHWILIbI, KOTOpasi BO3HUKJIA
B HavaJie KOPOHABUPYCHOM TTaHIEMUU.

JAnarHocTuka BHEOOJIbHUYHOIT MTHEBMOHUU

MHoronetHre HaOMIOAEHUS TTOKA3bIBAIOT, YTO U3 Hall-
paBIsSieMbIX Ha TOCIUTAIM3AIMIO JETel C JMarHo30M
BHEOOJTbHUYHOM ITHEBMOHUM OH TTOATBEPKIACTCS JIMIIh
Yy KaXI0ro IecsToro. Y nereil, HanpabJsieMbIX C Iua-
rHozoM OPBWM u OpoHXUT, MHEBMOHUSI NTUATHOCTUPY-
€TCSI CTOJIb XK€ YacTO, OOBIYHO (B pa3HbIe TOIbI B 37—47%
CJlyyaeB) OHU MOCTYMAIOT MO3AHO (5-f NEeHb U MO3XeE)
B TsiKeaoM coctossHuu [20].

[MprurHa TUIIO- U TUIIEPAMATHOCTUKU — CKYIHOCTD
(bM3BUKABHBIX CUMIITTOMOB ITHEBMOHUM M WX CXOACTBO
¢ takoBeiMu 1ipu OPBU. OcobeHHO CIIOKHO OTJIMYUTH
OakTepuaabHyl0 MH(EKIIUIO OT BUPYCHOW TIPHU OCMOTpE
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0obHOTO Ha JoMy ((popma IIOMOIIM, COXPaHUBIIASCS
Juinb B Poccun), Tae Bpad He MOXET TYT XK€ MPOBECTU
Jlaxke TPOCTbIe aHAJIU3bI.

JlelicTBUTEILHO, K HanboJiee TTOCTOSTHHBIM CUMIITO-
MaM ITHEBMOHUI OTHOCATC Kauieiab (99%) u hedpuiib-
Hasl Juxopanka, oosiuHbie u pu OPBU. IlpusHakowm,
MTO3BOJIAIONIMM pa3inyaTh TeMIIepaTypy TpU ITHEBMO-
v 1 OPBU, ciyxur ee croiikocts — B 100% >38,0 °C
>3 nHeit; GeOpuuMTeT >3 aHEl aepxKutcsd Juib y 18%
GOJILHBIX TIPU TPUIITIE, aICHOBUPYCHON MHMEKIINU, pexe
Mpu 3HTepoBUpYycHOI nHpeKkmu [9]. Kpsixraiiee nbixa-
Hue (HaOmoneHue 1) 1 BTSDKeHUS nmoapedepuii Ha BIOXe
M3-3a TIOBBIIICHUs] PUTUIHOCTH BOCHAJICHHOM JIeroy-
HOI TTApEHXUMbI, TUTTOKCHST CIIEM(UYHBI TSI TSKETBIX
MHEBMOHMIA [21], HO 5TH MPU3HAKHM, KaK 1 YpoBeHb Sa0,
Hxe 92%, npu 6OJBITMHCTBE BHEOOJIBHUYHBIX ITHEBMO-
HUI1 OTCYTCTBYIOT [22].

TunonuarHocTuka cBsizaHa C TeM, YTO KJIaCCUYECKUE
(bm3uKambHBIE CUMMITOMBI TTHEBMOHUU CIEHU(MUIHBI,
HO MaJji0 YYBCTBUTEJIbHBI; YKOPOUYCHHE IMEPKYyTOPHOTO
3BYyKa JIaXe TPU J0JIEBBIX MPOLieccax BCTpeyaeTcs JIUIlb
B 75% cnydaeB, JIOKaJbHOE OcCjabJeHHOE WJIM OpOH-
XuajabHOe AbixaHne — B 53%, a MeJaKommy3bIpyaThie
Xpursl — Bcero B 39%, yalie B Hayaje WJIM B KOHIIE
00JIe3HU; XOTS OBl ONMH U3 3TUX 3 CUMIITOMOB BBISIBJISI -
ercs yuib y 70% OOJMBHBIX, Y OCTAJbHBIX THEBMOHUU
«HeMbIe» [9]. Jaxe y meteii 0—5 JeT ¢ TMXOpagKoi, aeii-
KouuTo30M Boinie 20-10°/11 1 MHPUIBETPATOM HAa CHUMKE
B 26% ciydaeB OTCYTCTBOBAIM (hM3NKAJIbHBIE TPU3HAKU
IMHeBMOHUM [22].

Vyaimenne abixaHus (B OTCYTCTBHE IPU3HAKOB
o0CTpyKLIMM) Oosee cretuudUUHO U UYYBCTBUTEIBHO
IJIS TTHEeBMOHUM, 4YeM (U3MKaJbHAss CUMIITOMATHKa
[9, 21, 22].

NEPELOBAS

Cy1lIecTBEHHbIIN BKJIa/l B TUTIEPAMArHOCTUKY TTHEBMO-
HUM BHOCUT HEBEpHasl TPAaKTOBKa OOCTPYKTUBHOIO CHUH-
JIpOMa, KOTOPBII MPU TUITMIHBIX ITHEBMOHUSIX TTPAKTHIE-
CKM HE BO3HUKAET (MHOTIA COMTPOBOXIAET MUKOILIA3MO3).
DTO MO3BOJISIET HAEXKHO UCKITIOYaTh THEBMOHMIO Y JIeTei
CO CBUCTSIIMM JbIxaHueM (wheezing) v Ipyrumu mpu-
3HaKaMM OpoHxuajibHOU oOctpykumu [9, 21, 22]. Ecnu
Obl HaIllM TIeAMaTpbl MPEeKpaTUIM Ha3zHayaTb aHTMOUO-
TUKU 3TUM AeTsSIM (Ux B OosbHMIIAX moiydaeT no 100%
nauueHToB [23]), 3To ObLT Obl BaXKHBIM IIar B 0opnOe
C PE3UCTEHTHOCTbIO (JIOPHI.

OOCTpyKTUBHBIE (DOPMBI Y 3M0POBBIX JeTell KpaiiHe
peIKO OCJIOXHSIOTCS OakTepualibHON  MHGbEKIIUe:
Jaxe y TPYIHBIX JIeTeil ¢ OPOHXMOJMUTOM TIpU JIeTallb-
HOCTU MeHee 1% TIHeBMOHUS KaK TMpUYMHA CMEPTU
He 3HauuTcs [24]. 3a nocaenHue 20 et Mbl HabJOaaTN
pa3BuTHE OaKTEpUEMUU C BOBJIEUYEHUEM JIETKOTO BCETO
y 1 6onbHOrO ¢ PC-BUpYCHBIM OPOHXMOJIUTOM U3 TIOUTU
2000 mposieYeHHBIX.

B cBsiI3u ¢ HU3KOIN YYBCTBUTEIBHOCTBIO U CIIELIM-
(GUYHOCTHIO PUBUKATBHBIX CUMIITOMOB 3KcnepTel BO3
B OCHOBY IMarHOCTUKU TSIKEJI0M THEBMOHUH TTOJI0XUIN
yYYeT yrpoXKaroliux XU3H! MPU3HAKOB (IMaHO3, MeTr/I-
paraiusi, HapylIeHUs] CO3HaHUS), a B OCHOBY JMar-
HOCTHUKM HETSIKeJbIX (DOPM — TaXUITHO3 B OTCYTCTBUE
obcTpykimm [22].

OnHaKo ecTh U Ipyrue odIre Mpu3HaKM TSIXKECTH
(cMm. HaOmwogeHusi 1-—3), TMO3BOJSAIONIME TMOBBICUTH
BEpPOSITHOCTh [MarHo3a OakTepuaJbHONW WHMEKIINUN.
Ham HeueTkuii TEepMUH <«WMHTOKCUKAIIUS» WCIOJIb-
3yeTcsl OAMHAKOBO 4acTO y OOJbHBIX M C BUPYCHOI,
u ¢ OakTepuadbHON WHMEKIUSIMU, OMUCHIBAsT Hapy-
1IeHUsI, BbI3BaHHBbIC JMXopankoi. [lpusHakm TsKe-
CTU, XapaKTepHble IJis OaKTepualibHbIX MHOMEKIUIA,

B baKTepuanbHaa uHeruua

BupycHasa nHdperuma

Puc. 1. Yactora cuMNTOMOB TsikecTH npu nHeBMonnu 1 OPBIU.
Fig. 1. Frequency of symptoms of severity in pneumonia and ARVI.
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MpencTaBieHbl HAa puC. |, MX YacTOTa 3HAYUTEIBHO
HUXE TIPU BUPYCHBIX MHMEKIUIX (32 UCKIIOYECHUEM
CHUIXKEHHUS amreTuTa), 4YeM IIpM OaKTepualbHBIX,
UX HEIOYy4YeT — BakKHasl NMPUYMHA TUIOAMATHOCTUKU
MHEBMOHUI, a TakKXKe MEHUWHTUTA, OakTepueMun [25].
Hx crouno Obl BHecTu B (popMy ocMOTpa OOIBHOTO
B MCTOPUHU OOJIE3HU.

CuMnToMaThKa aTUMUYHBIX MHEBMOHUM (HaO10-
neHus 4, 5). Jns BbI3BaHHOM MUKOTIa3MOW MHEBMO-
HUM XapaKTepHBbI CTOMKasl JIMXOpagka B OTCYTCTBHUE
TOKCHUKO3a: O00llee COCTOsIHME OOJIbHBIX CTpajaaeT
HECUJIbHO, Majio Hapylas TOBCEIHEBHBIN pPEXWM,
YTO HEpPEeIKO CIYXUT MPUIMHON IMO3JHETO obpallle-
Hus (Ha 6—9-i1 neHb pebpuaurera). OYeHb xapak-
TepHbl KOHBIOHKTUBUT 0€3 BBINOTAa U OOMIIME pa3HO-
KaauOepHBbIX BJAXHBIX XPUIIOB, YTO KOHTPACTUPYET
C KapTMHOMW TUMUYHOM MHEBMOHMU. XPUTHI OOBIYHO
ACUMMETPUYHBI — OOJIbIIIE Ha CTOPOHE IOpakeHUs,
peaKo OTMeYalTcsl MPpU3HAKKU OOCTpyKiuu (Tadj. 2).
Hepenku cemeitHble, IKOIbHBIE KiIacTepbl. OT BUpYyC-
HOTO OpOHXWTa MMKOIIJIa3Ma-ITHEeBMOHUS OTJIUYAETCS
CTOMKOCThIO pedprutuTeTa [25].

JInsT peKUX CIOpaauvecKuX CJIydyaeB ITHEBMOHMIMA,
BbI3BaHHBIX C. pneumoniae (HabmoaeHue 6), XapaKTepHO
MTOCTETIEHHOE HAYaJlo C pa3BUTHEM (DapUHTUTA, HEPEIKO
C OOCTPYKTUBHBIM CUHIPOMOM Ha (poHE CTOMKOro (ebd-
PUJIIUTETA U OOLIMX HapylLIeHui [26].

Mapkepsl  Bocnasienusi. CXOJACTBO  KJIMHUYECKOM
KapTMHBI TTHEBMOHUM M OpPOHXMTa BCeTAa MOOYXKIAIo
MeIMaTPOB MCIOJIb30BaTh JIOMOJHUTEIbHBIE TI0Ka3a-
Tenu Wi auddepeHIUalIbHON TUarHoCcTUKU. Bompekn
pacrpocTpaHEeHHOMY MHEHMIO, 3Haue€HHE TeMOTPaMMbI
OrpaHuyeHo: Jiekoumuro3d >15-10°/m, Heitrpodumies
>10-10°/1 m umcino mamoukosmepHbix Gopm >1,5-10°/n
HabmomaTcs B Ae0loTe TUITMYHOM TTHeBMoHUU B 41%
clyyaeB, aTUMNUYHOW — B 96%, 4UTO He OTIMYAET HX
or OPBU. Hckmounts OPBU u OGpoHxuThl mTO3BO-
JIIIOT JIMIIb HEATPOMUIbHBINA JeiikouuTo3 >15-10°/i1.
Jns mHeBMOHMIA, BbI3BaHHbBIX H. influenzae, yucino neii-
koutoB 1 COD, HOpMaJIbHBIE B Havayie 00JIe€3HU, TIOBHI-
11at0TCsl Ha 2—3-11 Hejielie JIeueHusl.

Tamouenko B.K. BHeOOMIbHUYHBIE TTHEBMOHUY Y IETEil — MPOOIEMbI M pelIeHUs.

Yposuu C-peaktuBHoro Oenka (CPB) >30 wmr/n,
npokanbiutonnHa (IMKT) 0,5—-1,5 nr/mn, penkue
npu OPBU, BcTpeuawoTcsi mpu aTMIIMYHON ITHEBMO-
HuU. TUNMUYHYIO TTHEBMOHUIO OTJIMYAET JIEUKOLIMTO3
>15-10 °/n, CPBb >60 mr/n, u IIKT >2 urn. [pu mHes-
MOHUM, BbI3BaHHOM C. frachomatis, nHorna HaOIOOAETCs
neiikounTos (30—40):10°/11, yacto ¢ 203MHOGUIUEI.

Onpenenenue remorpammbl, CPBb u IIKT y octpo
3a00JIeBIIETO pedeHKa IT03BOJISIET KapAWHAJILHO IIOM-
HATb YPOBEHb IWATHOCTUKU M JICYEHMS] BHEOOTbHUY-
HOI TTHEBMOHUM U JIPYTUX OaKTepUaTbHBIX WHGMEKIINIA.
IIpy MepBUYHOM OCMOTpE B cliydae MOCEHIEHUST OOJIb-
HOTO Ha JOMY IeIuaTpy He XBaTaeT BO3MOXHOCTH IPO-
BECTH 3TU TTPOObBI (M PSII APYTUX).

Y4acTKOBBIE MeauaTpbl OOBIYHO HE CTaBST BOIPOC
O TUIle BHEOOJbHMYHONW ITHEBMOHUU, 00 YeM CBHIE-
TeNbCTBYeT 89% TIepBUYHBIX Ha3HAYeHUN [(-TakTa-
MOB MpU aTUNUYHON mHeBMoHUU [27]. B TO Xe Bpewmsi
BO MHOTHUX CTallMOHapaX MOUCKU aTUTTMYHBIX BO30YINUTE -
neit ¢ momoupio [TLIP 1 cepomornueckux mcciemoBaHmit
MPOBOISTCS IIMPOKO, TJIABHBIM 00Pa3oM MpHU HESICHOM
KJIMHUYECKOM KapTUHE.

OnucaHHble CUMNTOMBI W HM3KUE YPOBHU Map-
KEpOB TpU aTUMHWYHBIX TTHEBMOHUSX, KaK TpPaBUIIO,
JIOCTATOYHBI JJISI XOTSI OBl TPEANOJOXUTEILHOTO Iua-
rHosza (cMm. Tabja. 2) 6e3 MOCTaHOBKU CEPOJIOTUYECKUX
tectoB U TP, pe3yiabraThl KOTOPHIX K TOMY K€ CIIOKHBI
B MHTeprpeTauuu. [IOMCK aHTUTEHOB MUKOILIA3MBbI
n xnamuanii MmerogoM I1LP gacto maeT J10XXHOMOIOXM-
TEJIbHBIN pe3ysbTaT 3a CYET HOCUTEJEH, IOJIST KOTOPBIX
B JIETCKOM TIOMYJISIIUM MOXKeT TpeBbimath 20% [28].
IgM-anTuTeNa MOSBASIOTCS OOBIYHO cO 2—3-i1 Hemenu
(IgG ewe nosz:xe), naBasi B 1e010T€ MHEBMOHUU JIOXKHO-
OTpHIATEIbHBIN Pe3YJIBTaT, a TPU UX IJTUTSIBHOM TepCH-
CTUPOBAHUU — JIOXKHOIIOJIOKUTEIBHBINA pe3ynbrar [29.]
JIOCTOBEpHO JIMIIb HapacTaHWe TUTPOB MMMYHOTIJIO0Y-
JINHOB B TTAPHBIX CHIBOPOTKaX uepe3 3—4 HeJl.

Ilpy HesicHOM KIMHUYECKOW KapTUHE BHEOOIHHMUY-
HOW ITHEBMOHUM 0oJiee TPAKTUYHBINA ITOIXON WCITONb-
3y1oT Bo PpaHIIMK: JIedYeHre HAYMHAIOT ¢ aMOKCUIIMIUTMHA
u B oTcyTcTBUE 3(hdekTa uepe3 1—2 aHS IMarHOCTUPYIOT

Tabauya 2. CAMITOMBI TAIIMYHBIX ITHEBMOHMIA ¥ THEBMOHMIA, BbI3BAHHBIX MUKOILIA3MOI
Table 2. Symptoms of typical pneumonia and pneumonia caused by mycoplasma

CumnTomMbl 1 NPU3HAKH

TunuyHasi NHEBMOHUS

MuKonjia3MeHHAas THEBMOHUS

Bo3spact

JInxopanka
TTpu3HaKy TSKECTH

KOHBIOHKTUBUT

XpHUIIbI B JIETKUX

TToBbIlIeHE MapKePOB BOCTIAJIEHUS
WMHbunpTpat Ha peHTreHorpamme

OTBeT Ha npreM B-1aKkTaMoB

JI1000i1 Bo3pacr, yalle Miaiiie 5 et

Jla, yacTo ¢ 03HOOOM
OOBIYHO BCTPEYAIOTCS

KOHBIOHKTUBBI He TUNEPEMUPOBAHLI

HermnocrosiHHBIE Me KOITYy3bIpYaThbIC

ToMOreHHBbI, MIOTHBI!

BricTpeiii, B TeueHne 2—36 4

B ocHoBHOM crapiiie 5 et
Jla, yaiie 6e3 o3HOOa

OTCYTCTBYIOT, HECMOTPSI HA CTOMKYIO
TUTIEPTEPMUIO

KOHBIOHKTUBBI CYXH€, KpaCHbLIC

OOWIbHBIE, ACUMMETPUYHBIS

Ectb Her

HeromoreHHbI#, He TUIOTHBIN

OTCyTCTBYET

POCCUVICKWIA BECTHUK NMEPUHATOJION MW U MNEANATPUM, 2021; 66:(1)

ROSSIYSKIY VESTNIK PERINATOLOGII | PEDIATRII, 2021; 66:(1)




aTUTIMYHYIO THEBMOHUU ex juvantibu, iepexost Ha MaKpo-
Jiabl. HaM Hajo BHEAPUTH 3TOT METO]I.

PeHTreHOmMarHoCTKa, XOTSI U SIBJSIETCST «30JOTHIM
CTaHAAPTOM» TMaTHOCTUKYU ITHEBMOHMI, He TOJIKHA ITPO-
BOIMTHLCS KaXXIOMYy KalnuisiomeMy peoeHKy. [lokazanuem
K peHTreHOrpaduu CIYKUT HaTnIre GU3NKaTbHBIX CUMIT-
TOMOB MTHEBMOHUU, cTOMKON (>3 nHeit >38,0 °C) nuxo-
panKu, OOIIMX TMPU3HAKOB TSKeCTH. ECM IMHEBMOHUS
BHMJIHA Ha MPSIMOM CHUMKE, OOKOBOM CHUMOK M3JTUIIECH,
OH HeoOXxoauM Tpu HesicHoM tokanu3aiuu. KT npu BHe-
OOJBLHUYHOM TMTHEBMOHUHU He TTOKa3aHa, OHa ONpaBaaHa
JINIIB TIPU PACXOXACHUW KIMHWYECKOW W PEHTIeHOB-
CKOW KapTWHbI Wiad mnipu nomgo3peHun Ha COVID-19.
IMpn rmagKoM TeuyeHWW ITHEBMOHUWHW 3aKJIIOYUTEJIbHAS
pEHTreHOrpaMMa He Hy>KHa.

O pEeHTreHOJOTUYECKOM TUIMEepAMAarHOCTUKE BHeE-
OGOJLHUYHOM ITHEBMOHUM: MHOTHE aMOyJIaTOpHBIE 0OJTb-
HbIE HATIPaBJISIOTCS Ha TOCITUTAIU3AIIUIO C 3TUM JTMarHo-
30M MOCJIe TIOJYYeHUs] PEHTTeHOTpaMMBbI, XOTs Ha Hel
BHMIHO JIMIIb YCUJIEHUE pucyHKa. He srydiie monoxkeHue
1 B OOJIbHUIIAX, IaXKe KPYITHBIX: HA PEHTTEHOBCKUX CHUM -
Kax JIeTel ¢ IMarHO30M «ITHEBMOHMS» MH(WIBTPATUBHBIC
U3MeHEHUs1 He ObUIM BBISIBJIEHBI B 73% cityuaes [5]. Bee
9TU OETU C «PEHTIe€HOTPULATEIbHOU IMHEBMOHUEH» —
T.¢. GaKTUYEeCKU C GPOHXUTOM U OPOHXMOJUTOM, MOTIIA
JIeUnThCs 0e3 aHTMOMOTUKOB, YTO JJOKAa3aHO KaK B yCJIO-
BMSIX KJIMHUKM, TaK ¥ Ha ydacTtke [8, 26]. AHaJIOrMYHbIC
B3IVISIIBI BBICKA3BIBAIOTCS M B MUPOBOi1 uTepatype [30].

MOXHO JIM TI0 CHUMKY OIpEeAessITh THIT BHEOOJb-
HUYHOU TIHeBMOHMM? JIJT TUNWYHOW TTHEBMOHUU
XapaKTepHO YIJIOTHEHUE JIeroyHoil TkaHu (consolida-
tion) — anbBeOJISIpHBIN MHOUILTPAT, Ha (hOHE KOTOPOTO
HE pa3InyuM OpPOHXOCOCYIUCTHIN PUCYHOK, YaCTO TaKXKe
KOHTYpHI cepalia u auadparmsl (cM. HabmoaeHus 1—3),
WHOTIA C <«BO3MYLIHOW» OPOHXOrpaMMoOii», TpPaHULIbI
10 MEXIIOJIEBbIM I1IEJISIM (2 YacTO M MEXJy CEerMEHTaMu)
00b1yHO YeTkKMe. OO0beM TaKuX WHQUIBTPATOB PEIKO
3aHMMaeT MeHee | cerMeHTa (TEpMUH «CerMeHTapHasi,
«ITOJINCETMEHTapHass» ITHEBMOHUS HE HECeT 0co0oit
CMBICJIOBO# Harpy3KH, KpoMe yKa3zaHus oobeMa) [31].

IMpr MUKOIIa3MEHHBIX MMHEBMOHUSIX Ha CHHUMKAaX
npeodnanaoT 1ud@y3Hble, HETOMOTeHHbIE, HEIUIOTHEIC
MHOWIBTPATHI ¢ HEYETKUMU TpaHUIIaMU, OoJiee YeTKUMU
B 30HaX, TMpuJexalux K MeXI0JeBol ruieBpe (HabJo-
neHust 4, 5). Hepenko mnpu TUNUYHON KJIMHUYECKOM
KapTHUHE MUKOITIa3M03a MHGUILTPAT He BUIEH; B 3THUX
cydassX YMECTHO TOBOPUTH O MUKOILIa3MaOpOHXMTE
WY peCITMPaTOPHOM MUKOILIa3mMo3e [26].

I[lpu mnHeBMOHUM, BbI3BaHHOU C. pneumoniae,
OOBIYHO BBISIBJISTIOTCSI HECKOJIBKO MH(UIBTPATOB C IBYX
CTOpOH (HabmomeHue 6); TaliCKUe aBTOPBI OMUCHIBAIOT
MX KaK «HM Ha YTO HE IMOXOXYI0 KapTHUHY, KOTOPYIO BBI
Hukorna He Buaean» [32]. [THeBMoHMSI, 0OyciOBIeHHASs
C. trachomatis, naeT KapTUHY MEJKOOYAaroBOM IMCCEMMU-
Haruu [26].

J11st BUPYCHBIX TTHEBMOHMTOB XapaKTePHbI MHTEPCTH-
LIMaJIbHbIe M3MEHEHMSI — YCHJICHHE JIETOYHOTO PHMCYHKA,

NEPELOBAS

MYTHOCTb (pOHA, CETYaTO-y3eJIKOBbIE PaCpPOCTPAHEHHbBIC
M3MEHeHUs, pacimpeHne KopHeii terkux. s COVID-19
tunmyHbl (Ha KT) nepudepryeckue CUMITOMBI «MaTo-
BOTO CTeKJla» C KOHCOJMAaluei win 06e3, U CAuBarolie-
TOCSI YTOJILIEHUS MEX/I0IbKOBBIX TIEPETOPOJIOK.

Amnupuyeckuii BbIGOP aHTUOMOTUKA

OueBUIHO, UTO MAKCUMYM 3(P(PEeKTUBHOCTU Jeue-
HUSI TIpU BHEOOJbHUYHBIX THEBMOHUSAX MOXKHO TTOJIY-
YUTh, TOJIBKO CJIEAYS PEKOMEHIALIMSAM, YIUTHIBAIOIIM
BuI (JOPBl U €€ PE3UCTEHTHOCTb «3lIeCh M Cceiuacy.
W3ydyeHre MpakTUKK, OJHAKO, BBISIBJISIET BhIpaXKeHHOE
ee HecooTBeTCTBME 3ToMy npuHuuny [27]. Kak moka-
3aau Hamu gaHHbie 3a 2008—2015 rr., neauaTpbl UTHO-
PUPYIOT PEKOMEHAALMIO MCITOJb30BaTh aAMOKCUIIWII-
JIVH KakK Tperapart BeIbopa: OH ObLT Ha3HaueH JUIIb 4%
OOJILHBIX TUITMYHOW MHEBMOHMEN, Torma Kak B 7 pas
yalle — aMOKCUIWJUIMH/KJaByJaHaT, He MMEIOLIUA
MPEUMYIIECTB TIpU IMHEBMOKOKKOBOW WHMEKIINH.
Eie yaiie Ha3HavYaIMCh HEPEKOMEHIOBAaHHBIE MAaKpPO-
yuasl (34%) n nepopanbHble Hedanocropubl (18%),
9(eKTUBHOCTP TIPU BTOM OblIa COOTBETCTBEHHO
8 n 31%. llpu arunuyHOi THEBMOHMM [3-JIaKTaMBbl
ObLIM Ha3HaueHbl 81% OONIBHBIX U, ECTECTBEHHO, ObLIN
Hea(HEeKTUBHBDI.

IMemuatpel yacTO HA3HAYAIOT HU3KKE J03bI aHTUOMO-
TUKOB TI0 CTapblM MHCTPYKLMSM. Tak, 103bl aMOKCH-
IWUIMHA W aMOKCUIIWIINHA/KJIaBylaHata >45 wmr/kr/
cyT noaydyanu Juiinb 40% OONbHBIX, TOrAA KaK OCTajlb-
Hble — 25—35 Mr/Kr/cyT; ux 3GOEKTUBHOCTD TTPU ITHEB-
MOHMU ObLJIa COOTBETCTBEHHO 86 1 24% (HabmoaeHue 2).
Mun3zapaBom P® yTBepkIeHBI 103bI aMOKCUILIMJUTMHA
1 aMOKCULIMJITMHA/KJIaByJaHata 10 90 MT/Kr/CyT.

CripaBelJIMBOCTU paay HAJI0 OTMETUTh, YTO Te XKe
nedekTel onuckiBaloT U 3a pyoexxom. B CIIIA B 2009—
2013 . gumb 40,7% neteit ¢ BHEOOJBHUYHBIMU
IMTHEBMOHMSIMU TIOJIydaad aMOKCULIMJUIMH, a 42,5% —
makpoauael. B 20151 Makpoauasl noaydanu 47%
nereil B Bo3pacTte A0 5 jer. BHenpeHue pekoMeHaauui
MOBBICUJIO YacTOTY MCIIOJb30BaHUS TMEHULIMIJIMHOB
Ha 30% [33]. B 10 ke Bpemst Bo @paHLMK ¢ MAaKPOJIUIOB
HauMHaAIM JIeYeHWe TTHEBMOHUU JIUIIb 4% TeauaTpos,
¢ amokcuuwuimHa — 25%, ¢ aMOKCHIIWJLIHA/KIIaByJia-
Hata 63% (B mo3ax 80—100 mr/kr/cyT) [34].

OueBUIHO, YTO 3(PHEKTUBHOCTH CTAPTOBOI Teparuu
3aBUCHUT OT TOTO, HaCKOJIbKO TeAMAaTPhl CJAEAYIOT COBpE-
MEHHBIM PeKOMEHIALMSIM, KOTOphIE K TOMY e YIpO-
IIaI0T BEIOOP TIpenapara.

BbiGop cTapTOBOro aHTMOMOTUKA
npy BHe60NbHUYHOM MHEBMOHUN

femu  1-6  mec:  aMOKCHIWJUIMH/KJIaBYyJaHAT
90 mr/kr/cytr B 2—3 mnpuemMa BHYTPMBEHHO; OH HMeEET
TIPEUMYIIIECTBO Tiepe e TPaKCOHOM, TaK KakK ITO/IaB-
JISIET TUCTEPUU W SHTEPOKOKKH.

Jemu 6 mec — 5 nem: amokcuwuH 50—60 Mr/Kr/
CyT B 2 Tipuema.
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I1pu pucKe yCTOMYMBOCTH ITHEBMOKOKKA  — aMOKCH-
e 90 MT/KT/CyT B 2—3 TIpriema.

ITpu TsKenbIX MHEBMOHUSX (BBUAY OTCYTCTBUSI Mac-
coBoii Hib-BakunHaiuu B Poccun): BHyTpUBEHHO aMOK-
CUIIWJUTMH/KIaBynaHaT 90 Mr/Kr/cyT uiv uedTpuakcoH

80 Mr/Kr/cyT.

Jlemu cmapwe 5 rem u nodpocmku.

TunuuHasi MHEBMOHMSI — aMOKCULIMUIMH 50—60,
B rpyImmax pucka — 90 Mr/TK/CyT.

OcoxkHeHHas ITHEBMOHMSI: MTeHULIWJITUHBI

WY 11e(haToCTIOpUHBI BHYTPUBEHHO B BO3PACTHBIX 103aX.

ATUTIMYHAS] TTHEBMOHMST: MaKpPOJIUIBI B BO3PACTHBIX
J103ax.

Ipn HesicHOCTM THUMa TIHEBMOHUM (BCe BO3pa-
CThI): aMOKCULIWJUIMH (03I — CM. BBIIIE); B OTCYT-
crBue sddekra 3a 24—36 4 — mepexon Ha MaKpOJIWI;
MPU HEBO3MOXKHOCTU HaOII0ACHMS 32 OOJIbHBIM — aMOK-
CULIVJUIMH + MaKpOJIU/I.

Onenka 3(deKkra JiedueHUs] W €ro JJIMTEJbHOCTb.
DddeKT IedeHrs TPy MTHEBMOHUM TTPOSIBIISIETCST B TeUe-
Hue 24—36 4 CHIKEHUMEM TeMIIepaTyphl Tejla MeHee
38,0 °C, mosiBjIeHUEM anIeTuTa U yJIydlIeHueM COCTOsI-
Hus. [Ipm oOCIOXHEHHBIX ITHEBMOHUSIX Takoil 3¢ ¢eKT
MOXET HacTynuTb uepe3 3—4 JHSA TIOoC]ie OUYMILECHUS
MMOJIOCTH IECTPYKIIMU (CM. HUXKE).

JITUTETbHOCTD JICUEHUS] HEOCTOXHEHHON TUITMYHOMN
IMHEBMOHUM COCTABJISIET OKOJIO 5 HE (2 IHS mocjie CHU-
SKEHUsI TeMIIepaTyphbl Tena). JledeHWe aTUIMMYHON ITHEB-
MOHHUHM Y TIOAPOCTKOB — 2 Hell (OMaCHOCTh Pa3BUTHS T (-
(y3MOHHOIi HEIOCTATOYHOCTH), y neteit no 12 et — 1 Hen.

OcnoXHeHHbIe MHEBMOHUN

OCHOBHBIE  OCJTIO)KHEHUSI ~BHEOOJIBHUYHBIX — ITHEB-
MOHUI — JIeroYHast NeCTPYKIUS W IIEBPUTHI, KOTOpHIC
Ha 85—90% wuMeT MHEBMOKOKKOBYIO 3THONOrHAI0 [16].
Ilpu nectpykTuBHON (HEKPOTU3UPYIOLIEH, abCLeANpYO-
1) THEBMOHWUY HEKPO3 JIETOYHOI TKAHU BBI3LIBAIOT ITPO-
Teasbl. OnopokHeHue (OUMIIeHUE) HEKPOTUIECKOTo oJara
BeZIeT K (POPMUPOBAHUIO ITOJIOCTEH — aOCIIECCOB, OYILT, IO~
IMHeBMOTOpakca. Puck pecTpyKimu Bbitie B rpyaHoM (10%)

*

TTocenieHue nETCKOro AOIIKOJBHOTO YYpeXXAeHUS! OOJbHBIM
WU ero cbcoM, JieueHne paHee aHTUOMOTUKOM U/VMJIM TOCTIUTA-
JIU3anus.

Tabauya 3. XapaKTepucTHKA IBYX BH/IOB IJIEBPUTOB
Table 3. Characteristics of 2 types of pleuritis

Tamouenko B.K. BHeOOMIbHUYHBIE TTHEBMOHUY Y IETEil — MPOOIEMbI M pelIeHUs.

u paHHeM (5%) Bo3pacTe; CepOTHUIILI THEBMOKOKKA: 1, 3, 5,
7F, 14, 19A BbI3bIBAIOT IECTPYKLIMIO U TUIEBpUT B 50—70%
ciydaeB. [TosgHee Havamo JieueHust (rocjie 5—6-ro JTHs)
YpeBaTo pa3BUTUEM ITMOITHEBMOTOpAKCa, TeMOJIMTUKO-Ype-
MMYECKOTO CUHAPOMA, SMITUEMEI [26].

Jns necTpyKTUBHOIM IMTHEBMOHMU XapaKTEPHbI JTUXO-
panka (10 OTIOPOKHEHMS TTOJOCTEI), CUMIITOMBI TSKE-
CTHU, BBICOKME YPOBHM MapKepoB BocCHajeHMsl (JIelKO-
umro3 >20-10°/1, CPB 150—300 mr/m, ITIKT >10 Hr/m).
B 30% cnydaeB mecTpyKUUM IPEAIIECTBYET MAaCCUBHBIN
(«cnmuBHOI», YacTo ¢ BhIOyXatollei rpaHuiieii — HaOIto-
JneHue 3) WM OBYCTOpOHHUIN wHdwmibTpar, B 70% —
¢ IieBpuTOoM [9].

IneBpuT, COMYTCTBYIOLINI TTHEBMOHMM (CUHITHEB-
MOHUWYECKMIT), 4allle THOWHBIA, OH OBICTPO pearupyer
Ha paHO HayaToe JiedeHHe aHTMOMOTHMKOM. JlpeHmpoBa-
HUE, TOPAaKOCKOMUSI HYXXHbI MPU HAKOTUIGHUHN 3KccynaTa
U Pa3BUTUU OSMIIMUEMbl, OOBIYHO BCJIEICTBUE IO3IHENH
1 HeajekBaTHOW Tepanuu. OT CHUHITHEBMOHWYECKOTO
clienyeT OTJaMYyaTh METalTHEeBMOHUYECKUI TUIEBPUT, BO3-
HUKAIOIIWI TToc/ie Havyasla JIeueHUsI THEBMOHUU (OOBIYHO
NECTPYKTUBHOI), oH ObuT u3ydyeH B Poccuu B 80-e rombt
XX Beka [26, 35, 36]. Paznmuuusa mexmy IByMsl TUITAMK
IUIEBpUTOB TIpUBeAeHbl B Tabu. 3. Pacimmdpposka mnaro-
reHe3a MeTalTHEBMOHUYECKOTO TIJIeBpUTA MO3BOJIWIIA Kap-
IUHAJTBHO U3MEHUTD ero Tepanuio. OmHaKo B 3apy0eKHOM
JIaTepaType MeXIy IBYMsI BUIAMU ILJIEBpUTA pa3Inuuii
He J1e1atoT, 0003Havast X Kak raparHeBMOHUYECKE, XOTSI
WHOTAA M OTMEYaloT Pa3HUIly MEXIY <«OCI0XHEHHBIM»
(THOIHBIM) U «1IpocThIM» (¢ pH >7,2 1 ypOoBHEM TJTIOKO3bI
>2,2 mmodb/n) [37]. K coxaneHuio, 60JIbITMHCTBO OTeUe-
CTBEHHBIX JETCKUX XMPYProB HE OTIMYAIOT METaITHEBMO-
HUYECKMUI TUIEBPUT OT CUHITHEBMOHUYECKOTO, MOABEpTast
JeTeli HEHY>KHBIM BMEIIaTeIbCTBAM.

MeTarmTHeBMOHUYECKUI TUIEBPUT — HMMMYHOKOM-
TUIeKCHasl peaklys Ha pacriaji BO30yauTeis mocjie Hayaua
tepanuu. OOBIYHO COTMPOBOXAACTCSI KPATKOBPEMEHHBIM
CHUXXEHMEM TeMmIleparypbl Teia (Ha 1—2 aHs), cBuie-
TEJILCTBYIOIIMM 00 aHTUMHMKpPOOHOM 3ddeKkre. 3areM
TeMmIiepaTypa BHOBb TTOBBIILIAETCS, TTOSIBISIETCS IKCCyaaT
B TIJIEBPE, COCTOSIHUE OOJBLHOTO YJIy4IlaeTcsl MEUIEHHO.
JAMUTebHOCTh  3TOM  «0E3MUKPOOHON»  JTUXOPaJKU
(39,5—40,5 °C) nocturaer 15—20 nHeii, Ha Hee HE BIUSIET

XapakrepucTuka CHHITHEBMOHHYECKHi MeTanHeBMOHUYECKHIA
Hauano BwMmecre ¢ mHeBMOHEME [Mocne Havasa Tepanuu
Xapakrtep THoliHO-DUOPUHO3HBINM, THOMHBI Cepo3HO-GhUOPUHO3HBII
uto3 2000—10 000 xo1/MKIT Mewnee 1000 xi1/MKIT
pH Menee 7,3 7,35-7,6
Caxap Menee 2,5 MMOJIb/JT Bonee 3,5 Mmoub/i
OTBET Ha aHTUOMOTUK Xopouuit OTCyTCTBYET
OTBeT Ha CTEPOU]L OTCyTCTBYET Xopouuii
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cMeHa aHTuOMoTtuka. XapakTepHo yBeaudeHne COD
10 50—60 MM/d; JIEMKOLUMUTO3 OOBIYHO HE CHUXKACTCS
JIO OTIOPOXKHEHMS MojocT. M3 cepo3Ho-(hrOpUHO3HOTO
aKccyaaTa BblMagaeT (GUOPUH, APpEeHMPOBaHUE HE CHU-
JKaeT TeMITepaTyphl M He YCKOPSIET BBI3IOPOBIICHUE.

Tepanus oc/I0KHEHHBIX MHeBMOHMIA. [1py necTpyKTHB-
HBIX ITHEBMOHUSIX He TpeOyeTcsl M3MEHEHHE B BBIOOpE
AHTUOMOTHUKA, XOTS TeMmIlepaTypa MamaeT TOJbKO IOCIe
OTOPOKHEHUST HEKPOTUIECKHX ITOJIOCTEM, UTO COTTPOBOXK-
JIaeTCs TIPUCTYITOM Kalluist, 60Jeil, onbIKou (Ipu pas-
BUTHM ITHEBMOTOpPAKCa); K 3TOMY BpPEMEHM BBIpaXKeH-
HOCTb CUHITHEBMOHMYECKOTO TUIEBPUTA OOBIYHO YMEHb-
IaeTcs M MyHKIWs He TpeOyeTcs.

Jckyccusi B MUPOBOM JINTEpaType O CTEPOMIHOMN
Tepanuyu IMTHEBMOHMI W TUIEBpUTA IIOKa HE BbISBUJIA
o6uiero mHeHus. B 2017 1. BbIlIa cTaThs, rMoka3aBIiiiasi
3¢ GEeKTUBHOCTD JeKcaMeTa30Ha y JETel C «IPOCThIM»
IJIEBPUTOM (€TO XapaKTEPUCTUKM KaK Y METalTHEBMOHM -
YECKOro TJIEBPUTA), HO HE TIPU «OCIOKHEHHOM» (THOM-
HOM); OTHAKO aBTOPHI HE YKa3aJi Ha CBS3b «IIPOCTHIX»
IUIEBPUTOB C TIPEAIISCTBYIOIINM JieueHrueM [38].

IMpur MeTarmTHEBMOHNYECKOM TIIEBPUTE MBI YK€ MHOTO
JIET WCIOJb3yeM CTEPOMIbl — OOBIMHO TIPEIHU30J0H
(BHYTpb 1 MT/KT B CyTKM 3—4 JHSI), KOTOPBI CHMXKAeT
temriepatypy 1 COD 3a 1-e cyTkm, yiaydiiaeT oOlee
COCTOSTHME, UTO TTO3BOJISIET OBICTPO (6—8 mHEl) BBITIU-
catb OOJIBHBIX [26, 36, 39]. Takoit apdexT moaTBepKIaeT
MMMYHHBIM XapakTep METaITHeBMOHUYECKOTO TUIEBPUTA
1 TIO3BOJISIET U30aBUTh OOJBHBIX OT IMyHKIIUI, TPEHUPO-
BaHMUS U IPYTMX BMEIIATeJIbCTB (HabmoneHue 3).

O ruapatamud. Y OOJBHBIX C TSDKEIOM ITHEBMOHUEH
MPOUCXOIAT BBIOPOC AHTUIANYPETUIECKOTO TOPMOHA,
MOBBIIIICHWEe TUAPO(MUILHOCTU TKaHE, CHUKEHUE
00beMa IUPKYJIUPYIOLIEH KPOBU, YTO BeJleT K CHIDKEHUIO
JIype3a U YBEIMUEHUIO TTIOTPEOHOCTH B XKUAKOCTU. Tem
He MeHee OOBIYHO TPOBOJASAT BHYTPUBEHHYIO THApaTa-
LIMIO, B TOM YUCJIEe C 1IeJIbI0 TaK Ha3bIBaeMOU He3UMHTOK-
CHKalliM, 4YTO BecbMa criopHo. MHpy3un naxe B oobeme
pacyeTHON CYTOYHOM MOTPEOHOCTU YpeBaThl TUITEPTHI-
paTaiueii, OTeKOM JIETKUX U MO3Ta, YTO HEPEIKO BBISIB-
JIeTCs TIpY ayTOIICHU JIeTei, YMEpPIIUX OT ITHEBMOHUH,
KaK HeTloCpeJICTBeHHast PUYMHA CMEPTH.

[ToTpeOHOCTL B XUAKOCTM OOJBHBIX ITHEBMO-
HUel coctaBisger Jumb poio (ot 50%) ot pacuer-
HOIi, OHA TTOKPBIBAETCS TTPUEMOM I10 KEJIAHUIO, B BEHY
(B OCHOBHOM pacTBOPHBI JIEKAPCTBEHHBIX IIperapa-
TOB) BBOIAT He Oonee 1/6 OT pacueTHOTO OOBEeMa —
25-30 mu/kr/cyt [9, 26]. MBI He BUAEAU DPa3BUTUS
00e3BOXMBAaHMS TIPU TaKOM TTOIXO/e, TeM OoJiee OTeKa
JIETKUX U MO3Ta.

ITporHo3 naxe HETSIKEI0M BHEOOJIBbHUYHBIONW TTHEB-
MOHUU 0e3 JIeYeHUsI cepbe3eH, PeOCHOK acTeHU3UPY-
eTcs, ecThb pUCK XxpoHu3anuu. [Ipu cBOeBpeMEeHHOM
JiedueHUU MHOUIBTpAT Mcue3aeT 3a 1—2 Hem, ycuieHUue
JIETOYHOTO PUCYHKa — 3a | Mec, HapylIeHKe JIETOYHOTO
KpoBoTOKa — 3a 1—2 mec. OOpaTHOe pa3BUTHE JECTPYK-
TUBHBIX ITHEBMOHUI TMPOUCXOIUT 4Yepe3 obpa3oBaHME

NEPELOBAS

nosiocteit, Ha KT (He pekoMeHmoBaHAa, HO POAUTEU
HaCTanBalOT) BUIHBI TAKKE TSIKU VT TTETJUCTHIE CTPYK-
Typhl, He TpeOyloline BMmelnaTelbcTBa. Yepes 6 Mec
naxe Ha KT BUIHBI JUIIb MUHUMAJbHbIE U3MEHEHUS.
B kaTamHe3e: 1eTH 310pOBBI, MHOTJA YIaeTCs BBISIBUTD
MWHHMMAaJbHOE CHIXEeHUWE (PYHKIIMU BHEIIHETO IbIXa-
Hug n <10% cHUXEHUE JIETOYHOro KPOBOTOKA B paHee
MOPaxKeHHOU [1oJIe.

NUmmyHonpodunakTuka BHeOGONbHUYHbIX
NMHEeBMOHUI

Hib-BakumHamus, mMmelomas 25-JIETHIOIO MCTOPHIO,
npoBonuMasi 0ojiee yeM B 184 crpanax, cHU3MIIA 3a0071¢e-
BaeMoOCTb MHBa3uMBHbIMU ¢opmamu (Ha 100 Thic. mereit
0—5 net) B Benmuko6putannu ¢ 34 1o 0,65; B ABcTpaniu —
no 0,09, B CIHA — mo <2; Hib-TTHEeBMOHMM W SIIUATJIOT-
TUTHI MPAKTUUECKU UcUe3nn. DauMuHaiust Hib BbI3Bajia
HEKOTOPBII POCT TOJIU APYTUX TUIIOB TeMobUIIoca, mpe-
xne Bcero tTuna a (Hia), ocoOeHHO y CeBepHBIX HApOIOB
CILUA u KaHanpl, rie moctaBiieH BOIpoc o co3nanuu Hia-
BaKIIMHbBI ¥ BEIYTCSI COOTBETCTBYIOIIME Pa3pabOTKMU.

Tounasi onieHka 3(p(PEKTUBHOCTU TTHEBMOKOKKOBBIX
BaKIIMH BO3MOXHa TOJIbKO B OTHOIIEHUU OaKTepUeMU-
YecKMX MHEBMOHUM, 4acToTy KoTopbix y neteit B CLLIA
BakLMHBI [IpeBeHap cHusuau Ha 74—91% (BaKIIMHHBIC
CEpPOTHUIIbI), YACTOTY BCEX ITHEBMOKOKKOBBIX ITHEBMO-
Huit — Ha 63% (c TeBpuTOM— Ha 53%), BCceX BHEOOb-
HUYHBIX ITHEBMOHUI — Ha 16%, aMOy/IaTOPHBIX BUBUTOB
nereit <5 jier — Ha 68% U rocnUTANIM3ALNI 10 TTOBOAY
IMHEBMOHMI C albBEOJSIPHBIM HMHOWIBTPATOM JTIO00I
stuosorun — Ha 32%. I1pumeHeHue 10-BaJleHTHOM BakK-
HBI CUHGIOPUKC CHU3WIIO YUCIIO CIy9aeB THEBMOHUU
¢ MHWIBTPATOM y JAeTeli 10 5 et Ha 25,7 %, UHBa3UBHbIE
¢dopmbl — Ha 100%. CHUXKEHME YaCTOTHI Pa3BUTHSI BHE-
OOJTLHUYHBIX TTHEBMOHU (TI00ast BakiinHa) Ha 25—35%
MOJIydeHO W B Apyrux crpaHax. Yepes 3—35 jer mocie
Havyaja BaKIMHAIIMM 4YacTOTa pPAa3BUTHUS WHBAa3MBHBIX
ITHEBMOHMI YBEJIMUMBAETCS 3a CUET HEBAKIIMHHBIX CepO-
tunoB (4aie ceporunsl 10A, 11A u 15-g ceporpymnma),
BO3pacTaeT 1 UxX 0os1 y Hocureneit [40, 41].

CylIecTBeHHYIO POJib B TIPOMPUIAKTUKE TTHEBMOHUIA
WUTPalOT TakKXKe CBOEBpEeMEHHas BaKIMHAIUS TIPOTUB
KOPHM U KOKJTIOIIA, a TAKXKE €XXeroaHast BaKIIMHAIWS ITPO-
TUB IPUTITIA.

KnuHuyeckue HabniogeHus

Haomonenne 1. Jlesouka P., 4 roga 2 mec, Temriepa-
Typa Tena 38,5—39,6 °C, kaiejib, OTCYTCTBHUE arlleTUTa,
anMHaMMsl. bpuramoil cKopoil MeIULIMHCKOW TOMOIIA
(CMII) mo mnoBomy OOCTPYKLUMM Ha3HAuYe€Hbl BEHTO-
JINH, TIPEIHU30JIOH, a TakKKe a3uTPOMULIMH — 2 IIHS
0e3 adpdexra.

Ipu ocmoTpe: KaTtapaJbHBIX SIBJEHUI HET, 4acToTa
nbixanust (Y1) 40 B MUHYTY, yacToTa CepleuHbIX COKpa-
mwenuit (YCC) 110 yn/mMuH, yKOopouyeHUE M eIUHWY-
HbIe XPUIIBI ClpaBa B aKCUJUISIDHOW 001acTH, JIeHKO-
uutel 22,0-10°/n, weirpodmnbr 75%, COD 22 mMm/4,
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CPb 276 wmr/n, IIKT 8,7 ur/min. Ha peHTreHorpamme
(puc. 2) TOMOT€HHBII TUIOTHBIN «IIapOBOM» MH(UIBTPAT,
TUMWYHBINA JUIS TTHEBMOKOKKa. HasHayeH aMOKCHITWII-
JIUH BHYTph 80 Mr/Kr/cyT, 3 deKT uepe3 24 4, BBITHCKA
Ha 5-i1 geHb. Ommbka CMIT: kpsixTsiiuee IbIXxaHUe MpU-
HM  3a  oOcTpykuuioo. HasHauyenme asuTpoMMIIMHA
Mpu OOCTPYKIIMU He OOOCHOBAHO.

Haomonenue 2. Iesouka T. 1,5 roma. Temmeparypa
tena 39 °C, xamenab, 0TKa3 OT eAbl, COHIUBOCTD. [lomy-
yajia aMOKCUIIWJUTMH/KIaByaaHaT 31 Mr/Kr/cyT co 2-To
nHg 2 gHa 6e3 addexra. IIpm ocmorpe Ha 4-if OeHB
(puc. 3) cocrosiHUE TsXesioe, O03HOO, BO30YXIEHME.
dusukaabHble TaHHble cKyaHble, Y/1 45 B munyty, HCC
127 yno/muH, neiikouutsl 21,6:10°/1, mamoukosimep-
Hole 29%, CPB 46 mr/n, TIKT 7 mr/a. JInarHo3: TUnmmg-
Has (ITHEBMOKOKKOBasi) BHEOOJIbHWYHAS ITHEBMOHWUSI,
orcyrcTBMe 3ddeKTa CBSI3aHO C Majioil /10301 aMOK-
CUIIWJUTMHA/KIaBylaHaTa. Ha3HayeH aMOKCULIMIIIMH

Tamouenko B.K. BHeOOMIbHUYHBIE TTHEBMOHUY Y IETEil — MPOOIEMbI M pelIeHUs.

50 MT/Kr/CcyT BHYTpb, YTO TIPUBEJIO K MafAeHUIO TeMITepa-
TYphI K KOHILY JHSI, KypC JICUSHUST 5 THE.

Ha6monenne 3 (7). Jesouka T. 5 ymetr — 5-if IeHb
BBICOKOI TeMIlepaTyphl Tejla, aluHaMUsl, OTKa3 OT eJIbl,
06e3 KaTapaJbHBIX siBieHUi. [Ipu mpueme: cocTosHUE
TsKenoe, temnepatypa teiaa >39 °C, Y 42 B MUHYTY,
YCC 132 yn/mmn, SaO, 93%, ocnabiaeHHOe [bIXa-
HUE M YKOpPOUEHME MpH TepKyccuu cripaBa. Jleiiko-
umtel 13-10°/m, COD 30 mm/4, CPB 390 mr/a, TIKT
13 nur/min. Ha pentreHorpamme (puc. 4, a) MacCHB-
HBI CIMBHOM MHMWIBTpAT CrpaBa B BEPXHEM JIETOY-
HOM TMIOJIe¢ M HETJIOTHBIM CcJieBa B CPEIHEM JIETOUHOM
noje. Yepe3 CyTKM TIOCiA€ BHYTPUBEHHOTO BBEICHUS
aMOKCULIWITMHA/KinaBynaHata (90 Mr/Kr/cyT) KOHCTa-
TUPOBAHO Hayaj0 METAITHEBMOHUYECKOTO ILJIeBpUTA
(puc. 4, 6), cCHUXXEHUE TeMIlepaTyphl Tejla C TOBbILIE-
HUEM K 3-My JHIO JICUEHMSI, HayaTO BHYTPUBEHHOE
BBEACHMUE MpPEIHU30JIoHa 2,8 MI/KI/CyT, 3aTeMm Tep-

Puc. 2. PentreHorpaMma rpyJaHoii KJIeTKH jae-
BouKkH P. 4 rona 2 mec. O0bsiICHEHHS B TEKCTe.
Fig. 2. Chest X-ray of a girl R. 4 years
2 months. Explanations in the text.

Puc. 3. PeHTreHorpaMma rpyaHOil KJIE€TKH Jie-
BoukH T. 1,5 roga. O0bsicHEeHUs B TEKCTe.

Fig. 3. Chest X-ray of a girl T. 1.5 years. Expla-
nations in the text.

Bx 1

Puc. 4. PentrenorpamMma rpyaHoii KieTku aeBouku T. 5 jer. O0bsacHeHus

B TEKCTE.

Fig. 4. Chest X-ray of a girl T. 5 years. Explanations in the text.
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opanbHo 10 Mr/cyt (6 aHeit). Jpyrux cpeacTB He MOJTy-
yaya. COCTOSTHUE YIy4dIllajaoch ¢ 4-TO THS JICUYESHUS, TEM -
rneparypbl Obula HOpMaJibHOM ¢ TogbemoM a0 38,5 °C
Ha 5-f JeHb NpM TIOSIBIEHUU TIOJOCTH AECTPYKIIUU
Ha ¢OoHE METarTHeBMOHUYECKOTO ruieBputa (puc. 4, B).
COD c 3-ro nHs Bo3pocia 10 61 MM/9 ¢ pe3KUM CHIXe-
HueM 1o 11 mM/4 K Beinicke Ha 10-ii nenb, korna u CPB,
n [1KT cHusmmmch 1o HopMbl. Yepe3 1 Mec Ha peHTTeHO-
rpamMme (puc. 4, T) Ha MeCTe IeCTPYKIIMU OTMEUEHBI YCH -
JICHWe PUCYHKa, HepaBHOMEpHas BO3IYIIHOCTb. Jluar-
HO3: IBYCTOPOHHSIS NECTPYKTUBHAs ITHEBMOHMS, MeTa-
IMTHEBMOHMYECKUI TUIEBPUT (BEPOSITHAS STHOJOTUS —
ITHEBMOKOKK).

Haomonenne 4 (3). [lesouka K. 17 ger. C 14.04.20
HeJoMOraHue, JoMsIIe 00U B MBIIILAX, TeMITepaTypa
tena 38,3 °C, kalenb, 3aTpyOIHEHHOE JbIXaHHWE, KOHB-
IOHKTUBUT, XPUIIBI B JIETKUX ¢ ABYX cTopoH. C 16.04.20
rnoJjiydajia aMOKCHUIIMJUIMH/KJaByJaHaT 4 T/CyT, 03eJib-
TaMUBUD, 3aTeM LedTpuakcoH 2 r/cyT 0e3 addekra.
HamnpaBrena ¢ momo3peHunem Ha  COVID-19.
IMpu nocrymnenun 24.04.20: cyxoit kaiiejb, TemIiepa-
Typa Tena go 38,6 °CC, cnaboctb. JIeKOLUThI, TpOMOO-
uutel B Hopme, CPb 40 mr/n, ITKT 0,03 mr/n. Ha cHuMm-
kax (puc. 5, a, 0) MHUIBTPAT HMXHEW MOJIM ClieBa,

NEPELOBAS

npwiexaiiuii K mexmnosnesoit menu, Ha KT (puc. 5, B) —
YYaCTOK KOHCOJMIALUM, BUACH XOI OpOHXOB, Iepu-
OpOHXMAIbHBIC YINIOTHEHUS 110 TUITY MATOBOTO CTEKJIa —
OakTepuajbHasg TIHeBMOHUs. KimHuueckass KapTuHa
paclieHeHa KakK XapakTepHas [JIsi MMKOTUIa3MEHHOM
MHEBMOHUM C y4YETOM OTCYTCTBUsI 3(dekTa oT P-jak-
TaMOB U J1abOpaTOPHBIX NAaHHBIX. JIXKO3aMULIMH [aj
ObICTPBIN 3 heKT. BhIsIBIeHbI aHTHUTEIa K MUKOILIa3Me,
tecthl Ha COVID-oTpuLiaTeIbHEBIE.

HaGmonenne 5. JleBouka WM. 6 Jjer moctynumia
Ha 8-ii meHb (eOpMILHOTO 3a00JeBaHMSI C KalllJIeM,
HO 0e3 MPU3HAKOB TsKeCTH. [Ipu ocMoOTpe: KOHBIOHK-
TUBUT Oe3 BbINOTa, YMepeHHbI puHUT, YJ1 24 B MUuHYyTY,
YCC 100 yn/MuH. B 1eTkux HEMHOTO BJIQXXHBIX XpUTIOB,
OoJIbllIe CIpaBa BBepxy. [eMorpaMmMa B HOpMe, Ha PEHT-
reHorpamme (puc. 6) HerIoTHasE UH(GIBTpAaTUBHAS TCHb,
npuiexaiass K Majoil MeXIoJIeBOW Ied. AHTUTeNa
K MHUKOITIa3Me OTpuIaTesibHble. J>)Ko3aMUIIMH B 03¢
40 mr/xr/cyT nan apdexT Ha clieaytoluii AeHb, peOeHOK
BBITTMCAH Ha 3-if IeHb ¢ peKOMeHAAIel TTPOUTUTh Jieue-
Hue a0 1 Hexa. ImarHo3 MUKOTUIa3Ma-TTHEBMOHUU MO~
TBepKaeH rosisneHueM IgM u IgG anTuTen yepes 3 He.

Haomonenue 6. [IeBouka b. 9 net. 3a6osena octpo —
BBICOKasl TeMIleparypa Tejia, Kailejb, C 3-T0 IHSI B 00JIb-

Puc. 5. PentreHorpaMmma B npsiMoii (a) u 60K0Boii (0) MpoeKIMy 1 ToMorpamMma (B) Tpy/IHO# KJIeT-
Ku 1eBouku K. 17 net. O0bsicHeHus B TEKCTe.
Fig. 5. X-ray in frontal (a) and lateral (b) projections and tomogram (c) of the chest of a 17-year-
old girl K. Explanations in the text.
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HUILIE C OUAaTHO30M: OOCTPYKTUBHBIA OpPOHXUT; TOJY-
yajla MHTAJISALMOHHO OynecoHu U B-aroHucTsl. Ha 8-t
IIeHb BHOBb MoIbeM Temriepatypsl >39 °C, ycunauics
kamenb. [TocTynuna B oTaefeHre Ha 4-ii IeHb HOBOTO
3abosieBaHus ¢ Temnepatypoii >39 °C, Y/l 24 B MuHyTY,
YCC 100 ya/mMuH. OcnabieHue IbIXaHUSI B HUXHUX
oTIejax ¢ OOEUX CTOPOH, BJIAXKHBIE XPUITbI, OOJIbIIE
ciesa, Sa0, 96%. JleiikouuTer 46-:10°/1, COD 28 Mm/y,
CPb 64 mr/n, TTIKT 0,08 ur/mi, IgE 1133 en/ma. AHTH-
TeJla K MUKOTIUIa3Me oTpuiaTenbHble, K C. pneumoniae
IgM +++, IgG 1:50, IgA 1:50. Ha peHTreHorpamme
(puc. 7) MHOXECTBEHHBbIE pa3HOro pa3Mepa oOdaru
WHOUIBTpALIMU C ABYX CTOPOH. IMarHo3: MHEeBMOHMS,
Bei3BaHHast C. pneumonia. JxozamuuuH 1000 mr/cyt
¢ OBICTPBIM (CO 2-T0 IHSI) YIyUIICHUEM.

3aknovyeHue

B crapoii kak Mup rpobsiiemMe MHEeBMOHUIA B TTOCTE-
Hue 50 JeT HakoIieHbI (DaKThI, IMO3BOJISIOIINE PalLlNo-
HaJIM3UpOBaTh WX JMArHOCTUKY M JiedeHue. B uact-
HOCTH, 1IeJIeCO00Pa3HOCTh BbIAEICHUS BHEOOJbHUYHBIX
IMTHEBMOHMI TONATBEPKAEHA BO3MOXHOCTBIO CO3IaHMSI
93(hGEKTUBHBIX 3MIIMPUUECKUX PEKOMEHIAMi Mo UX
negennto, a maHgemus COVID-19 moka3zana BaXXHOCTb
nuddepeHInaNIbHON ~ IUAarHOCTUKKU  BHEOOJIbHUYHOM
nHeBMoHNN ¢ COVID-1THEeBMOHUTOM.

OnHako oco3HaHME 3TUX (PAKTOB M KOPPEKIIMS MpaK-
TUKU B COOTBETCTBUM C HUMM OCTaBJISIET XeJiaTh JIyd-
mero. MHGWIbTpaT Ha peHTreHOrpaMMe Kak KpUTepuid
BHEOOJIbHUYHON MHEBMOHMU C OaKTepualbHBIM BOCIA-
JICHWEM He BbI3bIBA€T MHOTO TOJKOBAHMSI, HO «PEHTIEH-
oTpulaTe/ibHbIe» BHEOOJbHUYHBIE ITHEBMOHMU TIPO-
JIOJDKAOT aAuarHoctuponatbes. [lpusHaBass B KauecTBe
STUOJIOTMU BHEOOJIHLHUYHON ITHEBMOHUM 2—3 BHUAA BO3-
OynuTeneit, MpUBOIST, B TOM YMC/Ie B ydeOHUKAX, IJTUH-
HBII CIMCOK OakTepuii M TpuOOB O3 yKa3zaHMUSI Ha MX
penkoctb. HeynuButeabHO, 4YTO meauaTpbl HE MbITAIOTCS
CTaBUTh XOTSI Obl TIPENNOJIOKUTEIbHBIM 3TUOJIOTMYE-
CKMI IMarHo3 M BbIOMPAIOT aHTUOMOTHUK IO HAUTHUIO,
HE KOpPPUTUpYsl Ha3HauyeHUsl B COOTBETCTBUU C TOBBI-
HIAOIIEHCS PEe3UCTEHTHOCTbIO MHUKPOOOB K pa3HbIM
npenapataM. Bo MHOrMx crarbsix M J0KJagax yrposa
JIEKapCTBEHHOW YCTOMYMBOCTU MPOM3HOCUTCS KaK MaH-
Tpa, a He KaK (hakT pocTa pe3UCTEHTHOCTU KOHKPETHOTO
rnmaToreHa K KOHKPETHOMY aHTMOMOTHUKY C YKa3aHUEM,
YyeM U B KaKOii 103e JeuuTh najbiie. Jlymato, 4To oleHKy
KayecTBa JIeYeHUs] BHEOOJbHUYHOW ITHEBMOHUU Clie-
JIyeT TIPOBOAUTH IO COOTBETCTBMUIO CTApTOBOM Tepanuu
ee TUITy, a He 1o aedeKTaM 3alrcu B UCTOPUM OOJIE3HU.
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I'eHo-(eHoTUNHYECKAS XapaKTePUCTHKA CHHIpoMA Diiepca—/lanio: TpyaHOCTH
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Geno-phenotypic characteristics of Ehlers—Danlos syndrome: difficulties of disease type
identification and approaches to pathogenetic treatment

E.A. Nikolaeva, A.N. Semyachkina

Academician Y.E. Veltishchev Research Clinical Institute of Pediatrics, Pirogov Russian National University, Moscow, Russia

IIpencraBiensl noTyYeHHbIE U3 JUTEPATYPHI COBPEMEHHbIE CBEIeHHSI O HAHOOJee PACIPOCTPAHEHHOM MOHOTEHHOM 3200./1eBAHHH
COeIMHHUTEIbHOM TKaHu — cuHapoMe Djepca—/lanio. /lana undopMaims o AByX NpeaiecTBYIOIMX KAACCH(PHKANMAX CHHIAPOMA:
Bepaunckoii (1988 r.), Boinensiomeii 11 Tunos 3a6oseBanust, u Beiitona (1998 r.), paccmaTpuBaiomeii 6 TUIIOB CHHAPOMA U YYUTBI-
BalowIeii pe3yabTaThl MOJIEKY/ISIPHO-TeHETHYECKHX UCCIIeOBAHMIA.

Oco0oe BHuUMaHue ynejeHo HOBOW Kiaccupukamun 2017 r., npeniokenHoii MexIyHAPOAHbIM KOHCOPIMYMOM. DTa Kiaccupu-
Kanus 0asupyeTcs Ha KIMHAYECKUX M MOJIEKYJISAPHO-TeHEeTHYECKUX JaHHbIX, BKIoYaeT 13 Tunos cunapoma Daepca—/lanio, Bxo-
Jsauux B 7 rpynn (A—G), B 3aBHCHMOCTH OT OCHOBHOTO MOJIEKY/ISIPHOTO Je(eKTa, onpee/sioniero HapyueHus pa3inyHbIX CTPYKTYP
KoJl1areHa (MepBUYHOM, MPOCTPAHCTBEHHOI, 00PA30BaHMS NMONEPEYHBIX CBA3Ei) M APYTUX COCTABJISAIOMIUX COETUHUTEIbHON TKAHH
(MHOMATpPHKCA, NIMKO3AMUHOIIMKAHOB, KOMIIOHEHTA KoMILieMeHTa 1 ip.). [Ipencrasnenb o0mue KIMHMYECKHE CHUMITOMDI 1S BCeX
TUNOB 00J1e3HH M HCYepnbIBaOmAas nHGopManys o cnenudpuyecKux NpU3HAKaxX Kaxaoro u3 13 tunos cunapoma.

O0cyKIa0Tcs MOAX0Abl K MATOTeHeTHYECKOil Tepanui CHHAPOMA, AHAJIU3UPYIOTCS BO3MOKHOCTH CHMITOMATHYECKOTO JIeYEHHs],
BKJIIOYAIOLIEro KaK JeKapCTBeHHbIe NMPenapaThl PA3HOro CHEKTpa JeicTBHA, TaK U ¢u3noTepanesTnyeckue Meponpuarus, JIPK.
Kommiekce nepeynciieHHbIX Jie4eOHbIX Mep HANPABJIeH Ha CTA0MIM3aLHMI0 OCHOBHOTO NATOJOTHYECKOro0 Npouecca, npeaynpexieHne
0CJIOXKHEHHUIi, MOBbIIIEHHE KAYeCTBA JKU3HM 00JbHOTO U yIydlleHHe cOUManbHoil anantanuu. IloryepkuBaeTcs, 4ro i NPaBHIb-
HOTO BeJleHHs MAIMEHTOB, 1eJeHANPABIEHHOr0 MeIUIMHCKOr0 HAOJIOAEHUsI M MeJUKO-TeHEeTHYECKOr0 KOHCY/IBTUPOBAHUS HEO00-
XOIMMA MOJIEKY/ISIPHO-TeHETHYECKAsl Bepu(UKALMS TUATHO3A.

Karoueswie caoea: demu, cunopom Snepca—/lanno, kraccugpukayus, kaunuueckas cumnmomamuxa, /lHK-ouaenocmuka, aeuenue.

Ana umtupoBanus: Hukonaesa E.A., CemsidkuHa A.H. [eHo-¢eHoTunuyeckas xapaktepuctuka cuHgpoma 3dnepca-/LaHno: TpyaHocTv
vaeHTuguKaumm TmnoB 3abosieBaHvsi 1 Noaxoabl K naTtoreHeTn4eckomy sedeHuio. Poc BecTH nepuHaton v negmatp 2021; 66:(1): 22-30.
DOI: 10.21508/1027-4065-2021-66-1-22-30

Veltischev Research and Clinical Institute for Pediatrics of the Pirogov Russian National Research Medical University, Moscow, Russia
The article presents modern data on the most common monogenic connective tissue disease — Ehlers—Danlos syndrome. The authors
describe two previous classifications of the syndrome: Berlin (1988) classification, which distinguishes 11 types of the disease,
and Beyton (1998) classification, which includes 6 types of the syndrome and takes into account the results of molecular genetic studies.
Particular attention is paid to a new classification, proposed by the International Consortium in 2017. This classification is based on
the clinical and molecular genetic data and unites 13 types of Ehlers—Danlos syndrome, divided in 7 groups (A—G), depending on the
main molecular defect. This defect determines the violation of various collagen structures (primary, spatial, cross-linking) and others
constituents of the connective tissue (myomatrix, glycosaminoglycans, complement component, etc.). The classification provides
general clinical symptoms for all types of the disease and comprehensive information on the specific signs of each of the 13 types
of the syndrome.

The authors discuss approaches to the pathogenetic therapy of the syndrome, the possibilities of symptomatic treatment, including
both medications of different spectrum of action, and physiotherapeutic measures, exercise therapy. The complex of the listed thera-
peutic measures is aimed at stabilizing the main pathological process, preventing complications, improving the patient’s quality of life
and social adaptation. The authors emphasize that correct patient management, targeted medical supervision and medical genetic
counseling requires molecular genetic verification of the diagnosis.

Key words: children, Ehlers—Danlos syndrome, classification, clinical symptoms, DNA diagnostics, treatment.
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cunapom Dnepca—Hanno — 1:5000. B cBs13u ¢ Mynbru-
CUCTEMHOCTBIO KJIMHUYECKOW CUMIITOMATUKHU TTal-
EHTBI C 3TUM 3a00JieBaHMEM ITONAJAIOT IO HabJoIe-
HUE Bpauell pas3W4YHBIX CIELMabHOCTEN: TeanuaTpoB,
TeHETUKOB, KapJINOJIOTOB, OPTOTIEIOB, HEBPOJIOTOB U JIp.
Tunbl cunapoMa Daepca—/laHno pasnuyaroTcs Mo KIK-
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Huxonaesa E.A., Cemauxuna A. H. [eHO-(heHOTUTIMYECKAS XapaKTePUCTHKA CMHAPOMa Diiepca—/laHio: TpyIHOCTH UASHTU(DUKALIMI TUTTOB 3a00I€BaHM. .

HUYECKMM CHUMIITOMOKOMILIEKCAM, OIHAKO MMEIOT
o0IIMe TIPOSBIICHUSI, CBUACTEILCTBYIOIINE O BOBJICYE-
HUU COEIMHUTENIBHOM TKaHU, YTO 3aTPYAHSIET KIMHUYE-
CKYIO JTMarHoCTHKy TuIia 3abosieBaHusi. CoOBpeMEHHBIN
YPOBEHb DPa3BUTUS MEIULMHBI U KJIMHUYECKOW TIeHe-
TUKM OOYCJIOBJIMBAET HACYIIHYIO HEOOXOIMMOCTH TOY-
HOII MIeHTHUUKAUMM TUIla cMHIApoMa Diepca—/laHiio
C MOJIEKYJIIPHO-TEHETUYECKUM TOATBEpPKAEHUEM. DTO
JlaeT BO3MOXKHOCTh IPOTHO3MPOBATh TeUeHME OOJIE3HU,
obecrneunTh liejeHaIpaBIeHHOe BpadyeOHOe HaOJoIe-
HUE, MEOUKO-COLUAIbHYIO peabMIMTalio IpodaHIa
U MPOBECTU MEAMKO-TEHETUYECKOE KOHCYJIBTHPOBaHMUE
YjieHaM €TO CEMbH.

C 11eJ1bI0 OLIEHKM KJIMHWYECKUX MPOSIBJICHUI U BbIIE-
JIeHus KputepueB IuddepeHINaNIbHON AUarHOCTUKMU
TeTEPOreHHBIX TUIOB cUHApoMa Ijiepca—[aHiao mpo-
BEJIEH aHaJIU3 JaHHBIX JINTEPATypbl U PE3YJBTAaTOB COO-
CTBEHHBIX HAOJIIOCHUI MALEHTOB.

UcTopusa nayyexus n knaccudpukauma cuHapoma
Anepca-[aHno

Cuwnraercst, 4TO TepBbie CBEIEHUS O OOJBHBIX, TTO-BU-
IUMOMY, CTpajallInX CHUHIPOMOM Jiepca—/laHiio,
npuHamexar [UImokpary, KOTOPBIii orrcan MauueHTOB
C pa3boJITAHHOCTBIO CYCTABOB M MHOXECTBEHHBIMU Py0O-
amu Ha koxe. B koHie XIX — Hauase XX Beka Ha 00Jib-
HBIX C PAHMUMOCTBIO W THUIIEPITACTUIHOCTHIO KOXMU,
TUTIEPMOOMIBHOCTBIO CYCTaBOB, BBIBUXaMU, TCEBIOOTY-
XOJISIMM Ha TTIOBEPXHOCTHM KOJIEHHBIX M JIOKTEBBIX CyCTa-
BOB oOpaTwim BHMMaHue nepmarojiorn (A.H. Yepno-
ryoos, 1892 r; E. Ehlers, 1901 r.; H.-A. Danlos, 1908 r);
BO3HUKJIO MHEHUE, YTO 3TOT CUMITOMOKOMILIEKC TIPeI-
CTaBJIsIET eAWHYI0 Ho3ojorndyeckyio ¢opmy. C 1936 T
no npemioxenuto F. Parkes-Weber 3a 3aGoneBanuem
3aKpenujioch Ha3BaHUE <«CHUHApOM Oiepca—/laHiio».
K 1966 ., mo manneim V. McKusick, B MeIUIIMHCKOM
JIMTEepaType HacYMThIBaJIoch oOKojo 300 cooOmieHuit
o cuHapome Inepca—[aHio, K 3TOMY MEepUOLy OTHO-
CATCS TIepBbIe TIOTBITKY KJIacCU(UKALIMY 3a00JIeBaHMS.

B 1988 . 6pu1a mpuHATa bepnmHckas knaccuduka-
1M1, COTIACHO KOTOPOM Ha OCHOBAaHMM TWUIIA HACJIEI0-
BaHUSA M KIMHWYECKOM XapaKTePUCTUKU BBIIEISAIOCH
11 moarpynn cuHapoma. B ocHOBY ciemytoleit Kiaccu-
¢uxanum beiitona (i HomeHkatypa Villefranche) [1]
OBbLIM TOJIOKEHBI YTOUHEHHBIE MOJIEKYISIDHbIE TaHHBIC
U BBIIEJICHBI 6 OCHOBHBIX TUTIOB 3a00JICBaHMSI.

B 2017r. MexXnyHapoaHbIM  KOHCOPLIUYMOM
MpenjioXkeHa HoOBas KiaccupUKalus, OCHOBaHHasI
Ha COBPEMEHHBIX KIMHUYECKUX W TeHETUUECKUX JaH-
HbIX [2]. BbiaeneHbsl 13 TumoB cuHApoMa, BXOISIIUX
B 7 TPy B 3aBUCUMOCTH OT OCHOBHOTO MOJIEKYJISIP-
Horo nedekra (B 7-10 Trpymiy OTHECEHbl HEYTOYHEH-
HbIe HApYIIEeHUS):

1. HapyueHust nepBUYHOM CTPYKTYpHI KOJIJIareHa.

2. HapymeHnsi ~ TIpOCTPaHCTBEHHOM  CTPYKTYPBI
1 00pa30BaHUs TOTEPEYHbIX CBSI3EH KoJIIareHa.

3. HapyuieHust cTpyKTypbl M DyHKIIMM MUOMAaTpPUKCa.

4. HapyiieHust OMOCHMHTE3a TJIMKO3aMUHOTJIMKAHOB.

5. HapyiieHust KOMIOHEHTa KOMIUIEMEHTA.

6. HapyieHust BHyTPUKIJIETOUHBIX TTPOIIECCOB.

7. HeyrouHeHHbIE HApYIICHNS.

BoabIIMHCTBO TUTIOB CUHIPOMA B CBOIO OYepelb MO/~
pa3aeIsaioT Ha MOATUIIRI 1, 2, 3, OTJIMYarommecs 1o reHe-
TUYECKOMY Je(PeKTYy U HEKOTOPbIM KIMHUYECKUM IpO-
seieHusiM. Kak mpencraBieHo B Tabiulie, HauboJIblee
YHCJIO TUTIOB CUHApoMa Diepca—laHiio CBSI3aHO ¢ Hapy-
LIEHUSIMU CTPYKTYPbl M (DYHKILIMU KoJjijareHa (TrpyIbl
A u B). O6paiiaeT BHUMaHue, YTO MOATUIIBI KIACCUKO-
MOJ0OHOIO 1 CIIOHAWIOANCIIACTUYECKOTO TUTIOB B CUITY
pa3InuMil KJIFOYEBOTO MOJIEKYJISIPHOTO AedeKTra U maTo-
reHe3a OTHOCST K pa3HbIM rpyrmraM. OCHOBHBIMU KJIM-
HUYECKMMU TIpU3HAKaMM, OOIIMMM [JISI BCEX TUIIOB
3a00JIeBaHMSI, CUMTAIOT TTOBBIIICHHYIO pacTSXKUMOCTh
KOXU, TUTIEPMOOUIBHOCTh CYCTaBOB, XPYIKOCTb KPOBE-
HOCHBIX COCY/IOB U TKaHei. B 00111e#t Koropre nalveHToOB
90% ciydaeB IpecTaBIeHO KIACCUUECKUM, COCYIUCTBIM
¥ TUTIEpMOOMIBHBIM TUIIAMU cMHApoMa [ 3].

XapakTtepuctuka TMNoB cuHapoma Anepca—-Aanno

Knaccuyeckuii Tam, HacJjieqyOIIUiics ayTOCOMHO-
JTOMMHAHTHO, WMEET TOMYJSIMOHHYIO pacipocTpa-
HeHHocTh 1:20 000 [4, 5]. K GoapmmnM KIMHUYESCKUM
KPUTEPUSAM JUATHOCTUKU 3TOTO TUIIA CUHIPOMAa OTHO-
CAT TUNEPPACTSKUMOCTb KOXM ¢ HaIu4dueM aTpodu-
YecKUX pyOIOB M TeHepaJu30BaHHYIO THUIIEPMOOUIIb-
HOCTb cycTaBoB (>5 OautoB mo mkane P. Beighton).
Bonee yem B 90% ciyyaeB y MallMeHTOB OOHAPYXKM-
BaroT mytauuio reHoB COLS5SAI n COL5A2 [5], koTo-
pble KOIUPYIOT COOTBETCTBEHHO ol M a2-1IeTM KOJ-
nareHa tuna V. Komnaren tuna V — GuOpuuisipHbIi
o6enok, rereporpumep [al(V)]2 a2(V), cocrasuser
0oKoJIO 5% Bcero KojulareHa, COAEPXKUTCS MpeuMyIe-
CTBEHHO B KOCTHOU TKaHM, KOXe U CyXoxXunusix. Ero
OCHOBHasl POJIb 3aKJII0YaeTCs B 00pa30BaHWU B TKAHSIX
TeTEPOTPUMEPHBIX COCAMHEHUI, B YACTHOCTHU BMECTE
¢ kojnareHoM | Tuma, HamboJiee pacrpocTpaHeHHbBIM
B opraHusMe. DTu (GpuOpuIIpHbBIE KOJulareHbl o0pa-
3YIOT CTPYKTYPBI, HEOOXOIWMBIE JUISI OOeCIeYeHUs
MMPOYHOCTH U LEJIOCTHOCTA BHEKJIETOUHOTO MaTpuUKca
COeIMHUTENbHOM TKaHu [6, 7]. B peakux ciydasx
y OOJBHBIX C KJIMHUYECKUMU TPOSBICHUSIMHU, COOT-
BETCTBYIOIIMMHU KJIACCUYECKOMY THUITY, OOHAPYKUBAIOT
mucceHe-myranuu reHoB COLIAI n COLIA2, xonn-
pyromux KojaareH I tumna [8, 9].

Ha ocHoBaHuM aHa/M3a pe3ybTaToOB O0CJEIOBAHUS
M. Ritelli u coaBt. (2020) [3] mpulLIK K 3aKJIIOUYEHUIO,
YTO KJIACCUYECKUIA TUIT TI0 CBOE KIIMHUYECKOI XapaKTe-
PUCTHUKE Y TIPOTHO3Y TSI XKU3HU SIBJIIETCS OTHOCUTETBHO
MEHee TSKEJIbIM IO CPaBHEHUWIO C IPYTMMHU TUIIAMU
cuHapoma Dnepca—/Janno. OObIYHO OoJiee Jierkue Mpo-
SIBJICHUs] HAOMIOmaloTcs TPU  KIACCUYECKOM TTONTHUIIE
2 (myramus reHa COL5A2). OtMmedeHo, uyto okoio 20%
MallMEHTOB C TEeHETMYECKW TOATBEPXKICHHBIM JTHMar-
HO30M HE TOJHOCTBIO COOTBETCTBYIOT KIMHWYECKUM
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NMATHOCTUYECKUM KPUTEPUSIM, 3TO CO3/IAeT YCIOBUS
NIl TUMOAMAarHOCTUKY 3a0ojieBaHus [10]. ABTOpsI moj-
YEpPKUBAIOT BHICOKYIO BHYTpUCEMEITHYIO BaprabeTbHOCTh
KJIMHUYECKUX TPOSIBJIEHUI KJIACCUYECKOTO TUIla CUH-
npoma Dnepca—J[anno [3, 11]. DTo MOXeT CBUACTEIb-
CTBOBaTb O BJIMUSIHUM Ha (DEHOTUIT JOTOJTHUTEJbHBIX,
IOKa He YCTAaHOBJICHHBIX (PaKTOPOB.

CocymucTblii  (apTepuaabHbIii, SKXMUMO3HBIN) THI
cuHIpoMa Diepca—/laHiIo — caMBlii TSKEbINA 110 CBOEH
KJIMHUYECKON  CHUMIITOMATUKE, OTJIMYAETCS  IOBBI-

OBb30Pbl JINTEPATYPbI

IIEHHOM JIeTaTbHOCTBhIO U cocTaBisieT 5—8% [12] Bcex
ciyqaeB cuHapoma. Ero wacrora 1:50 000—1:100 000
HOBOpOXIeHHBIX [13, 14|, HaciemyeTcst ayTOCOMHO-I0-
MMHAHTHO, KpaifHe pelKo — ayTOCOMHO-PELEeCCHUBHO.
Bonblive KIMHUYECKUE KPUTEPUU TUATHOCTUKHM 3TOTO
TUIIA CMHIpPOMAa BKJIIOYAIOT CJeAyIoIue Ipu3Haku [2]:
HaJlnure GJIM3KOT0 POJACTBEHHUKA C COCYIUCTHIM TUIIOM
cuHapoma Daepca—/laHiio; pa3pbIBbI COCYIOB B MOJIO-
noMm Bospacte (mo 40 neT); crnoHTaHHas Tepdopaius
CUTMOBUIHON KUIIKU (B OTCYTCTBHE JIWUBEPTUKYJIOB

Tabauya. TeneTndeckas XapaKTepuCTHKA THUIIOB cHApoMa Djepca—Jlanio
Table. Genetic characteristics of the types of Ehlers—Danlos syndrome

no machc)l:ll:lr)l;Kaunu o noI-(I)OI\L;I‘ill)VI* Cl:]::: : Mz e

Knaccuueckuii

A KJIAaCCUYECKUM 1, TSKebIi 130000 COL5AI 9q34.3

A KJIACCUYECKUM 2, JTeTKUI 130010 COL5A2 2q32.2

A CocCyaucThli, MW apTepuaabHbIi, SKXMMO3HbII 130050 COL3A1 2q32.2
Apmpoxanazucholii

A apTpoxaja3ucHbli 1 (0oJiee TsKebIi) 130060 COLIAI 17g21.33

A apTpoxaga3uCcHbIN 2 617821 COL1A42 7q21.3

A CepneuyHo-KJ1anmaHHbIA 225320 COLIA2 7q921.3

A JlepmaTocrapakcuc 225410  ADAMTS?2 5q35.3
Kughockoruomuueckuii

B KUPOCKOIMOTUYECKHUI | 225400 PLODI 1p36.22

B KUDOCKOJIMOTUYECKUIA 2 614557 FKBPI14 Tpl4.3
Knraccurxo-nodobHwLii

A KJIaCCUKO-TTOTO0HBIN 1 606408 TNXB 6p21.33—p21.32

C KJIACCUKO-TOI00HbII2 618000 AEBPI1 Tpl.3
Mbiweuno-konmpaxmypHolii
MBIILIEYHO-KOHTPAKTYPHBIIA 1, WK AUCTATbHBIN apTPOTPUIIO3, 601776 CHST14 15q15.1
CUHIPOM MPUBEAEHHOTO GOJIBILIOTO MaJIblia — KOCOJIAMOCTH

D MBbIILIEYHO-KOHTPAKTYPHBbIIA 2 615539 DSE 6922.1
Cnonduno-ducnaacmuyeckuil

D CIIOHJMJIO-TUCIIJIACTUYECKUIA 1, MIu TTporepouaHbIin 1 130070 B4GALT7 5q35.3

D CIIOHMJIO-TUCIIJIACTUYECKUIA 2, WU TTPOrepOUIHBIN 2 615349 B3GALT6 1p36.33

F CIIOHMJIO-TUCIIJIACTUYECKUIA 3 612350  SLC39A413 11pl1.2

C MuonaTtuyeckuit, win muonatust betiema 2 616471 COLI12A1 6ql3—ql4
[lepuodonmuueckuii

E MEePUOAOHTUYECKUI | 130080 CIR 12p13.31

E MEPUOAOHTUYECKUIA 2 617174 CI1S 12p13.31
Cunopom Xpynkocmu poeosuybl

F CUHAPOM XPYIIKOCTHU POTOBUIIBI | 229200 ZNF469 16q24.2

F CUHIPOM XPYIKOCTH POTOBUIIbLI 2 614170 PRDM5 4q27

G TunepmMoOUIbHBIN 130020 ? ?

* Online Mendelian Inheritance in Man
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WX JApyrux OoJie3Hell KMIIeYHWKA); pa3pblB MaTKU
B III TpumecTpe GepeMeHHOCTH (B OTCYTCTBME KecapeBa
ceyeHUsl B aHaMHe3e); oOpa3oBaHue (DUCTYJIbI KApOTUI-
HO-KaBEPHO3HOI'O CUHYCA (B OTCYTCTBUE TPABMBI).

CocynucThlii TUIT OOYCJIOBJIEH MYyTallMsIMM TeHa
COL3A1, xomupyiouero o -uenb KojgareHa Il tuma;
MU3BEeCTHBI penkue ciydyan myraumit reHa COLIAI. Kon-
sareH II1 Tuna nmpenmyiecTBEHHO COAEPXKUTCSI B CTEHKE
KPOBEHOCHBIX COCYIOB (a0pTa, APYrue apTepuu), MOJIbIX
OpraHoB M B KOXe, PEryJUpyeT CUHTE3 U PACITOJIOXEHNE
B TKaHU (GDUOPWILIIPHBIX CTPYKTYp KoJiareHa I tuna.

[loBbIllIeHHAsT JIETAILHOCTh TIPU COCYIMCTOM THIIE
cuHapoMma Onepca—JlaHno oOycoBiaeHa CIIOHTaHHBIM
pPa3pbIBOM CTEHOK COCYIIOB CPEIHEro W KPYIMHOTO KaJlh-
OpoOB, CTEHOK TOJIbIX BHYTPEHHUX OPTaHOB: KUILIEYHUKA,
MaTKH, MOUYEBOTO ITy3bIpsI; pexe HaOI0Aal0TCs ITHEBMO-
U TeMOTOpaKC, BHYTpPWJIETOUHbIe TemaTtoMmbl [15, 16].
MaxkcuMalibHasi 4acToTa CIHOHTAaHHBIX apTepUabHbIX
Pa3pbIBOB IIPUXOAMTCS Ha Bo3pacT 12—15 JieT.

ApTpoxanasucHplii THN CcUHApoMa OJnepca—JlaHio
HacJIelyeTcsl ayTOCOMHO-IOMUHAHTHO. YacToTa He ycTa-
HOBJICHA; B IMTepaType coobiaercs o 6oiiee 30 0OIbHBIX,
JIMarHO3 KOTOPBIX A0Ka3aH MOJIEKYJISIPHO-TEHETUYECKMU.
K ©OonbpmMM AuMarHOCTUYECKUM KPUTEPUSIM OTHOCST
BPOKJICHHBI BBIBUX 1€KMW OEIpEeHHOW KOCTU; TeHe-
pajM30BaHHYIO TMIIEPMOOUIBHOCTb CYCTABOB, BBIBUXM/
MOJBBIBUXU; TUTIEPPACTSIKUMOCTb KOXU [2].

ApTpoxajia3ucHbIii TUM OOYCJIOBJEH TeTepO3UroT-
HbeIMU MyTanusmu reHoB COLIAI wnn COLIA2, myta-
IIMM OTpaHWYEHBI BK30HAMHU/UHTpoHamMu 5 u 6 [17].
Yaiie BcTpeyaeTcsi OTHOCUTENILHO OoJiee JIETKUI apTpo-
xasazucHbli noATui 2 (reH COL 1A2). YKa3zaHHbIE TeHbl
KOJMPYIOT COOTBETCTBEHHO 0~ M 0,,-LIEMM KOJIareHa
I Tuna, xkoTopwiit ipeacranisier coboi GUOPUILISIPHBII
Genok, rereporpumep — ase proo, (I) u oaHa proa,(I)
MEenTUAHbIE LeTU. DTOT TUN KoJUlareéHa HMPOKO pac-
MPOCTPAaHEH B TKaHSIX OpraHM3Ma, MPeuMYyIIEeCTBEHHO
CONEPXKUTCSI B KOXE, CBS3KaX, CYXOXWJIWSIX, KOCTHOM
U XpSI1IEeBOI TKaHSIX.

CepneuHo-KiananHplii THI cUHApoMa Diepca—JlaHiio
HacJieflyeTcsl ayTOCOMHO-peleccuBHO. B siutepatype
MpeACTaBAeHbl TOJIBKO 7 TIAIMEHTOB C TEeHETUYECKU
MOATBEPXKIEHHBbIM auarHo3oM [17]. bosblive Kpute-
pUM IMArHOCTUKHU BKIIOYAIOT [2] mopakeHue KJaraHoB
cepaua (MOXeT OTCYTCTBOBaTh y Aereil muanie 10 jet);
U3MEHEHUsI KOXHU (TOHKasl TUIeppacTsiKumasi ¢ aTpo-
¢uueckumMu pyolIaMM, CKJIOHHAsl K MOSIBJIGHUIO CHUHSI-
KOB); TUIIEPMOOMJIBHOCTh CYCTaBOB (T€Hepain30BaHHasI
WJIM OrpaHWYeHHast MeJIKUMU cyctaBamu). Cpenu mopa-
JKeHU cepania y OOJIbHBIX BCTPEUYalOTCsl HEA0CTaTOY-
HOCTb MWTPAJbHOI0/a0PTAJbHOTO KJIAllaHOB, ITPOJIATIC
MUTPAJIbHOTO/a0PTAJIbHOTO KJIAIMAaHOB C peryprutamnuei,
paciInpeHe KOpHs aOpThI.

CepneyHo-KiIanaHHbI ~ TUIT  CUHIpPOMAa  CBsI3aH
¢ ouamnenbHbIMU MyTaumsimu reHa COL IA2, Benymumu
K HapylIEHUIO CUHTE3a U MOJHOMY OTCYTCTBUIO proa,(I)
MEeNTUIHOM 1enn KoytareHa | Tura.

JlepmaTocnapakcuc TMn cuHapoma 3Ijiepca—JlaHio
HacJieJlyeTcsl ayTOCOMHO-pellecCCUBHO. B jnuTepartype
UMEIOTCS omnmucaHusi 15 OOJbHBIX, NMArHO3 KOTOPBIX
JloKa3aH MoJieKyisipHo-TeHeTuuecku [18, 19]. Bospact
OosibIIMHCTBA AeTel muaaiie 2 yet. [lauueHTs uMeroT
clieaywoie 0COOeHHOCTH, BXOASIIME B TTIepeuyeHb 00JIb-
IUX KPpUTEpUEB AUarHOCTUKMU [2, 20]: MCKIOUYUTENb-
Hasl MOJBEPXEHHOCTh KOXU MOBPEXIEHUSIM (BKJIIOUast
BPOXIEHHbIE WJIM TTOCTHATAJbHbIE PA3PbIBbI); N30BITOY-
Hasl, «JIMIIHSISI», Bsijlasi KOXa Ha 3alsiCThsIX M B 00J1acTh
JIOJBIXKEK; BhIPaXKEHHbIE JaJOHHbIE CKJIaAKu, MaxoBas/
MyroyHasl TPbDXKMW; TOCTHaTaJbHas 3aJepXkKa pocTa;
YKOpPOUE€HME KOHEYHOCTEl, KWUCTeW W CTOIl; CKJIOH-
HOCTb K TMOIKOXHBIM TeMaToMaM U TeMOpparusim;
nepruHaTajJbHbIEe OCIOXHEHUS (MepeioMbl KOCTel cBoIa
yeperia, TeMOpparuu, pbixjasi MYMNOBUHA, pPa3pbIBbI
KOXU, TTHEBMOTOPAKC).

HepMarocnapakcuc TUIT OOYCJIOBJIEH MYTalUsSIMU
reHa ADAMTS2. DToT TeH KOOMPYeT IPOKOJIJIareHIIPO-
TeMHa3y, YYacTBYIOIIYIO B IIPOLIECCUHIE MpoKoJuUiareHa
I'tuna, o, -uenu npokoyuiareHa V Tura u Apyrux hpuopui-
JISIPHBIX TTPOKOJIIareHoB [21].

Kudockommoruuecknii Tun cuHapoma Diepca—laHiio
HacjemnyeTcss ayTOCOMHO-pelieccuBHO. Ero yacrtora
npeamnoaoxurenabHo coctapsgeT 1:100 000 kMBBIX HOBO-
poxaeHHbIX [22]. K OGoybliMM KpUTEpUSIM KIMHUYE-
CKOW JIMarHOCTUKM OTHOCSIT BPOXIECHHYIO MBIIICUHYIO
TUMOTOHUIO (CHUMIITTOMOKOMILIEKC <«BSUIOTO DPEOEHKa»);
paHHIOI0 MaHudecTauuio Kudockosnosa (vamie Mnpo-
rPECCUPYIOIIETO, peXe HENpPOrpecCUupyollero); TeHe-
paJIM30BaHHYIO TMIIEPMOOMIBHOCTh CYCTaBOB, BBIBUXU/
MOJABBIBUXU (OCOOEHHO KOJIEHHBIX CYCTaBoB) [2, 23].

Kudockonuornueckuit Turm 1 u 2 (BcTpeuaercs pexe)
cBs13aH ¢ myrtauusmu reHoB PLODI w FKBPI14 coort-
BeTcTBeHHO. O0a reHa y4JacTBYIOT B 0Opa30BaHUM IIPO-
CTPaHCTBEHHOW CTPYKTYphI KosutareHa. PLOD I konupyeT
JIM3WITUAPOKCUIIA3Y, KOTOpasi KaTaJu3upyeT TUIPOKCH-
JINPOBAHME JTM3WHA B CIUPAJIbHON CTPYKTYpe KoJlJlareHa,
obecrieyrBasi CTaOMIBHOCTh KOJIJIAar€HOBBIX BOJIOKOH
U TPOYHOCTHb TEPEKPECTHBIX CBsI3el Mexmy Guopui-
namu. FKBPI4 xoaupyeT MNENTUAWIPOININ30MEepasy,
KoTopasi obecrieunBaeT (GoyauHT (YKIanKy) MOJEKYIb
KoJulareHa W CJIyXuT 1anepoHoMm kosutareHos II1, VI,
X TUTIOB.

Knunuueckue mposiBiieHUs] TTOATUIIOB 1 1 2 CXOIHBI
MEXJy cO0OM, TpU 3TOM OTMEUYEH PsII PA3IAYMil CUMII-
ToMmokoMmIuiekca. [lpu myranumsx rema PLODI Bbipa-
JKeHa PaHMMOCTb KOXW, OIMCAHBl Pa3pbIBbl CKJIEPHI
U TJIa3HOro $s10JI0Ka, MUKPOKOpHEa, MMEIOTCS aHOMa-
JIMW pa3BUTHUs Jvlia (HU3KO PaCIOJOXEHHBIC YIIHbIE
PaKOBUHBI, 3MUKAHT, aHTUMOHTOJIOUJIHBIN pa3pes3 TJjias,
cuHO(MPU3, BLICOKOE HE00); KU(POCKOINO03 B HEKOTOPHIX
cllydasiX MOXET MOSIBUTBCS He ¢ poxkiaeHus. Myraiuu
reHa FKBPI14 Hepenko BeayT K TYrOyXoCTH (CEHCOHEB-
paibHOM, KOHAYKTUBHON WJIM CMEIIIaHHOM), Y OOJIbHBIX
BCTpeUyaeTcsl TUBEPTUKYJ MOUYEBOTO Iy3bIpsi, (hOJUIMKY-
JIAPHBIM TUTIEpKepaTO3, BHIPAXKeHbI aTPOMUM MBIIIIII.
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KnaccukonomoOueiii Tunm cuHapoma Diepca—daHino
XapaKTepu3yeTcsl  ayTOCOMHO-PEIECCUBHBIM — TUIIOM
HacienoBaHus. Ero yacrora He ycTaHOBJIeHA, B JINTE-
patype IpeicTaBjieHbl JaHHBIE 0 MeHee 40 MalMeHTOB
[24, 25]. Bonbliue KpuTepuud KIMHUYECKOW JIUArHO-
CTUKM BKJIIOUAIOT CJIEIYIOIIME TMPU3HAKU: TMIeppacTsi-
SKMMast KoXka ¢ MSITKO# TEKCTYpOii B OTCYTCTBHE aTpOdu-
YeCKUX pyOIIOB; TeHepaln30oBaHHAs TMIIEPMOOUIBLHOCTh
CYCTaBOB C BBIBUXaMW/TIOJABBIBUXaMM (Yallle IJICYeBOTO
U TOJICHOCTOITHOTO) WM 0e3 TaKOBBIX; CKJIOHHOCTB
K BO3HMKHOBEHMIO CUHSIKOB [2].

B OosbimimHCTBE ciydyaeB 3abojieBaHue  (KJac-
CUKOMONOOHBI moatun 1) BbI3BAHO OWaAsUIEIbHBIMU
MytaisiMu reHa TNXB, xomaupymoliero 0ejloK TeHac-
mH-XB — TIMKOmpoTeMH BHEKJIETOYHOTO MaTpUKCa,
CXOJIHBII MO CTPOCHUIO C (PMOPOHEKTUHOM. DTOT OEIOK
ITOBCEMECTHO COAEPKUTCS B OPraHU3Me, B HauOOJIbIIEM
KOJIMYECTBE — B MBIIIIAX M COCAWHUTETBbHONW TKaHM.
Tenacuumu-XB perynupyeT cOOpKy KoJilareHa, ydacT-
BYET B OpraHU3alliy U TTOAACPKAaHUU CTPYKTYPhI TKaHEH,
B YaCTHOCTU OOeCreunBaeT CTPYKTYPY M CTaOMIBHOCTh
3JIACTUYECKMX BOJIOKOH [26].

B 2016 . ObLIO TOKa3aHO, YTO pexe 3abosieBaHUE
(Ky1accUKOIOA00HBIN TOATUIT 2) OOYCJIOBJIEHO Oua-
JIeIbHBIMUA MyTalusmMu reHa AEBPI, Kotopblii Komu-
pyeT KapOOKCHITENITUIA3aIlOg00HbII aOpTaJbHBINA IPO-
TEWH, aCCOUMMPOBAHHBIN ¢ KOJJITATEHOM BHEKJIETOYHOTO
maTtpukca [25, 27]. dns yTouHEeHUS BO3MOXKHBIX pa3-
JINYUI CUMIITOMOKOMITIEKCA IBYX IOATUIIOB KJIaCCUKO-
nmogoOHoOro Tuma cuHapoMa Diepca—JlaHiio TpebyeTcs
HaKOIJICHUE KIIMHUYECKHX JaHHBIX.

MbIeYHo-KOHTPAKTYPHBI THI CUHAPOMa Djiepca—
HaHyio HacienyeTcss 10 ayTOCOMHO-PEleCCHUBHOMY
tury. Yacrora He yctaHoBieHa. B nurtepatype npen-
cTaBjeHa xapaktepuctuka 6ojiee 40 60abHBIX. BoJb-
e KPUTEPUM KIMHUYECKOW JTUArHOCTUKU BKITIO-
YalT BPOXICHHbIE MHOXECTBEHHbBIE KOHTPAKTYPhI
10 TUITy MPUBEICHUS-CTUOAHUsI, SKBUHO-BapyCHYIO
KOCOJIAINOCTh; YePEMHO-JINLIEBbie aHOMaIUK (OOJbIIIME
POTHUYKM, TUIEPTEIOPU3M, KOPOTKHE AaHTHUMOHTO-
JIOUIHBIE TJIa3HbIE IIEeJd, KOPOTKWI HOC, TUIMOILIa-
3Us KOJyMeJlla, JUTMHHBIM (PUIBTP, TOIYOble CKIIEPHI,
HU3KO PACITOJIOKEHHBIe POTHUPOBAaHHBIE YIIHbBIE PaKO-
BUHBI, BBICOKO€ He0O, TOHKasi BEpXHss ryba); rumep-
PaCTSIKUMOCTb KOXMW, CKJIOHHOCTh K BO3HMKHOBE-
HUIO CUHSIKOB, aTpoduueckue pyOIIbl, BbhIpakeHHbIE
CKJIaIKM Ha JlamoHu |2, 28].

DTOT TUN CHUHIpPOMA CBSI3aH C MYTalUUSIMU TE€HOB
CHSTI4  (MbIIIEYHO-KOHTPAKTYpHbIH  moatun 1,
VIV TUCTAJbHBINA apTPOTPUITO3, CUHAPOM MPUBEICHHOTO
OoJsiplIOro majibla — Kocosnanoctu) U DSE (Mmbliiey-
HO-KOHTPAKTYpHBIM TIOATUIT 2, BCTpeYaeTCs pexe U,
MO-BUAMMOMY, OTJIMYACTCS MEHee TSIKEIBIMU TPOSIBIIE-
HUSIMU). YKa3aHHbIe TeHbl KOIUPYIOT, COOTBETCTBEHHO,
nepmataH-4-cynbdoTpaHcdepasy-1 u nepmaraHcynabda-
TarmMepasy-1 — depMeHThI, yJacTBYIOIIMEe B OMOCHH-
Te3e TJMKO3aMMHOIJIMKAHOB, B YaCTHOCTU JepMaTaH-

OBb30Pbl JINTEPATYPbI

cynbdara. [NMKO3aMUHOIJIMKAHBI SIBJISIIOTCSI BaXKHBIM
CTPYKTYPHBIM KOMITOHEHTOM MEKKJIETOYHOTO BEIIeCTBa
COeIMHUTENbHOM TKaHU. JlepMaTaHCyIb(daT COMePKUTCS
B KOXe, CYXOXWIMSIX, CBSI3KaX, KJaraHax cepilia, aopTe,
TKaHM TOJIOBHOTO Mo3ra [28].

CrnoHauI0-IMCIUIACTHYECKHI THII CMHIpOoMa Djrepca—
JlaHno  xapakTepusyeTcsl — ayTOCOMHO-PELEeCCUBHBIM
TUIIOM HacyenoBaHus. Yactora He ycraHoBieHa. Onu-
canbl okosio 100 maiueHToB ¢ Tpemsl MOATUIIaMU CUH-
npoMa. bosblime Kputepuy KIMHUYECKON TMarHOCTUKMU:
HU3KOPOCJOCTh; MbIIlIEUYHAs] TUIOTOHUS (OT TSKEIoMn
BPOKJIEHHOU 10 JIETKOM, MO3MHO MaHU(MECTUPYIOLIEe);
WCKPUBJIEHUE UTMHHBIX TPyOUaThIX KocTel [2, 29].

CrioHauio-nucIiacTuueckuit monrun 1 (wim mpo-
repouIHbI  ToaTUIl 1)  OOYC/IOBJIIEH  MyTalUsMU
reHa B4GALT7; cnoHAWIO-IUCTUIACTUYECKU  TIOM-
™I 2 (MW TIPOTEPOMIHBIA TOATUIT 2) acCOLMUPO-
BaH ¢ MyTtauusiMu reHa B3GALT6. Dty reHbl KOIM-
pYIOT,  COOTBETCTBEHHO,  TajlaKTo3wiTpaHcdepasy- 1
U rajlakTo3wiTpaHcdepasy-2, ydyacTBYIOIIME B CHHTE3€
IMKO3aMWHOIIMKAHOB. BO3HMKHOBEHME CIOHAMIIO-
NUCIIJIACTUYECKOro TOATUIIA 3 CBSI3aHO C MYyTaUUSIMU
reHa SLC39A413, KoTopwlii KOAMpPyeT TpaHCMeMOpaH-
HBII MIEPEHOCUYMK, KOHTPOJIMPYIOLIUI TPAHCIIOPT LIMHKA
B LIMTO30J1b. BbigeaeHbl OTAeIbHbBIE CUMIITOMBI, XapakK-
TepHbIe 1151 Kaxaoro noarumna. Juist moaruna 1: paguo-
yJIbHApHBI CUHOCTO3, KOHTPAKTYPhl JIOKTEBBIX CyCTa-
BOB, MOTepevHas JiafoHHas 00po3aa, TUIEPMETPOTIHS,
MoMyTHeHWe poroBuilbl. st moaruna 2 (Mo-BUAMMOMY,
BCTpeUyaeTcsi HECKOJbKO 4vallle): KU(OCKOJIMNO03, KOH-
TPaKTyphl KUCTEH PYK, BBIBUXU/TIOIBBIBUXU, aHOMAJIUK
naybleB, MepejoMbl, aHeBpu3Ma aopThl. s roarurna 3
(Tmo-BUaMMOMY, BCTpedaeTcsl pexe): 3K30(pTaibMm, MOp-
IIMHUCTBIC JaJloHU, aTpodusl MBIIIL TeHapa, KOHYCO-
BUIHBIEC TTAIbLEI [29, 30].

Muonaruyeckuii (Muonatusi beriema-2) TMO CHUH-
npoMa dnepca—/[aHio HaciemyeTcss ayTOCOMHO-IOMU-
HAHTHO, B TO € BpeMsl ONUCAHbl MALMEHTHI C Ouas-
JISIBHBIMA ~ MYTalUMSIMU (ayTOCOMHO-peLeCCUBHOE
HacnenoBaHue). Yactora He yctaHOB/IeHA. B uteparype
coobmraercss o 15 OOMbHBIX, AMArHO3 KOTOPBIX JTOKa3aH
MoJiekysipHo-reHeTndecku [31]. K OGonbmmm Kpute-
pUSIM KJITMHUYECKON TMAarHOCTUKN OTHOCSIT BPOXKACHHYIO
MBIIIEUYHYIO TUIMOTOHUIO W/WJIKA MBILIEYHYIO aTpodulio
(oTMeYeHa MOJIOXKHUTEbHAs AMHAMUKA C BO3PAaCTOM);
KOHTPAKTYphl TPOKCUMAJIbHBIX CYCTaBOB (KOJIEHHBIE,
Ta300eIpeHHbIE, JIOKTEBbIC) W TUNIEPMOOUIBHOCTD JUC-
TaJIbHBIX CYCTaBOB [2].

Muornatnuyeckuii TUIT CBSI3aH C MyTalUMsIMU TeHa
COLI2A1, xotopblii KomupyeT 3 o-LeNu KoJulareHa
XII Tuma. DTOT THUN KoOJUIareHa KOJKCIIPECCUPYETCS
c xojuareHamu I, 111, V tunos, urpaet poJjib B iepekpecT-
HOM CBSI3bIBAHUM 1 OpraHu3aluy (puOpusl KouiareHoB,
OTpeesieT X MeXaHUYeCKUEe CBOMCTBA B COEAMHUTEb-
HOI TKaHW M KOCTHU, B3aUMOACUCTBYS C APYIrUMU OeI-
KaMu BHEKJIETOYHOIO MaTpukca (B YaCTHOCTH, C TE€HAC-
uuHoMm-XB) [31, 32].
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IlepuononTuueckmii TN cuHapoma Iiepca—[anHio
XapaKTepU3yeTcsl ayTOCOMHO-JIOMMHAHTHBIM HacJIe10Ba-
HUeM. B MeaummHcKo# 1urepaTtype coobIiaercst o bojee
cotHu mnauueHtoB [33]. TlpuHSTH ciemyloiue OO0Jb-
e KPUTepUM KIMHUIECKOW TUArHOCTUKM 3TOTO THUIIA
CUHIIpOMA: TSKEJIbI TIEPUOJOHTUT C PAaHHUM HavyaoM;
OTCYTCTBME MPUKPEIJICHHOM JIECHBI; aTpodusT U TUTIep-
MMUTMEHTALIMST KOXW TOJIeHEl; TeHeaJornyeckre TaHHbIe
B I10JIb3Y ayTOCOMHO-IOMUHAHTHOTO HacJieqoBaHus [2].

DTOT TUIT CUHAPOMAa OOYCJIOBJIEH MyTallUsIMA T€HOB
CIR (MepuoIOHTUYECKUIA MMOATHUIT 1, BCTpeUaroTcs yalle)
u CIS (1eprMoJoHTUYECKU MOATUN 2), KOTUPYIOIIUX
COOTBETCTBYIOIINE CYOBEIMHUIIBI KOMITOHEHTa KOMILIE-
meHTa [33].

CHHIPOM XPYNKOCTH POTOBHIBI HACJIEAYETCS ayTo-
coMHoO-perieccuBHO. CoOrjlacHO JaHHBIM JIMTEPaTypbl
n3BecTHO 0 Oosee 60 mamumenTtax [34]. Bombime Kpu-
TepUU KIMHUYECKOW MMAarHOCTMKHU: TOHKAasi pPOTOBMIIA
(TonmuurHa MeHee 400 MKM) ¢ pa3pbiBaMu WK 0€3 TaKo-
BBIX; MPOTrPECCUPYIOIINI KepaTOKOHYC ¢ PaHHWM Hadva-
JIOM; TIPOTPECCUPYIOIINI KepaTorjao0yc ¢ paHHUM Hava-
JIOM; TOJIyOBIe CKIIepHI [2, 35].

Bo3HUKHOBeHME JaHHOTO CUHAPOMA CBSI3aHO C MyTa-
UMM TeHOB ZNF469 (CMHIPOM XpyITKOCTH POTOBUIIHI 1)
u PRDMS5 (cuiHIpOM XpyNKOCTH poroBulibl 2). [1poayKThbl
STHUX T€HOB OKa3bIBAIOT PETYIUPYIOLIee BIUSHUE HA IKC-
MPECCUIO Psiia TCHOB, KOAMPYIOIIUX CTPYKTYPhI BHEKJIE-
TOYHOTO MaTpUKca, BKIIIOYasi KOJIareHOBbIe (PUOPUILITHI,
KOMITOHEHTHI COeIMHUTENIbHOM TKaHU, (PaKTOPbI MUTpa-
MM W anre3suu KiaeTok. KIIMHWYeCKHWe TpOsSBICHUS
CUHIIPOMOB XPYIKOCTH POTOBULBI | 1 2 CXOIHBI MEXIY
coboii [34, 35].

TunepMoOUABHBIE THN cHHApoMa Diepca—daHio
OTJIMYACTCSl ayTOCOMHO-IOMWHAHTHBIM HacJieAOBaHUEM
C HEIOJHOM TIEHEeTPaHTHOCThIO M BapHabeTbHOM 3KC-
MPeCCUBHOCTBIO.  PacmpocTpaHeHHOCTh  3a00JieBaHUS
B MOIYJISIIIUN YTOUHSIETCST; TO-BUAUMOMY, STOT TUIT CUH-
npoMa caMmblii yacTeiii (okojo 50% Bcex ciiyyaeB CHH-
npoma Dnepca—Jlanno), npudyem vamie (70% ciydaes)
cTpamaloT keHIUHbI [36—38]. K GonbinnM KpuTepusM
JIUarHOCTUKU OTHOCST TUIEPMOOMIBLHOCTh CYCTABOB,
MPU3HAKN JIUCIUTa3UM COSAMHUTEIBHON TKAaHW (TUIIEp-
pPaCTSKUMOCTb KOXM, CTPUHU, aTpoduieckue pyolbl,
IPBDKY, BBIMIAJEHUE Ta30BOrO JHA/TIPIMON KUK/
MaTKU U Jp.); CKEJETHO-MBIIICUHbIe HapylIeHust (60Ju
B KOHEYHOCTSIX, B MIO3BOHOYHUKE, TTOBTOPHBIC BBIBUXU/
MOABBIBUXY W JIp.); HaJW4Ue POICTBEHHWKA C THUIIEP-
MOOMJIBHBIM TUIIOM cuHApoMa Oiepca—/lanmo. Kpome
TOTO, JJISI YCTAaHOBJICHUS JAMAarHo3a TpeOyeTcs MCKITIO-
YUTh APYTUe TUIBI CUHIPOMA, a TakxKe APYrue Hacjel-
CTBEHHbIEC U MPUOOpPETEHHbIE 00JIE3HN COCAMHUTEIHHOM
TKaHMW, BKJIIOYas BOCIAJIUTENIbHbIE, ayTOMMMYHHEIE.
Takum 06pa3om, IMarHO3 TMUIEPMOOUIBLHOTO THUIIA CUH-
npoma Diepca—/laHiIO B 3HAYNTEILHON CTCIIEHU SIBJISI-
€TCsl TMarHO30M UCKITIoYeHus [2].

Bricka3biBaeTcsl MHEHME, YTO TUTIEPMOOVUIBHBIN TUIT
cuHapoma Dnepca—/laHio U CUHAPOM TMITIEpMOOUIBHO-

CTHU CYCTaBOB MPEACTABIISIOT €AWHBIN KOHTUHYYM KJIUHU -
YecKuX (DEHOTUTIOB, XapaKTePU3YIOIIMXCS BOBJICUECHUEM
B TIATOJIOTUYECKUI TPOLECC CTPYKTYP COCAMHUTETbHOM
TKaHW OpraHMW3Ma, Pa3IMYalolIMXCs MO CTeTIeHU BbIpa-
JKEHHOCTH W MYJIBTUCUCTEMHOCTH MopaxeHus. Cymmap-
Hasl pacpOCTPAaHEHHOCTb 3TUX COCTOSTHUI 1O JaHHBIM,
nojyyeHHbIM B BenukoOpuranuu (Yanbc), COCTaBiIsIET
1:500 [39]. O6 nx reHeTU4YECKO OOITHOCTH CBUIIETEIIb-
CTBYIOT CJIy4aW ITMAarHOCTUKU YKa3aHHBIX 3a00JIeBaHUIA
Y 4JIeHOB omHOM ceMbu [40].

B TO e BpeMsi MHOTOJIETHHE MOMCKH OOIIETO TeHe-
TUYECKOTO AeheKTa IoKa He YBeHUaIuCh ycrexoM. Mme-
eTCsT TIPEIIOIOKEHNE, YTO TUIIEPMOOVUIBHBIN TUIT CHH-
npoma Diepca—JlaHI0/CUHIPOM TUNEPMOOUIBHOCTU
CYCTaBOB MOXET OBITh CBSI3aH C TaIlJIOHEIOCTATOYHO-
cTbio TeHa TNXB unyu u3aMeHeHUeM 3KCIIPEeCCUU JIPYTUX
Te€HOB, KOHTPOJUPYIOIINX KOMITOHEHTHI COCIUHUTEIb-
HOI TKaHW, apXWUTEKTOHUKY OKCTPALE/UTIOJISIPHOTO
MaTpuKca, MeIuaTopbl BOCIajeHUs U 1Ip. Bo3mMoxHO,
OTCYTCTBHME €IWHOTIO T€HETUYeCKOro aedekTa OOyCIOB-
JICHO MHOTO(aKTOPHOCTbIO 3a00JieBaHUII U TeHEeTHYe-
CKOIi Te€TepOreHHOCThIO KOTOPT 00C/IeTI0BaHHbBIX Mal[MeH-
TOB, UMEIOIIMX PAa3HOPOIHbIE KIMHUYECKHUE (DEHOTHUITHI,
COCTaBJISIIOIINE «PacCTPONCTBA TUTIEPMOOUIBLHOTO CITEK-
Tpa» (IO aHAJOTUU C PACCTPOMCTBAMM ayTHUCTHUUECKOTO
cnekTpa) [38, 40].

MonucucteMHOCTb NOpPaXxeHus, TPYAHOCTU
nnddepeHumnanbHON ANarHoCTUKA TUNOB
cuHppoma Anepca—LaHno

OCHOBHBIE KJIWHUYECKUE TPU3HAKU CUHIpOMa
Dnepca—/laHio — cIeICTBHE BOBJICUYEHUS B IATOJIOT M-
YeCKUIi TIpoliecc KOXMU, CYyCTaBOB, KPOBEHOCHBIX COCY-
noB. OmHAKO M3ydyeHUE MCTOPUIT OOJE3HU IOKa3bl-
BAeT, YTO JOCTATOYHO YacTO CTPAgalOT APYrve OpraHbI
W CUCTeMBI OpTaHU3Ma: XeJIYIOUYHO-KUIIEYHBIN TPaKT
(racTpoazodareanbHas pedaoKcHass 60JIe3Hb, TaCTPO-
IYOJEHUT, CUHIPOM pa3IpakeHHOTO KHIIeYHUKA),
cepaiie (apUTMUM, CUHKOMAJIbHBIE COCTOSIHUS, TIPO-
JlaTiC MUTPaJbHOTO M aOPTaJIbHOTO KJIalaHa), HepBHast
(rojoBHBIE 60JTM, OOJIM B MBIIIIIAX, MBIIIEYHAs Clia-
00CTb, TapecTe3uu), MoueBbIAeIUTENbHas (Hedpor-
TO3, pedmokc-Hedponatuss, WHGEKIUST MOYEBBIX
MyTel, TpoJIaliCc MOYEBOTO ITy3bIpsi) CHUCTEMBI, JieT-
Kue (MMHeBMOTOpAaKcC), opraH 3peHus (MHUOIUs, KOCO-
ryasue), CUCTeMa CBEpPTHIBAaHMWSI KPOBU (YyBeJIUUYEHUE
BpPEMEHU KpOBOTEUEHMsI). Y KEHIIMH HaOII0IarTCs
IUCMEHOpesI, OIyllleHWe,/BhIMafeHne MATKH, HEBBI-
HalluBaHUE OepeMeHHOCTH. Y TIallMeHTOB OTMe-
YeHBbl TICUXMYECKWE M TICUXOJOTMYECKHE pacCTpoii-
CTBa: TTOBBINIEHHAS PaCIPOCTPAHEHHOCTh STMMJIECTICHU,
ayTUCTUYECKUX TIPOSBJICHUIA, NENpPecCuu, CUHIpOMa
neduUTa BHUMaAHUS C TUIEPAKTUBHOCTBIO. [eHe-
paIM30BaHHOCTD KJIMHUYECKOM CUMIITOMATUKH
npu cuHapome Onepca—/laHiao oOyciaoBieHa TeM,
YTO KOJIJIAT€HOBBIE CTPYKTYPHI M IIpyTrHUe 3JIeMEHTBI
COCIMHUTEILHOM TKAHU coaepKaTcs TPaKTUYeCKU
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BO BCEX CUCTeMaxX OpraHu3Ma, B TOM YMCJIe Y4aCTBYIOT
B Tpolieccax MUTpallud HEeWpoHOB U AuddepeHIn-
POBKMY HEpBHOI TKaHU [41, 42].

IMpu KaxkmoM TUIe CUHApPOMA BBIIEISIOT XapaKTep-
Hble TIpU3HaKU (WM rpymiy npusHakoB). [1pu cocynu-
CTOM THUIIe TaKUM TPU3HAKOM CJIYXaT pa3pbIBBI COCY-
JIOB, TIpU apTPOXaja3uCHOM — BPOXKIEHHBIM BBIBUX
TOJOBKU OEIpeHHON KOCTH, TMpU CepAeYHO-KJIamnaH-
HOM — IMOpaXeHWEe KJIANaHOB Cepllia, MPU MbIILIEYHO-
KOHTPAKTYPHOM — apTPOrpUIIO30MOA00HbBIC HAPYILIEHUSI,
Mpy  CHOHAWJIO-AUCIUIACTUYECKOM — HU3KOPOCIOCTb,
MpY TIEPUOTOHTUIECKOM — TSDKEIbI paHO MaHU(DECTH-
pylonmii  mepuogoHTUT. OTHAKO CIIOXHOCTb YETKOTO
pasrpaHMYeHMs] TUIIOB CHHApPOMa Ha OCHOBAaHWU KJIU-
HUYECKON CUMIITOMATUKK OOYCIIOBJIeHa TeM, 4TO TpH-
3HAKW, XapaKTepHbIe IS OTHOTO THIIA, MOTYT BCTpe-
yaThCsl M TIPU ApYyrux. Tak, COCYIWCTbIe HapyIIeHUSI,
CBOWMCTBEHHBIE COCYIUCTOMY THUITy CHUHApOMA, BCTpe-
YaloTcs TIPU APYIMX TUIAX: TeMaToOMbl — IIPU MBIIIeY-
HO-KOHTPAKTYpHOM U  KJIaCCMKO-TIOJOOHOM  THIIaX,
BHYTpUYEpEITHbIE KPOBOMIIUSHUS — TPU JepMaTocria-
pakcuC-TUIIe, JUCCEKILIUS apTepUil — MPU KJIAaCCUUECKOM
1 KU(POCKOIMOTUIECKOM THUIIaX, MEHee I'pO3HbIe Hapy-
LIEHUsT — TIPY CEPIAEeYHO-KIIallaHHOM, apTpaxajla3uCHOM,
CITOHAWIOAMCIUIACTUYECKOM, TTIEPUOJOHTUIECKOM THUTIAX.
IMpuyeM cocymucTbie OCIOXHEHUS PErMCTPUPOBAIUCH
JIOCTATOYHO YacTo: B 2/3 ciiyyaeB y MallMEHTOB C MbIIIey-
HO-KOHTPAaKTYPHBIM TUTIOM, B 1/2 clTy4aeB Mpu KIacCUKO-
nogo6Hom Turie [43]. B ¢BsI3u ¢ 3TUM MeXIyHapOAHBIMU
9KCMepTaMu CeJIaH HeNpeJOXHBINA BbIBOJ O HEOOXOIU-
MOCTH TeHETUYECKOM BeprUDUKAIIMU TUAarHO3a y O0JIBHBIX
¢ cuHApoMoM 3Brepca—/laHno sl LeaeHanpaBIeHHOTO
JaJTbHEHIIIETO MEIUIIMHCKOTO HaOMIONCHUS W MEIUKO-
TeHEeTUYECKOTO KOHCYIBTUPOBAHUS.

JleueHue naumMeHToB ¢ CMHOpPoMOoM Anepca—HaHno

[MTaToreHeTnyeckoe JiedeHHe He pa3paboTaHO.
B cooTBeTCTBMU ¢ UMEIOIIEHCS CUMITTOMATUKOMN 00JTb-
HbIE TTOJYy4YaloT KOMIUIEKCHOE JIeueHMe, HarpaBlieH-
HOE Ha CTaOWIM3ALMI0 COCTOSTHUS, TIpeayIpexXacHue
OCJIOXKHEHWI, TIOBBIIICHUE KadyecTBa >KWU3HU, YIyd-
IIeHWe COUMaNIbHOM aganTanuu. YacTele MPOSBICHMUS
BCeX TUIIOB cuUHIpoMa Oiepca—/laHmo — OoJieBoit
cuHapoM (001 B MbIIIILIAX, CycTaBax, roJ0BHas 00Jib),
MOBBIIIIEHHAs!  YTOMJIIEMOCTb, JACIpeccus, Cyle-
CTBEHHO Hapyllalollue XKU3HeAesTeIbHOCTh MalueH-
TOB. B ¢BsI31 ¢ 9TUM OOJIbHBIE HYXKIAIOTCS B KYPCOBOM
Ha3HAYeHUW HECTEPOUIHBIX ITPOTUBOBOCITAIUTEIb-
HBIX CPEACTB, BUTAMMHOB TPYMIBl B, 9HEProTpOMHBIX
npernapatoB (youaeKapeHOH, JIEBOKAPDHUTUH), aHTH-
JernpeccaHToB. s yIydIIeHUs] COCTOSIHUSI KOCTHO-
MBIIIEYHON CHUCTEMBI IMUPOKO MPUMEHSIOTCS METOJIbI
(usnotepanuu, KuUHE3MOTepanuu, JedeOHOM dus-
KYJBTYPHl € JO3WPOBAHHOW Harpy3koil 0e3 MCIOJb-
30BaHUS CTAaTMYECKUX yrpaxHeHuil. [lpum Heo6-
XOAUMOCTH MCIIONB3YIOTCS KOpceThl U ap. [44, 45].
He nomyckamoTcsi HeEoOOCHOBaHHBIE XMPYpPruuyecKue

OBb30Pbl JINTEPATYPbI

BMEIIATENIbCTBA, KOTOpPbIE YpeBaTbl OCIOXHEHUAMU
B CBSI3M C HECOCTOSITEIbHOCTHIO TKaHEW M TUIOXUM
3aXKUBJICHUEM PaHbI.

Ocobas ripobsiema — jieueHre 00JIbHBIX C COCYIUCTHIM
TUTIOM CUHIPOMA, JJIT KOTOPOTO XapaKTepHbI pa3phIBbI
COCY/IOB ¥ opraHoB. HapyliieHust BO3HMKAIOT CITOHTAHHO,
JIVCCEKIIMU COCYIMCTOM CTEHKM OOBIYHO He TMpejle-
CTBYeT (hOpMUPOBAHKUE aHEBPU3MBI B OTJIMYNE OT CUTYya-
Uy npu cuHapomax Mapdana u Jlosua—/durtua [46].
IMpu pa3BUTHM yKa3aHHBIX HApYIIEHW B SKCTPEHHOM
MOPSIIKE BBHITIOJHAIOTCS SHIOBACKYJIIPHBbIE BMEIIaTe b~
cTBa: HamboJiee YacTO OCYIIECTBISIIOT 3MOOIU3AINIo
cocyla WIM CTeHTUpoBaHue. I TpemynpekaeHus
COCYAMCTON KaTacTpodbl OOJIbHBIM Ha3HAYalOT B-aji-
peHoOokaTop uenunposion (celiprolol). Pekomenmye-
Mast o3a it B3pocibix — 400 mr/cyt (B PO nipemapar
He paspellleH Uil TpUMeHeHus y neTeit). MccnenoBaHus
Ha XXUBOTHOW MOJEIW U UIMTENIbHbIE (MeauaHa S JieT)
HaOMONEeHUsT 3a TalMeHTaMU YOeIWUTEeIbHO ITOKa3alu
3(PHEKTUBHOCT, LIENUIIPOJIONA UIST  MPOPUIAKTUKI
COCYIMCTBIX OCJIOXHEHUI M YBEJIUYECHUS TPOIOJIKMI-
TeabHOCTM ku3HM [47]. IlatoreHe3 OGiaronpusiTHOro
NEeWCTBHS TIPOAOIIKACT M3ydaThes. [IpeanonoXuTeTbHO
€ro CBSI3BIBAIOT C Ba3oAWIATALIME TIyTeM CTUMYJIsI-
MU 00pa30BaHMsST OKCHIA a30Ta, CHUKEHUEM JaBJICHUS
Ha COCYIMCTYIO CTEHKY M YIydllleHHeM ee OMOMeXaHU-
yeckux cBoicTB. [TomoxuTenbHbli 3¢ (eKT Apyrux mnpe-
MapaToB U3 TPYMIIbI B-aapeH00J0KATOPOB (0MCOIPOJIOI)
U 6;10KaTOpoB pelenTopoB aHrnoteH3uHa Il (Jiozapran)
He MoJIydyuJ1 moaTBepxKaeHus (47, 48].

3aknovyeHue

IIpencraBieHHbIe CBEACHUS O Pa3IMUHBIX TUIIAX CUH-
npoma Diepca—/laHao CylecTBEHHO ITOBBICIT U CUCTE-
MaTU3UPYIOT 3HAHUS MpakTudyeckux Bpaudeil. Crayo
OYEBUJIHBIM, YTO C 3TUM YaCThIM MOHOI€HHBIM 3a00-
JIEBAaHWEM COEIMHUTEbHON TKAaHM B MPOLIECCE CBOEH
MpoeCCUOHANBHON NEeATeIbHOCTU MOTYT BCTPEUYAThCS
MEIMKU CaMbIX pa3IW4HbBIX CIIELMAIbHOCTEN. YCTaHOB-
JIEHUE TPaBWIBHOTO AMArHO3a JACT OCHOBAaHUE BHECTHU
W3MEHEHUs] B TAKTUKY JIEUEHUs] OOJIbHOIO U TTOMOXET
n36ekaTh HEMONpPaBUMBIX OLIMOOK. JMarHOCTMKa CUH-
npoma Diepca—/laHIO CITYKUT CTUMYIUPYIOIINM MOTH-
BOM JIJIsI pa3pabOTKU HOBBIX ITATONEHETUYECKUX METOIOB
JIedeHUsl 3a001eBaHUs TSI YIYYIIEeHUsT KadyecTBa U TPO-
JIOJDKATETbHOCTH JKU3HU MallMeHTOB, 0ojiee aaeKBaTHOM
WHTErpaluu ux B 0OIIECTBO.

BuyrpucemeiiHasg BapuabelbHOCTh KIMHUYECKUX
NposBIIEHU cuHApoMa Oiepca—[daHio y 4WIEHOB
OJHOM CeMbHU, IIO-BUAMMOMY, YyKa3bIBaeT Ha CYIle-
CTBOBaHME JOIOJHUTEIbHBIX (PAKTOPOB, BIUSIOLINX
Ha TsoKecTh Oosie3Hu. [lanbHelle HaydyHble M3bICKa-
HUS C aHaJIM30M B3aUMOJECICTBUSI T'€HOB, Y4YaCTBYIO-
LIMX B OOMEHHBIX MPOLIeCCax B COCAUHUTEIbHOMN TKAHMU,
IIOMOIYT BBISIBUTH MOJIEKYJISIPHO-T€HETUYECKUE Map-
Kepbl TSKECTU KJIMHUYECKON CUMIITOMATUKU U IPOTr-
HO3a TeUueHUs 3a00JIeBaHMSI.
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Biological role of zonulin: a biomarker of increased intestinal permeability syndrome
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M3meHeHune panuoHa, a TAKxkKe INMPOKUIl CTIEKTP NATOJOMHYECKHX COCTOSHUIA, 00YCJIOBIEHHbIX HH(PEKIMOHHBIM AT€HTOM, AJLIepPru-
YeCKMM WJI AyTOMMMYHHbIM BOCTIAJTUTEIbHBIM NMPOIECCOM, BIUSIOT HA OMOJIOrHYeCKHe PUTMbI IUIIEBAPUTEILHOTO TPAKTA, YTO OKA-
3bIBAET HEraTUBHOE JIeACTBME HA KHIIEYHYI0 MUKPOOHOTY M PMBOIMT K MOBBILIEHHIO IPOHUIIAEMOCTH CJIM3UCTOI 000I09KHM KHIIEY -
HuKa. M3MeHeHHass MUKPOOMOTA NOTEHIMPYET BOCHAIEHHE M CIIOCOOCTBYET BO3HUKHOBEHHUIO MATOJIOTHYECKOTO «3aAMKHYTOTO Kpyra».
DakTopomM, MOAYIMPYIOIHMM ILIOTHOCTh MEXKKJIETOUHBIX COEIMHEHNIl, ABJsAeTCs 0eI0K 30HYMH. B 0030pe npencTaBiieHbl JaHHbIE
0 OMOJIOrHYECKOil POJIM 30HY/JIMHA, BO3MOXKHOCTSAX KOPPEKIMH NPU HAPYIIEHHH €r0 CHMHTe3a ¢ MOMOIIbI0 (DyHKIMOHAIBHBIX MPO-
JYKTOB /IS IETCKOTO MUTAHMS.

Karouesote caoea: demu, Kuuieurwiii 6apvep, 30HYAUH, NPOHULACMOCIb KUWEYHOU CIEeHKU, Ouomapkep, MUKpoouoma, memaboausm,
60CHAAUMENbHBLE UUMOKUHbL, KUCAOMOAOUHbIE RPOOYKMbL, Ho2ypm, 0002auieH bl NPeOUOMUKamMU U NPOOUOMUKAMU.

Ansa untnpoBanus: XaskuH A.U., borgaHosa H.M., HosukoBa B.[1. Buonoru4eckasi posib 30HY/MHA N 9(pPEKTUBHOCTb €ro MCrosib30Ba-
HUs1 B kKa4ecTBe bromapkepa CUHAPOMA OBbLILLEHHOV KULLIEYHOM rnpoHuLaemMocTn. Poc BeCcTH nepuHaton v neawatp 2021; 66:(1): 31-38.
DOI: 10.21508/1027-4065-2021-66—-1-31-38

Both changes in diet and pathological conditions caused by an infectious agent, allergic or autoimmune inflammatory process, affect
the biological rhythms of the digestive tract, which negatively affects the intestinal microbiota and increases the permeability of the
intestinal mucosa. The altered microbiota potentiates inflammation and causes a “vicious circle”. The zonulin protein is the agent
that modulates the density of intercellular connections. The review presents data on the biological role of zonulin, correction of its
synthesis violation with the help of functional products for baby food.

Key words: children, intestinal barrier, zonulin, intestinal wall permeability, biomarker, microbiota, metabolism, inflammatory cyto-
kines, fermented milk products, yoghurt, enriched with prebiotics and probiotics.
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Knmeqmﬂﬁ Oapbep — KOMIUIEKCHas cucTema, KOTo-
pasi  OCYLUECTBJISIET BbICOKOCEJEKTUBHYIO 3aLIUTY
BHYTPEHHEW Cpelbl OpraHM3Ma OT BHEIIHMX arpec-
CUBHBIX (DaKTOPOB OKpYXKaWIIel Cpeabl C MOMOIIbIO
WUMMYHHBIX U1 HEMMMYHHbBIX MeXaHu3MOB. MIMMyHHBII
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KOMIIOHEHT KMIlIeyHoro Oapbepa mpenacrabiieH GALT-
cucTeMoli (accouMupoBaHHasl ¢ KUIIEYHUKOM JIMM(pO-
WIHasl TKaHb), COCTOSIIEH M3 JUCKPETHBIX CKOILJICHUI
JuM@OonaHbIX (POTUKYJIOB (MefiepoBbIX OJISIIIIEK, COMU-
TapHBIX (QOJUIMKYJIOB), BCTPEUAIOIIMXCSI HA BCEM TTPOTSI-
JKeHUM CIU3UCTOTO U MOJACIU3UCTOrO CIOEeB KUIIIEUHNKA,
yepBeOOPA3HOTO  OTPOCTKA,  BHYTPUBMUTEIMATBHBIX
JUM(OLUTOB, TJIA3MaTUYECKUX KJIETOK, T-KJIeTOK co0-
CTBEHHOTO CJIOSI CJIM3UCTON OOOJIOUKM U OPBbIKEECUHBIX
JUMpaTUIECKUX Y3TI0B.

HenMMyHHBIII KOMIIOHEHT, WM MEeXaHUYeCKUi
Gapbep, 00YCIOBIMBAETCS CUHTE30M JIM30LIMMA, MPOoTep-
NHA, MyLIMHA, TIETICMHA, COJISTHOW KUCJIOThI, MaHKpea-
TUYECKUX TPOTEOJIUTUYECKUX (DEePMEHTOB, CeKpelreit
KeTYu, TIepUCTAbTUKON KUIIEYHUKA, TeYEHOYHBIM
OapbepoM, CTaOMIBHOCTBIO MeMOpaH JIUTEINOLNTOB
(snuTeNnuanbHble KIETKU C TJIOTHBIMU COCIUHEHUSIMU),
KOMMEHCJIbHO MMKPOOUOTON M KJIETKAMU SHTEpasib-
HOl HEpBHOI cucTeMbl. OMOTHUTENbHbBIA KUIIEUHO-
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COCYIUCTBINI Oapbep O0pa3ylT COCYAMCTBIE SHIOTENN-
aJilbHble KJIETKM BMECTE€ C KHUIIEUYHBIMU TJIMaJbHBIMU
KJIeTKamMu U riepuudramu [1, 2].

KoMmnoHeHThl  KHUIlIEYHOTO Oapbepa  BBITIOJIHSIOT
Psll )KU3HEHHO BaXKHbBIX (DU3UOJIOTUYECKUX (DYHKIIMNA —
TpaHCMEMOPAHHBIA TPAHCIIOPT KUIKOCTEM, DJIEKTPO-
JIMTOB, MUKPO- U MaKpO3JIEMEHTOB; IMpeaoTBpalleHue
TpaHCJIOKAllMXM TOKCUHOB U IaTOTEHOB M3 IPOCBETa
JKEJTyIOYHO-KHUIIIEYHOTO TpaKTa BO BHYTPEHHIOIO Cpely
opraHusma, repejavyy CUTHaJIOB APYTUM KJIETKaM U opra-
HaM (Harpumep, 4yepe3 OCu MO3r—KMIIEYHUK, JIeTKhe—
KUIIIEYHUK U TIeYeHb—KUIIEUHUK), YIACTBYIOT B PETYJIsI-
LMY UMMYHHOU M 9HIOKpUHHOM cucteM [1]. Jucbamanc
9TUX (PYHKUMI YaCTO COMPOBOXIAAETCSI YCUTIEHUEM TTPO-
HUIIAEMOCTHU KHUIlIeYHOTO Oapbepa [3, 4] u cTaHOBUTCS
MPUYUHON pa3BUTHS U/WJIN 000CTpeHUs (PYHKIIMOHAIb-
HBIX M XPOHWYECKUX BOCHAJIMUTEIbHBIX 3a00JIeBaHU
HE TOJIbKO XeJIyTOYHO-KUIIIEYHOTO TpaKTa, HO U JIPYTUX
OpraHoB (MeTaboJIMUYEeCKUI CUHAPOM, TTIOPAXKEHUS CyCcTa-
BOB, Aerpeccus u p.) [5—8].

ITokazaHo, 4YTO K HApYIIEHNUIO CTPYKTYPbl U (DYHKLIMU
KHUILIEYHOTO Oapbepa BeAyT HealeKBaTHOE MUTaHWe, 11eTa,
OoraTasi HACBIIIEHHBIMM XUpaMU U TIPOCTBIMU YIJIEBO-
JlaMM, CTPEeCcC, TMIEPITIMKEMUsI, TIPUeM JeKapCTBEHHBIX
nperapaToB (aHTUOMOTUKMU, HECTEPOUIHbBIE TPOTUBO-
BOCIAJIUTEIbHBIE CPEICTBa, WHIMOUTOPBHI TMPOTOHHOM
oMbl — UITIT), a Takke ocTpble KUILIEYHbIE U pecrupa-
TopHble nHbeknu [9]. [ToaToMy 00JbILION MHTEPEC TIPE/I-
CTaBJISIIOT TUArHOCTMYECKNE METO/bl OLIEHKU OapbepHOi
(byHKIIMM KMIIIEYHUKA, OCHOBAaHHbIE Ha MOJIEKYJISIPHOM
aHayM3e OEJIKOB, BOBJICUEHHBIX B CTPYKTYpPY KUIIIEYHOTO
Oapbepa, K KOTOPbIM OTHOCUTCSI 30HYJIVH.

Buogoruyeckas posib 30HYIMHA. 30HYJIUMH — aHajoOr
xoJjiepHoro TokcuHa (zonula occludens toxin — ZOT),
CUHTE3UpPYEeTCSl B TIEUEHHU, OIUTEIMAIbHBIX KJIeTKax
KUIIIEYHUKA U MOXET OBbITb BblAEJIEH U3 MEeMOpPaHHOTO
komIiekca  claudin-occludin-guanylate  kinase-like
zonula occludens (ZO) proteins 1, 2 u 3, KoTopslii o6pa-
3yeT TJIOTHbIE COEAMHEHUS B alMKaJIbHOM YacTU IHIO0-
TeWsl KUIIEYHUKA. DTO TO3BOJISIET CUUTATh 30HYJIWH
OJIHUM U3 OCHOBHBIX (haKTOPOB, peaau3yIoIlIMX Mexa-
HU3M <«BOpPOT KHIIEYHUKA» W O0paTUMO BIIMSIOIINX
Ha IJI0THOCTh coequHeHuit [10]. CekpeTupyeMblii B Ipo-
CBET XEJyTOUHO-KUIIEYHOIO TpaKTa 30HYJUH CTUMY-
JIMpYyeT aKTUBUPOBaHHbBIC TpoTeasoil peuentopbl (PAR)
U pelenTopsl anuaepManbHoro (akrtopa pocta (EGFr),
KOTOpbIE B CBOIO OYepe/lb MHAYLUUPYIOT CIOXHBINA TTPO-
1IeCC «OTKPBITUST» BnuTenauanbHbix coeauHeHuit (Tjs),
BbI3bIBasi MOBBIIIEHHYIO Tapalle/UTIOISIPHYIO TTPOHUIIAe-
MOCTb 1 TIO3BOJISISI MOJIEKYJIaM C MOJIEKYJISIDHO Maccoi
oozee 3,5 kJla mpeogoieBaTh KUIIEUYHBINM Oapbep.

Takum oOpa3om, oripezeseHWe 30HYJIMHA B Kale
MOXET CBMJIETEJbCTBOBATb O CKOPOCTH €ro BhIPaOOTKHU
B DHTEPOIIMTAX, a B KPOBU — O TPAHCIIOPTE 3TOTrO Oesika
M3 TIpOCBETa KUIIEYHUKA B TTOACIUZUCTBIN CJIOM, MEXITY
KJeTkamu KuimegHoro snutenus [10, 11]. Kpome Toro,
30HYJMH M3-3a €ro WACHTUYHOCTU TIPeIlleCTBEeHHUKY
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ranTorioouHa-2 (HP-2) u3BecteH M Kak mperanTorjio-
OWH-2, YTO JI0Ka3bIBaeT POJIb JAHHOTO TIPOTEMHA B pery-
JISIUMW  TIPOHUIIAEMOCTM W BHEKUILIEYHOTO JITUTENUS,
a MMeHHO cocynucroro sHuortenus [12]. HapyuieHue
LIEJIOCTHOCTU 3MUTEIMAIBHOTO TIJlacTa M YBEJIMYEHHUE
€ro MpPOHUIIAEMOCTHU CITOCOOCTBYIOT aare3uv OrpOMHOIO
KOJIMYECTBA pa3JIMYHbIX AHTUTCHOB, CEHCUOWIM3ALIUU
OopraHn3Ma M HeyKJIOHHOMY POCTY IaTOJIOTUM, aCCOIIMU-
POBaHHOI C M3MEHEHWEM TUIOTHOCTH MEXKIETOYHbBIX
KOHTaKkToB [13].

Kinunnyeckoe 3Havenue 30HyIMHA. B OoJblIMHCTBE
WUCCIIeIOBAHNI 30HYJIMH OMPENEIsSIOT B ABYX OMOJIOTH-
yeckux cpenax (kpoBb u Kani) [14—17]. Ponb mapkepa
B 3aBUCUMOCTH OT OMOCPE/Ibl €T0 OTpee/IeHUsI 00YCIOB-
JIeHa TIaTojorueil. 30HyJUH — OeJ0K ¢ MOJIEKYJISIpPHOMI
Maccoit 6omee 5 k/la, cmocobeH aKTUBUPOBATH BPO-
JKIEHHBIW MMMYHHBIM OTBET M 3aXBaTbIBaThCsl MaKpO-
¢daramu u knetkamu bpaynya—Kyndepa B mnedeHu.
Ilepuon nosypacnana 30HyJIMHA B KPOBU OYE€Hb Bapua-
OesneH U Kojebsercss oT 4 MUH 110 4 4, TO3TOMY BO3MO-
JKeH 3HAYUTEIbHBIM pa30poc KOHLIEHTpALUM 30HYJIMHA
(oT HeomnpeaeIMMbIX 10 OYeHb BbICOKUX) [ 18, 19].

AHaJIN3 CTaOMIBHOCTU KUIIIEYHOW CTEHKU Y OOJbHBIX
SI3BEHHBIM KOJIUTOM TI0Ka3aj, u4To 0ojee pejeBaHTHBIM
WHAMKATOPOM MPOHULIAEMOCTH KUILKU CIIY>KUT 30HYJIUH
CBIBOPOTKM KpoBH, yeM ¢ekanbHbiil [18]. Y BUY-cepo-
MO3UTUBHBIX TAIMEHTOB C TaCTPOMHTECTUHAJIbHBIMU
CUMIITOMaM1, HA000POT, YPOBEHb (PEKaTLHOTO 30HYJIMHA
3HAUYMTEJBHO ITIpeBhIIa IasMeHHBIN [15]. C yyeTtoMm
cymnpeccopHoro MMMyHHoro otsera y BUY-unbpuum-
POBaHHBIX BMOJIHE O0BSICHUMO, UTO (heKaJbHbIe YPOBHU
30HYJIMHA y HUX OyayT npeobaaaTh Hall TUIa3MEHHBIMU.
OnHako paxe TpU OINTUMAJbHOM MMMYHHOM OTBETE
IIJIS. OTIpelieJIeHUsI CTaOMJIbHBIX MOKa3aTeleil COCTOSTHUS
KUIIIEYHOTO Oapbepa OIHW aBTOPHI MpeaIaraloT M3Me-
pSATH BMECTO CaMOTO 30HYJMHA YPOBHM €TO aHTUTET —
IgA u IgG [19], apyrue peKOMEHIYIOT MCIIOJb30BaTh
nuMMyHoauarHoctudyeckuii Habop ELISA, ¢ momoribio,
KOTOPOTO MOXXHO MIEHTU(DUIIMPOBATH pa3IMuHbIe OeIK1
CTPYKTYPHO U (DYHKIIMOHAJIBHO CBSI3aHHBIE C 30HYJIM-
HOM, TIpe/riojarasi CyleCTBOBaHME CeMelcTBa OeJIKOB
30HYyJIMHA, a HE OIHOTO OejiKa, PEeTyJMPYIOIIEro MPOHU-
11aeMOCTb KUIIeYHOM cTeHKH [20].

DKcrepuMeHTalbHble padOThl Ha MOJEIM HEKPOTU-
3UPYIOIIETO HTEPOKOJIUTA TOKA3aJId, YTO KOHLIEHTpALIUSsI
30HYJIMHA B KaJie TIOBBIIIAETCSI OHOBPEMEHHO C YBEJIM-
YEeHUEM TIPOITYCKHOM CMOCOOHOCTY KHUILIEYHMKA U COXpa-
HsieTcsl B TeueHue 24 4, BO3BpallasiCh K UCXOAHOM TOJIbKO
yepe3 48 u [21]. [TonyueHbl 1OCTOBEPHBIE TaHHBIE 00 yBe-
JIMYEHUM KOHLIEHTpAILMY 30HYJIMHA B IJITa3Me KPOBU Yy eTei
¢ HEePOTUUYECKUM CUHIPOMOM, HE3aBUCUMO OT JICYCHUSI
1 ypoBHsSI mpoterHypuu. OmHAKO BKJIaJ JAaHHOTO Oejka
B MEXaHU3M MOBPEXICHMUST KITyOOUKOBOTO arrapaTa rmodek
HYXIaeTcsl B aibHeIIeM n3ydeHuu [22].

Knunuuyeckue ucciaenoBaHusl y TMallMEHTOB C HU3-
konuddepeHIMpoBaHHBIM ~ BOCTIAJIECHUEM  (caxapHBbIi
nuader 2-ro TuUIla, LeJIuakus, OXUPEHMUE), a Takxke
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Xaexun A.H. u coaem. Bronornueckas POJIb 30HY/INHA U BCI)CI)SKTI/IBHOCTI) €I0 UCIIOJIb30BaHNUS B KAYECTBE 6HOMapKepa CHUHIpOMA...

¢ opaXkeHeM TIeUeHU BBISIBUJIN Y HUX MOBBIIIEHUE KOH-
LIEHTpalUMu 30HYJIMHA B KpoBu M Kane [1, 21, 23-25].
AHajiornyHasi KapTuHa HaOaoaaiach mnpu 3abojeBa-
HUSIX, B TeHe3e¢ KOTOPhIX OCHOBHAsI POJIb OTBOJIWTCS
ayTOMMMYHHOMY Tipoiieccy (6osie3Hb KpoHa, caxapHblii
nuabet 1-ro TMIa) 1 XpOHMYECKOMY BOCTaJeHUIO (MeTa-
Gonyeckuii cuHIpom, 3arop) [10, 11, 26, 27]. Ananus
MOJIYYEHHBIX Ppe3yJIBTaTOB ITOKa3ajl TIPSIMyI0 3aBHCH-
MOCTb MEXY TSKECThIO 3a00JIeBaHUI M KOHIIEHTpalei
30HYJIMHA. DTO MO3BOJISIET UCIOJIB30BaTh YPOBEHD JTaH-
HOTO MPOTEMHA B KaUeCTBE MapKepa XpOHUUECKOTO BOC-
MaJieHUsl ¥ HapyIIeHUs] CTaOWIBbHOCTH Gapbepa KUIed-
Huka [1, 10, 11, 21, 23—27]. B To Xe Bpemsi pu LIMppo3e
MeYeHU YMEHbIIIeHUe KOHIEHTPAlUU 30HYJIMHA B CHIBO-
POTKE KpOBU 00YCJIOBJIEHO MOBPEXIEHUEM OETKOBOCUH-
TETUYEeCKOM (PYHKIIUM MMEYEeHN U He OTPakaeT IMOBBIIICH-
HYIO TIPOHUIIAeMOCTb KUIIIEUHOM CTEHKHM [28].

Hcrnonbp3oBaHue psima JieKapCTBEHHBIX —Iperapa-
toB (aHTMOMOTUKK, UTIIT) nmpu neyeHUn XpOHUUYECKUX
3200JIeBaHUM KEJTYITOYHO-KUIIEYHOTO TpaKTa JaeT DS
Mo00YHBIX (P GEKTOB, Cpeard KOTOPBIX acCOLIMUPOBAH-
Hblii ¢ MTTTT gucounos u/wiam nuapest, acCOMUPOBaHHAsT
¢ aHTHOMOTHMKAMU. JIMCcOMO3 MpPHM JAHHBIX COCTOSTHUSIX
COIPOBOXIAETCS BbIpAXXEHHBIM BOCIIAJIEHUEM U TTOBBI-
IIEHWEeM TTPOHULIAEMOCTH KUIIeYHO cTeHKU. [ToaToMy
npu  JUuIuTeNnbHOW  mepopanbHoit  Tepanuu  MIIII,
Kak M TpU TpHeMe aHTUOMOTHKOB, CBOEBPEMEHHOE
ornpeneieHne OMOMapKepoB KUIIEUYHOM CTaOMJIBHOCTH,
cpely KOTOPBIX CYIIECTBEHHOE 3HAYCHME MPUHAIICKUT
HEMHBAa3WBHOMY METOY OLIEHKH (heKaJTbHOTO 30HYIMHA,
IMOMOXET TIPOTHO3UPOBATh PHUCK Pa3BUTHUSI TPO3HBIX
JKeJIyTYHO-KHUIIeUHBIX OCJTIOXHeHu [29—31].

CocTosiHie KHIIEYHOTO 0apbepa M KHIIEYHAS MHKPO-
0uoTa. MeTareHOMHBIE MCCIIEOBaHUS CIIOCOOCTBOBAIU
BbIaeeHU0 30 (1 M3 OrpOMHOTO YMCiia MUKPOOPTaHU3-
MOB, 3aCEJISIIOIINX XKeJTYI0YHO-KUIIEYHBIN TPAKT, U psiia
SHTEePOTUTIOB. MHAMBUIYYMBI KOHKPETHOTO SHTEPOTHUIIA
KOJIOHM3UPOBAHBI OIpeAeeHHBIMA pOAaMU, BUIAMU,
MOABUAAMU MUKPOOOB, KOTOpBIE OO0JIAZAIOT CXOXUMU
(PUBUKO-XMMHMUECKUMM CBOMCTBAMU, UTO OIpeAesIeT UX
MeTaboJIM3M M, COOTBETCTBEHHO, BJIMSICT HAa OPraHM3M
xo3simHa. K OCHOBHBIM 3HTEPOTUIIAM OTHOCAT Bacteroi-
des, Ruminococcus, Firmicutes u Prevotella.

Hanpumep, Oaxkrepuu pona Blautia (pon Blautia
coccoides, xnacc Clostridia, dun rpamMInonoXuTeabHbIe
Firmicutes). Tlponykramu XusHenesTeNbHOCTU Blautia
coccoides SIBASIIOTCSI alleTaT, dTaHOJ, BOJOPOJ, JIaKTaT
WA CYKIMHAT KaK KOHEYHBI MeTaboauT (hepMeH-
TallMy TJIIOKO3bI. Y TMallMeHTOB C OXMpPEHWEM, caxap-
HBIM TUabeTOM 2-TO TUIIA U Y KEHIIWH C Ype3MEPHBIM
recCTallMOHHBIM YBEJIWYEHHEM MacChl TeJla OTMEUYEHBI
M30BITOYHBIN POCT JTAHHBIX MUKPOOPTAHU3MOB M BBICO-
Kasg KOHIIEHTpalMsl TIEPEUMCICHHBIX MeTa0O0JUTOB
[32—34]. Jlpyrue mnoOGOYHBIE IIPOAYKTHI MUKPOOHOIO
MeTabosm3Ma, Takue Kak (opMmuar, cyiabdaT Boaopoaa
U TOKCHYHBIE MOJIEKYJIbl (Harpumep, N-OKCUI TpH-
MmetwiamuHa — TMAO), kKpoMme Ha3BaHHbIX 3a0o0Je-

BaHWI, WHAYHUPYIOT Pa3BUTHE CEPACUYHO-COCYIUCTOM
natonoruu [35, 36]. Tak, mpu aTepockKiepo3e CHU-
KaeTcsl YuclieHHOCTb Akkermansia muciniphila, Rose-
buria, Eubacterium u Dorea. Ilpu 3TOM yBenuuuMBaeTCs
npenctasaeHHocTb Collinsella u Prevotella. HexoTtopbie
OakTepuu Ipeodpa3yroT GochaTuIMIXOINH, KOTOPHII
COIEPXUTCS B SIMIHOM 3KEJITKe, U L-KapHUTUH, TTOJTy-
YaeMbIii U3 KPacHOTO Msica M PhIObI, B TPUMETWIAMUH
(TMA). TpuMerusiaMUMH CIOCOOHBI CHHTE3UPOBATh
Proteus, Lachnoclostridium, Providencia n psin Dpyrux.
B rmeyeHM TpUMETUIAMUH OKUCISIETCS B TPUMETHUII-
aMuH-N-0KCHI, KOTOPBII y4acTBYeT B Pa3BUTHUM aTepPO-
cKJIepo3a 1 UllleMUYecKoii 6oie3Hu cepaua [35].

ITponudeparnBHbIil pocT OakTepuit poma Rumino-
coccus TIpelIcTaBUTeNeil poma Blautia accouMupoBaH
¢ caxapHbIM IMabeTOM 2-TO THTIA, TeCTALIMOHHBIM THabe-
TOM, TIOBBIIIIEHUEM apTepUaJbHOTO JaBJICHMS, TUCMeTa-
60JIM3MOM U TTOBBIIIIEHUEM YPOBHS TAKMX MapKepOB BOC-
MaJieHusI, KaKk nHTepaeikuH [L-6 u tunonoircaxapuiasl
[37, 38]. Kpome Toro, mpeobjiaganue B MUILEBAPUTEIb-
HOM TpaKTe MUKpPOOOB pona Ruminococcus KOppeIupyroT
C TIOBBIIIICHUEM YPOBHSI JIEITUHA (aIUTOLIUTAPHOTO TOp-
MOHAa) M TpaHcaMMHa3. TakuM 00pa3oM, y MOIYJSIUN
JIOJel ¢ 3HTepOTUNIOM Ruminococcus MMeeTcsT CKIIOH-
HOCTh K HapyILIEHWIO YIJIIEBOIHOTO OOMEHa, OXXUPEHUIO,
caxapHOMYy IMa0eTy 2-To THIa, CTeaTo3y IeYeH 1 MeTa-
oommueckomy cuHapoMmy |39, 40].

Muxkpoopranusmsl pona Bilophila (B. wadsworthia)
u Fusobacterium (F. nucleatum) 3a cueT TPOU3BOACTBA
CEpPOBOIOPO/IA CIIOCOOCTBYIOT BOCIAJICEHUIO B CIIM3UCTOM
000JI04Ke KUIIEUHWKA, HAPYIIEHUIO KUIIIEYHOTO Gapbepa
1 MeTaboJIM3Ma XeJTYHBIX KUcaoT [41]. bonbie kommye-
ctBa B. wadsworthia VHIyIUPYIOT BRICBOOOXKIECHNE JINITO-
nonvcaxapunoB U 1L-6 — 1okasareseil HeG1aromomydust
opranusma [42]. F. nucleatum — onuH u3 Haubosiee pac-
MPOCTPaHEHHBIX BUIOB OaKTEpHii B KUIIIEYHUKE W TTOJIO-
CTU pTa, KOTOPBI aCCOIMUPOBAH C IIUPOKUM CIEKTPOM
3a00JIeBaHMIA: TIPEXICBPEMEHHBIMA pOJAMU W HEOHa-
TaJbHBIM CETICHCOM, KOJOPEKTaJIbHBIM PaKOM M BOCIIA-
JIUTEJIbHBIMU 3200JIeBAaHUSAMU KHUIIEYHUKA. MexXxaHU3MBbl
nmaroreHHOCTH F. nucleatum BKITIOYAlOT OCOOEHHOCTHU €TO
KOJIOHU3ALIMU, CUCTEMHYIO TUCCEMUHALIMIO, WHIYKIIWIO
BOCHAJIMUTEILHBIX M OITyXOJIEBbIX peakuuii xo3simHa [41].
IIpu stoM F. nucleatum — MOIIHBIN CTUMYJISITOP CUHTE3a
BOCHAJIUTEIbHBIX LUTOKMHOB IL-6, IL-8 u dakropa-
anbda Hekposa omyxonu (TNF-a) [43—45].

Faecalibacterium — omHa 13 HamboJiee pacrpocTpa-
HEHHBIX 1 BaXKHBIX KOMMEHCAJIBHBIX 0aKTepUii B MUKPO-
O6MoTe KUIICYHUKA 4YeJIOBeKa, IPOU3BOIUT KOPOTKO-
LIETIOYEYHbIe XKMPHBIE KHCIOTBI, OCOOCHHO OYyTHUpaT,
KOTOPBI MO3UTUBHO BIWSIET HAa UMMYHHYIO, SITUTEIN-
aJIbHYI0, HEPBHYIO CUCTEMBI M (DYHKIIMM KPOBEHOCHBIX
COCY/IOB, TeM CaMbIM MOMIYJHPYST KPOBSIHOE IaBJICHUE,
VKpEIIsist KUIIEYHBIM Oapbep, CHWXash BEPOSITHOCTH
OXMpEHUsI, caxapHOro auadera v BocrayiieHus [45—48].
Akkermansia muciniphila accouyuupyercsi ¢ HU3KUM pUC-
KOM pa3BUTHS caxapHOTo auabeTa, OKUPEHMST U BOCTIa-
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JIeHUs1 Oylarojapsl YHUKaJbHON MYLMHAETpagupyromeit
CMOCOOHOCTH, YTO OOECIeunBaeT yKperuieHue 1eI0CT-
HOCTHU KMIIIEYHOTO Oapbepa [48].

MuKpoOHOTA H IIEHTPATbHAS HEPBHAS clcTeMa. MUKpO-
OMOTa KMIIEYHUKA UTPAET PELIAIOLIYIO PoJib B (yHKIIMO-
HMPOBAaHUM LIEHTPAJIbHOM HEPBHON CUCTEMBI Yepe3 OCh
MO3T—KUIITKa—MUKpPOOMOTa, OCOOCHHO TIPU YXYILICHUN
CTaOMJIBHOCTM KMIIIEYHOU cTeHKU [49]. MHorue mccie-
JIOBATEIM pacCMaTPUBAIOT TUBEPCU(DUKALINIO B CTPYKTYpe
SHTEPAbHOI MMKPOOMOTHI KaK OOWH W3 MEXaHU3MOB
pasBUTHUS Jaenpeccun. Bo-mepBbiX, OTMEUEHO, YTO TaKue
MeTabOoJIUThI, KaK TUIIITypoBas KUCJIOTa, AUMETUIAMUH
U JTUMETWITIMLWH, CoAepKaHhe KOTOPBIX 3HAYMTEIHHO
M3MEHSIETCS Y TIALIMEHTOB C JeTIPEeCCUeil, SIBIISTIOTCS MeTa-
0oJIUTaMM MHTECTMHAJIbHONW MUKPOOMOTHI. Bo-BTOpBIX,
OCHOBHBIM TTOOOYHBIM TIPOAYKTOM TPaMOTPULATETbHBIX
OGakTepuii, OTBETCTBEHHBIM 3a TOPO3HOCTh KWIICUHOM
CTEHKM W TPAHCJIOKALMI0 MUKPOOMOTHI BO BHYTPEHHME
opraHbl, ciyxar aunononucaxapunbl (JITIC) u sHpo-
tokcuH. K cBsg3annbeM ¢ JITIC ceposormyeckum cyppo-
raTHBIM MapKepaM TPOHMIIAEMOCTH KHWIIEUHOW CTEHKU
u TpaHciokauuu Oakrepuii otHocsTest JITIC-cBsi3piBato-
Mt 6es10K, pactBopumblii kinacrep CD14 nuddepeHun-
POBOYHOTO OeJiKa M3 CeMeCTBa pelieNTOPOB pacro3HaBa-
HUs1 00pa30B U 30HYJIMH.

Kiunuyeckoe u MoaenbHOE HCCIEIOBaHUS MPO-
JEMOHCTPUPOBAIN YCUJICHWE SKCIPECCUU T€HOB, CBSI-
3aHHBIX ¢ OnocuHTe3oM JITTC, y malimeHToB ¢ BHICOKUM
YPOBHEM TPEBOXHOCTU U JEIpeccueil 1Mo CpaBHEHUIO
¢ KOHTpoJibHOM rpyrnmoi [50]. BrickazaHo mpenmnoso-
>KEHHE, YTO OCHOBHOM MeXaHU3M (hOPMUPOBAHUS HEPB-
HO-TICUXWUYECKUX CHUMIITOMOB M JIENpPecCUu OOYyCIOB-
JIEH HapyllleHWeM CTaOMJIbHOCTH KHUIIEYHOro Oapbepa
B pe3yJibTaTe OUCIOKALMU MUKpPOOMOMA U Pa3sIMYHBIX
TOKCUHOB B KpPOBb, a TaKXKe MWHTMOMPOBAHMEM aKTHB-
HOCTH 3HTepoXpoMad(UHHBIX KJIETOK, CUHTE3UPYIO-
mux ceporoHuH [51, 52]. Iloka3zaHo, 4TO Mpu aernpec-
CUM TIPOMCXOIUT CMeEIleHUEe BUIOBOTO COOTHOIIEHMUS
JIaKTOOAUMJIJT U KJIOCTPUIMKA B CTOPOHY IOCJIEIHUX.
Ha ¢one MukpoOHOro n11ucbrno3a MmoBbIIIaeTCsl YpOBEHb
BOCHAIUTENBHBIX IUTOKUHOB, 30HYJIMHA U KUIIEYHOTO
SKMPHOKMCJIOTHOTO CBsi3bIBatoliero oenka [-FABP. Otu
U3MEHEHUST CBUICTEIBCTBYIOT O HApYIICHWU LIEJIOCT-
HOCTHU 3HTepajibHOro 6apbepa. Kpome Toro, y mauueH-
TOB C BbIPAXKEHHBIMU JENPECCUBHBIMU PACCTPOMCTBAMU
nucbajaHC 3HTEPaJIbHOM MUMKPOOMOTHI COIPOBOXIA-
eTcsl TpaHcjloKauuel OakTepuii, 0oJjiee BBICOKOM
nponykimeir TNF-a, IL-1B, IL-6 u BbIpakeHHOM
9KCIIpecCreil acTpOLIMTOB, YTO XapaKTepHO MJisi BOC-
MaJUTEIBHOrO IIpoIecca B TOJOBHOM Mmo3re [53, 54].
YcTaHoBJIeHa TeHIEepHO-CIelpuIecKast CBSI3b MEXIy
KOHIIEHTpallueil B CbIBOPOTKE KPOBU 30HYIMHA, TMAO
U Jerpeccueil. DKCIEPUMEHT MPOAEMOHCTPUPOBAI
MOJIOKUTEJIbHYIO KOppesiinio Mexay yposHem TMAO
U IeTIPECCUBHBIMMU CUMIITOMAaMM Y JKEHIIWH U OTpUIla-
TEJbHYIO MEXIY COAepKaHWeM 30HYJIMHA B CHIBOPOTKE
1 TpU3HAKaMM JeTpeccuu y MyxXuuH |[55]. V nmereit

OBb30Pbl JINTEPATYPbI

B CBSI3U C OCOOEHHOCTSIMU JIAOMJIBHOCTU TICUXUUYECKUX
MPOLECCOB MOBBILIEHHBIN YPOBEHb 30HYJMHA aCCOLIUU-
PYIOT C TUIEPaKTUBHOCTBIO U CUHAPOMOM jaeduiiura
BHUMaHU [55—57].

MukpodnoTa B mepHHATAJIbHOM mepuoae. JlokasaHo,
4yTO B yTpoOe Marepu peOeHOK KOHTaKTHMPYeT ¢ OakTe-
pUSMU TUIOAHBIX O00JIOUEK, OKOJIOMJIOAHBIX BOA, IJa-
LIEHThl W KUIIEYHUKA. AHTeHaTajbHass MUKpOOHas
KOHTaMHWHAlIMSI OKa3bIBaeT BO3/EICTBUE Ha ero ooiiee
pa3BUTHE, COCTOSIHUE KHIIEYHOTOo Oapbepa, WMMYH-
HBIl OTBET M MOTEHLMAJIbHO IPOrpaMMUPYET pa3iny-
HbIe 3a00JIeBaHMSI C BEPOSITHBIM (BO3MOXHBIM) Jj1e010-
TOM B CTapllieM BO3pacTe, HarpuMep MeTaboInYecKuii
CUHIPOM, BOCTIAJUTEIbHbIC 3a00JIeBaHUSI KMIIEUHUKA
U MUILIEBYIO TUTIEPUYYBCTBUTEIBLHOCTD [58].

B npencraBieHHOM UCClIeIOBaHUM BIIEPBbIE PAacCMO-
TPEHO BJIMSIHUE TNMEePUHATAIBHBIX (PAKTOPOB HAa COCTOSIHUE
OappepHOil (QYHKIMM KUIIEYHWKA Oydaylero peOeHKa.
B kauectBe Mapkepa TPOHMLAEMOCTH  KMIIEYHOM
CTEHKU MCTIOIb30BAIA 30HYJIMH, OIpENesieMblii B ChIBO-
pPOTKE ITyMIOBUHHON KPOBM, MEKOHMM W Kajie MJaleHIia
Ha 7-i1 neHb xu3Hu [10, 11]. AHanu3 mokasai, 4To Mpu-
MEHEHUE aHTMOMOTUMKOB BO BpeMsl OEpeMEHHOCTH KOp-
pEeJIMPOBAJIO C TIOBBIIIEHWEM KOHLEHTPALIMK 30HYJMHA
B CBIBOPOTKE TMYMOBUHHOW KpPOBM, a aHTMOWOTMKOTepa-
Musl BO BpeMsl pOIIOB — C YBEJIMUEHHUEM TOJIbKO (heKasib-
Horo 30Hyi1MHa. OTMEYeHO, 4YTO TpUeM aHTMOMOTUKOB
OepeMEeHHOM JKEHIINHOM BIIMSIET HEe TOJILKO Ha COCTaB €e
MMKpOMUPa, HO U Ha MUKpOOMOM ee pebeHKa. HapyiieHust
B CTPYKTYpE MMKpPOOHMOMa YCUIMBAIOT CEKPELIMIO 30HYIMHA
B KHMILIEYHUKE Oyay1ero pebeHka, CHIKAOT CTaOMIIbHOCTh
KHUIIIEYHOTo Oapbepa M, Kak CJIeACTBUE, MOTYT YBEJWYUTh
KOHIIEHTPALIMIO 30HYJIMHA B MMyIIOBUHHON KPOBMU.

VYueHble BBISIBUIM TakXe, 4TO y JeTell, M3BJICUEH-
HBIX TIyTEM KecapeBa CeUeHUsl, K KOHIly paHHEro Heo-
HaTaJIbHOTO Tepuojaa KOHLEHTpalMsl 30HyJMHA B KaJe
JIOCTOBEPHO BBIIlIE, YeM Yy [JETei, POAMBLIMXCS €CTe-
CTBEHHBIM MyTeM (BaruHaJibHble posnbl). [Ipu nanbHeii-
1IeM M3YYeHWM YCTaHOBJIEHO, UYTO KecapeBO CeuyeHHe
B OOJIbIIIEH CTENEeHU BIMSIET HA YPOBEHb 30HYJIMHA, YeM
naxe TpodUIaKTUYECKOe Ha3HaueHWe aHTUOMOTUKOB
B TiepuMHaTajibHOM mepuoje. OrepaTUBHOE poaopas-
pelleHue TmojaBepraeT MaTb U pebeHKa BO3ACHCTBUIO
MHOTMX HeOJIaronpusITHBIX (haKTOpOB (aHecTe3us, ore-
paTMBHOE BMEIIATEIbCTBO, IOCAeorepalMoHHas 00Jb,
MPUMEHEHUE aHaJbIeTUKOB, CTPECC U T.J.), BIMSIIOIIAX
Ha MPOHMIIAEMOCTh KUIIEYHUKA B OOJIbIICH CTEeTeHH,
yeM BBeIeHNE aHTMOMOTHUKOB B TTIEPUHATAIbHBIN TIEPUOI,.
ITo pesynbraTam ucciaenoBaHus ciejaH BbIBOJ, YTO TaKUe
dakTOophl, KaK KecapeBO CeYeHUE U aHTHUOMOTUKO-
Tepanusi Kak BO BpeMsi 0EpeMEHHOCTH, TaK U B TIEPUOJ
POJIOB, TTOBBIIIAIOT MTPOHUIIAEMOCTb KUIIIEUHNKA Y HOBO-
pPOXIEHHBbIX. BbICKazaHO TMpearnonaoxeHne, 4To MOBBI-
1IeHHAasl KOHIIEHTpaLKs 30HYJIMHA B Kajie y 7-AHEBHOIO
pebeHKa CBsI3aHa C pas3UuMUsIMU B MHUKPOOMOTE Mila-
JIEHIIEB, POXIEHHbBIX pa3HbIMU criocobaMu. [TockonbKy
€CTEeCTBEHHBIC POJbl O0ECreunuBalOT pPaHHUN KOHTAKT
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MJIaJIeHIIa ¢ MAaTEPUHCKUM MUKPOOHMOMOM, 3TO SIBJISIETCSI
peLIaoIIMM ISl CO3PEBAaHMsI KUILIEYHUKA U FOMEOocTasa
B cucTeMe MUKpPOOBI—Xx03s11H [10].

Takum 00pa3oM, 30HYINH — O€JI0K, KOTOPBIi peryin-
pyeT (PYHKLIMIO TUIOTHBIX COEIMHEHUM MEXKIY SIUTENIN-
aJIbHBIMU KJIETKAMM KUILIEUHMKA, YTO OINpeaeIsieT napa-
LIEJUTIOJISIPHBIN TPAHCITOPT B KMIIIEUHHKE.

®usnonornyeckoe W NaToGu3N0JOrHIECKOe 3HAYE-
HHe <«IPOHMIAEMOCTH KHIIeYHHKa». [Ipormecc TpaHc-
opTa pas3IMYHBIX BELIECTB MEXIY KJIeTKaAaMM KUIed-
HOIO SIIUTEIMS WMHOTAA Ha3bIBAIOT <«IIPOHULAEMOCTh
KUIIeYHUKa». TpaHCIIOPT MeXAy KIeTKaMU KUIled-
HOTO 3TUTEIUS TUIOJA HE TOJBKO BaXKeH IS TPeIoT-
BpallleHUsI TpaHCJOKAlMU HeXeJIaTeJbHBIX MOJEKYIT
U3 XKEJTYyTOYHO-KUIIEYHOTOo TpaKTa, HO M TI03BOJISIET
OCYIIECTBIISAITh TPAHCIOPT COCAWHEHUI W MOJIEKYII,
HEOOXOMMMBIX JUIsI pa3BUTUS peOeHKa U MOIYJISILUU
MMMYHHOI cucTeMbl KuieuHuka. [Tociae pomoB mpouc-
XOJIMT CHIKEHME MPOHMLIAEMOCTU KUIIEYHUKA, HA3bI-
BacMO€ <«3aKpbITMEM KMIIEYHUKA», KOTOPOE peryJu-
pyeTcs BHYTpeHHUMU dakTopaMu, ¢akTopaMud pocTa,
ropMoHamMu U Tuiieir matepu. [lepuom, HeobGXomm-
MBI I «3aKPBITHSI», TOYHO He ycTaHoBiIeH. OIHaKO
MU3BECTHO, YTO OH IPOJIEBACTCS, €CIU 3aJepKUBACTCS
BpeMs TIEPBOTO MPUKIAIbIBAHUSA K Tpyau, Ooliee yeM
Ha 30 u. Ilpouecc «3akpbITHS KHUIIEYHUKA» CBsI3aH
C YBEIMYEHHUEM TOJIIMHBI U TUIOTHOCTU CIU3UCTOM
000JIOYKM KUIIEYHUKA, YTO CHUXKAET IMOTJIOIIEeHNE JaK-
TOTJI00y/IMHOB 1 MakpoMoJieKys [10]. JItoObie yKioHe-
HUS B 3TOM TIpoliecce MPOBOLUPYIOT CEHCUOMTN3AIINIO,
cercuc, MeTaboIMYecKre U UMMYHHBIE HETTOJIaKH.

IMpoBeaeHbl nBa MCCIEIOBAHUS Y HOBOPOXKIECHHBIX
JIeTel, Y KOTOPBIX OLEHMBAJIM KOHLIEHTPALIMIO 30HY-
nuHa. B mepBoM oGciemoBaHBl IeTH B BO3pacTe OT 2
no 11 gueit xxu3Han. OCHOBHYIO TPYIIITY COCTaBMJIM MJla-
JIEHIIBI C CETICUCOM, DKCTPeMaIbHO HU3KOM Maccoil Tela
MpU POXACHUM, HEKPOTUUPYIOLUIUM SHTEPOKOJIUTOM,
poTaBUpycHOU WHGeKIuelr u nedekTaMu OpIOIIHON
CTeHKU. B rpymnmy KOHTpoJis BOLUIM 3I0POBBIE TOHO-
IIeHHbIe MJIaJeHIbl. bojiee BbICOKME YPOBHM 30HYJIMHA
BBISIBJIEHBI Y MJIAJEHLIEB C POTOBUPYCHOM MHQEKLUEH
n nedekraMmu OprolrHoi cteHKH [59]. Bo BTopom uccie-
JIOBAaHUW HaOJIIOJAIUCh HOBOPOXIEHHBIE CO CPOKOM
recTaliii MeHee 28 Hel W 3I0pOBBIC IETU, POXKIECHHBIC
B CpOK. Y jieTeld, pOXIEHHBIX paHbIlle CPOKa, YPOBHU
30HYJIMHA OBLJIM HUXE, YeM B KOHTPOJIbHOI rpymie [60].
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Sclerosing cholangitis and inflammatory bowel disease: which comes first?
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CKJ1epo3upyoIMii X0JAHTUT — OJJHO M3 CAMBIX YACTBIX renaToJorHyecKuX BHEKHMIIEYHBIX MPOSIBJIEHUI BOCIIAIUTEIbHBIX 32001€-
BaHWii KumeyHuka. Llenn nanHoro 0630pa — odcyxaenne ¢peHOTUNA COYETAHUS CKIEPO3UPYIOMIET0 X0JAHTHTA ¥ BOCHAIMTEILHOTO
3a0osieBaHus Kuueynnka. [IpencTaBiieHsl TeOpUH 3THONATOreHe3a CKIEPO3UPYIOLIETr0 XOJIAHTUTA MPH BOCIAIUTEIbHBIX 3200.1€Ba-
HHSIX KMIIEYHHKA, 2 TAKIKE HEKOTOPble 0CO0EHHOCTH (heHOTHNA KAK CMEINAHHBIX, TAK H MOHOTEHHbIX (hopM 32001eBaHMIA.
CKJ1epo3upYIOLIHii XOJAHIUT B COYETAHUH C BOCHAJIUTEIbHBIM 3200/1€BaHNEM KHIIEYHNKA 00bIYHO ACCOLMMPYETCS C MAHKOJIUTOM,
O/IHAKO SHOCKONMYECKH BU3YaIM3UPyeMasi aKTUBHOCTb BOCIAJIUTEIbHBIX 3200/IeBaHNIi KHIIEYHUKA B 3TUX CJIYYasiX 3HAYMTETLHO
HIZKE, 2 KIIMHUYEeCKHe CUMIITOMBI MeHee BHIPAZKEHbI. YCTAHOBIIEHO, YTO CYIECTBYET NOBBIMIEHHBII PUCK PA3BUTHS 3JI0KAY€CTBEHHBIX
HOB0OOOPA30BaHMii MPH COYETAHNHU CKJIEPO3UPYIOLIET0 XO0JAHTUTA C BOCHAIUTEIbHBIM 32001eBanneM KueyHuka. [loqyepkusaercs,
9T0 MeXaHU3Mbl ()OPMUPOBAHMUS BOCTIATUTEIHHOTO 3200./IeBAHUS KHIIEYHNKA B COYETAHUH CO CKJIEPO3UPYIONIUM XOJIAHTUTOM OCTA-
10TCS1 HEIOCTATOYHO M3YYEHHBIMH, XOTS BBISIBJIEHO, YTO HA PA3BUTHE 3TOM MATOJIOTMH BIMSIOT TMM(OUUTAPHAS ePEKPeCTHAS Peak-
THBHOCTb, A0€PPAHTHOE PACTIO3HABAHME MUKPOOMOTHYECKHX IMUTONOB U AUCOAIaHC MUKPOOUOTDHI Kuieynnka. HoBble Onosornye-
CKHe€ areHTbl, HalleJIeHHbIe HA KOPPEKIHMIO B3aMMOAECTBUS MKy HIMMYHHOI CHCTEMOi M OPraHaMH-MHUIIEHSIMH, MOTYT 00eCIIeYuTh
HOBBIE CTIOCO0BI JIeYeHHUs! CKIEPO3UPYIOILEro X0IAHIUTa, COYETAHHOTO € BOCIIATUTEIbHBIM 3200/1eBaHNeM KUIIEYHUKA.

Karouesuvie caosa: 0emu, cmepo3upymu4ud Xo/1aHeum, eocnaniunesibHole 3abone6aHus Kuuwe4yHuka, 60n1€3Hb Kpoua, SA38EHHbLI KOAUM.

Ans umntnpoBaums: HukntnH A.B., BonbiHel, I.B. Cknepo3vpyoLLmii XonaHruT u BOCNaanTesbHble 3a001eBaHs KULLEYHUKA: YTO NepBuYHO?
Poc BecTH nepuHaton n neavarp 2021; 66:(1): 39-46. DOI: 10.21508/1027-4065-2021-66—-1-39-46

Sclerosing cholangitis is one of the most common hepatologic extraintestinal manifestations of inflammatory bowel disease.
The article discusses the phenotype of the combination of sclerosing cholangitis and inflammatory bowel disease. The authors present
their theories of the etiopathogenesis of sclerosing cholangitis in patients with inflammatory bowel disease, as well as some features
of the phenotype of both mixed and monogenic forms of diseases.

Sclerosing cholangitis in combination with inflammatory bowel disease is commonly associated with pancolitis, but the endoscopically
visualized activity of inflammatory bowel diseases is significantly lower and clinical symptoms are less pronounced. The authors have
established that the patients with the combination of sclerosing cholangitis and inflammatory bowel disease are at the increased risk
of developing malignant neoplasms. The formation mechanisms of a combination of inflammatory bowel disease and sclerosing cholan-
gitis remain poorly understood, although this pathology is influenced by lymphocytic cross-reactivity, aberrant recognition of microbi-
otic epitopes and intestinal microbiota imbalance. New biological agents aimed at correcting the interaction between the immune system
and target organs may provide new ways of treatment for sclerosing cholangitis associated with inflammatory bowel disease.

Key words: children, sclerosing cholangitis, inflammatory bowel disease, Crohn’s disease, ulcerative colitis.

For citation: Nikitin A.V., Volynets G.V. Sclerosing cholangitis and inflammatory bowel disease: which comes first? Ros Vestn Perinatol
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VYcraHoBiieHO, uyTo npuMmepHo y 70% manuMeHTOB CO
CKJIEPO3UPYIOLIUM XOJAHTUTOM MMEETCSl BOCTIAIUTEb-
Hoe 3aboJieBaHUE KUINEYHMKA, Yallle BCEro SI3BEHHBINM
komut [1]. Y HaoGopoTt, npubanu3uTeabHo v 5% nauu-
E€HTOB C SI3BEHHBIM KOJIUTOM IMArHOCTUPYETCSl CKJIEpPO-
3upyonuii XoJaHrut [2]. CTOUT OTMETHUTb, UYTO YMCIIO
MalUKMEeHTOB CO CKJIEPO3UPYIOIIUM XOJAHTUTOM, Y KOTO-
pBIX MMeeTCs BOCTaJieHWe KWIeyHuKa, B SmoHuun
u Cunramype cocrtabiser 20—32% oT Bcex TalMeH-
TOB C BOCIAJUTEbHBIMU 3a00JeBAaHUSIMU KMIIIEYHMKA,
B To Bpemsi Kak B CeBepHoit AMepuke u EBporie noctu-

KJIEpO3UPYIOIMIMIA XOJAHTUT — 3TO OJTHO M3 CaMbIX
YaCThIX TeMaTOJOTMYECKUX BHEKMWIIEUHBIX IIPO-
SIBJICHUIA BOCITAJINTEIBHBIX 3a00JIeBaHWI KHUIIEYHUKA.
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raet 60—80% [3—6].
B HacrosIee BpeMs MeXaHU3MBI Pa3BUTHS CKIIEPO3H -
PYIOILIErO XOJIAHTUTA HEIOCTATOYHO M3ydeHBI. JleueHue

POCCUVICKWIA BECTHUK NMEPUHATOJION MW U MNEANATPUM, 2021; 66:(1)

ROSSIYSKIY VESTNIK PERINATOLOGII | PEDIATRII, 2021; 66:(1)

39




MalMEeHTOB CO CKJIEPO3UPYIOIIMM XOJIAHTUTOM, COUeTal0-
IIUMCS C BOCTIAJIMTEbHBIM 3a00JIeBaHEeM KUIIIEYHUKA,
OTJIMYACTCS OT TepaIrleBTUYECKUX CTPATETUl y TalMeH-
TOB C M30JUPOBAaHHBIMU (hOpMaMM 3TUX 3a00JEBaHUIA.
Hecmotpst Ha mpakTudeckre peKOMEHIAlUM I0 Beme-
HUIO CKJIEPO3UMPYIOILIETO XOJAaHTUTAa U BOCTIATUTEIbHBIX
3a00JIeBaHUI KUIIEYHUKA, 7151 (peHOTHTIA, COUETAIOIIETO
yKa3zaHHble 3a00jieBaHUS, HEIOCTaTOYHO CBEIACHUH,
YTOOBI JIaTh TBEpPIble, OCHOBAaHHBbICE Ha (haKTUIECKHMX
JNAHHBIX, PEKOMEHAAIMN IO BEACHUIO MallMeHTOB. DTO
nMeeT 0coboe 3HAYeHUE B CBSI3W C TOBBIIIEHHBIM PUC-
KOM MaJIUTHU3ALMU Y TAKUX OOJIbHBIX [6—9].

Iemp manHoro o6G3opa — oOcyxaeHue (eHoTUIa
CKJIEPO3UPYIOLIETO XOJIAHTUTA TIPU  BOCHAIUTEIHBHOM
3a00JIeBaHUM KUIIEYHUKA.

XapakTepHblie 0CO00EHHOCTU BOCNanuUTeNbHbIX
3aboneBaHuii KnLievyHuka, accounnpoBaHHbIX CO
CKJ1epo3npyroLwnm XoJIaHrMToM

B 1965 1. M.P. Smith u R.H. Loe [10] BriepBbie omnu-
caji B3aMMOCBSI3b MEXIY CKJIEPO3WPYIOIIUM XOJIAHTU-
TOM M BOCTIAJIMTEIbHBIMU 3a00JIEBAHUSIMU KMIIIEUHUKA.
C Tex mop B UCCAEAOBAHUSIX IMOMYISILIMOHHBIX KOTOPT
U MyTeM MeTaaHajau3a ObLIM M3y4YeHbl TOUYHasl pacrpo-
CTPAHEHHOCTb 1 MOCJIEICTBUSI CKJIEPO3UPYIOIIETO XOJaH-
ruTa Mpu BOCIAJUTEIbHOM 3a00JIeBaHUN KUIIIEYHUKA.

KoMOuHaims cKiepo3upyolmii  XoJaHTUT—BOCTIa-
JINTEJIbHOE 3a00JIeBaHUE KUIIIEYHMKA OMMCAaHO Kak 3a00-
JIEeBAHUE, XapaKTepU3ylollleecsl TOBBIIIEHHBIM pUC-
KOM pa3BUTHUsI KOJIOPEKTAJIbLHOIO paka WU OTHOCUTEIbHO
CMOKOMHBIM TeueHueMm Kosurta [11, 12]. B Heckonbkux
WCCIIEIOBAHUSIX OTMEUaeTcs, YTO MalMeHTaM CO CKJIe-
PO3UPYIOLIUM XOJIAHTUTOM M BOCHAJIMUTEIbHBIM 3a00-
JIeBAHMEM KHUIIIEUHMKA TPEOYeTCs MEHbIIe KypCOB TJIIO-
KOKOPTUKOUIOB M TOCIUTAIMU3ALMI, YeM TMaldeHTaM
C W30JIMPOBAaHHBIM BOCTIAJUTEIbHBIM 3a00JIeBAHUEM
KuieyHuka [13, 14].

dnupemuonorus

Ha ocHoBe maHHBIX O HaceJleHMM W3 MeTaaHajau3a
2017 . pacnipoCTpaHEHHOCTb BOCIAJUTEIbHBIX 3a0o0Jie-
BaHUII KUIIEYHNKA B 9KOHOMMUYECKN Pa3BUTHIX CTpaHax
ouenuBaetcst B 0,3% [15]. BcemupHast pacnipocTpaHeH-
HOCTb CKJIEPO3UPYIOIIETO XOJaHTUTA B COYETAHUN C BOC-
MaJIUTEIbHBIM 3a00JIeBAHNEM KMIIIEYHUKA OTIPEIESAETCS
Ha ypoBHe 0,024%, B TO e BpeMsI TOUHas OLIeHKa OCTa-
€TCSI HEWM3BECTHOM W3-3a pasuvuil JTUarHOCTUYECKUX
kputepues [16]. [TepBuuHast 3a6071€BaEMOCTh CKIIEPO3U -
pyroiuM xojaHrutoM BapbupyeT ot 0 1o 1,3 Ha 100 TbIC.
KUTENe/Tof, a pacnpocTpaHeHHOCTh — oT 0 mo 16,2
Ha 100 TbIc. xuTeneit [17].

HMeroTcst orpaHWYeHHBIE AaHHBIE O paclpocTpa-
HEHHOCTHU CKJIEPO3WPYIOIIETO XOJNaHTUTA B COYCTAHUU
C BOCITAJIUTEIbHBIM 3a00JieBaHUEM KUIIEYHUKA Cpeau
HaceJieHUsl LIeHTpaIbHO# 1 103kHOU EBporbl. CortacHO
SKCTPAMNOJSAIUN JTaHHBIX PaclpOCTPaHEHHOCTh 3TOTO
3a0ojyieBaHust B Benrpun cocrasiser 0,041% [18, 19].

OBb30Pbl JINTEPATYPbI

YkasbiBaeTcsi, 4YTO pacrpoCTPaHEHHOCTh BOCTAIUTEb-
HBIX 3a00JIeBaHUI KUIIIEUHNKA HIKe B 10XHO# EBporre,
ocobeHHo B Cesepo-3anannoit Ipeuumn [20]. Iloka-
3aHO, YTO PMCK Pa3BUTHUS CKJIEPO3UPYIOILIETO XOJaHTUTa
Y MY>XXUMH B 2 pa3a BblllIe, YeM Y XKeHIIMH [21].

MaTtoreHes

B HacTosiiiee BpeMs B ITaTOTeHe3¢ CKIePO3UPYIOIIEro
XOJIAaHTUTA pacCMaTPUBAETCsl HECKOJILKO Teopuii [22].

1. Aymoanmumena. AyTtoaHTUTENa CJyXaT KJjac-
CUYECKUM OMOMapKepoM, CBSI3aHHBIM KaK CO CKJie-
PO3UPYIOIINM XOJaHTMTOM, TaK M C BOCIAJIUTEIbHBIM
3a00eBaHMeM KWIIIeUYHMKa. IlepuHyKJIeapHble aHTHU-
HeUTpoUIbHBIC LIMTOTIJIAa3MaTUYECKIe aHTHTEJIa
(PANCA) — onuMH U3 TakMX MapKepoB, KJIACCUYECKHU
CBSI3aHHBIX C OOOMMM YKa3aHHBIMHU 3a00JIeBaHUSIMM.
YacToTa BBISIBICHUSI 3TUX ayTOAHTUTE]T B CHIBOPOTKE
MaIMEHTOB CO CKJIEPO3UPYIOIINM XOJAHTUTOM B OTCYT-
CTBHE BOCHAIUTEIBLHOTO 3a00JIeBaHUSA  KMIIIEYHMKA
cocTaBisieT 25—77%, TIpu CKJIEPO3UPYIOIIEM XOJaHTHUTE
B COYETAHUU C BOCTIAJIMTEIbHBIM 3a00JIeBaHEM KHIIIeY-
Huka — 23—88% [23]. Mumenamu pANCA mipu ckiie-
pPO3UPYIOIIEM XOJaHTUTE CIyXaT KakK JaKToheppuH,
TaK U TyOyJIMH-6eTa-u30TOIl 5, TOrIa Kak Mpu SI3BEHHOM
KOJINTE MUIIIEHBIO CIYKUT SIIEPHBIN TMCTOH, YTO YKa3bl-
BaeT Ha pa3IMYHYyI0 POJIb 3TOTO aHTUTEIAa B MATOTeHE3e
o0oux 3aboseBaHmii [24—26].

Bbina m3yvyeHa BBICOTA 3KCIPECCUU OINPEAEICHHOTO
n3oTurna rnoakiaccoB ummyHorsooynuHa G (IgG) pANCA
MPpY CKJIEPO3UPYIOIIEM XOJIAHTUTE U SI3BEHHOM KOJIWTE.
S.R. Targan u coaBT. [27] 0OHAapPyXWJIM, YTO TIPU CKIIEPO-
3UpYIOIIEM XojlaHTuTe mpeobiamaiorT moaTunbl pANCA
IgG1 u 1gG3, B 1o Bpemst kKak F. Seibold u coast. [28]
OTMETWIM, UTO TIPU SI3BEHHOM KosuTe npeodsanaer IgGl.
OH He SBISETCS YHUKAJIbHBIM JIJISI CKJIEPO3UPYIOIIErO
XOJIAHTUTA U SI3BEHHOTO KOJUTAa — OH 3KCIIPECCUPYETCS
u npu ayroummyHHoMm remnatute [27]. C. Roozendaal
U COaBT. [24] 0OHapyXWIK, YTO y TALIMEHTOB CO CKJIEPO3U-
pytoinm xojaHrutom Hainunre pANCA ObLIO CBSI3aHO CO
CHIDKEHHMEM YPOBHSI CBIBOPOTOYHOTO aTbOYMUHA U YBEJTU -
YeHHEeM aKTUBHOCTH IIEJIOYHOM (pocdaTasbl; 3TO HABOIUT
Ha MBICJIb O OoJiee BBICOKOW AKTMBHOCTU 3a00JIeBaHUSI.
JlonoTHUTEIbHBIE UCCIIEAOBaHMS JIEMOHCTPUPYIOT OoJee
BBICOKYIO 4acTOTy peunanBoB y PANCA-T0JI0KUTEIbHBIX
MaLIMEHTOB C SI3BEHHBIM KOJIUTOM 110 CPAaBHEHUIO C KOH-
TPOJLHOI TPYIION, 4YTO TIOTEHIMAJIbHO YKa3bIBacT
Ha MPOTHOCTUYECKYIO POJIb 3TUX ayToaHTuTen [29]. Hanu-
yrie pANCA mipu 6ose3nn KpoHa accoummpyercs ¢ Kim-
HUYECKUM  (PEHOTUIIOM, HAMIOMUHAIOIIMM  SI3BEHHBIN
KOJIUT, W SIBJISIETCSI TIPOTHOCTUYECKUM TTPU3HAKOM TsKe-
JIOTO 3a00JIeBaHUS B S-JICTHUI MEPUO]I ITOC/Ie YCTAHOBIIe-
Hus quarHo3sa [30, 31].

2. lenemuueckue ghakmopol. IeHEeTUUECKUE HCCTIEI0BA-
Hust BestBUIIM Oostee 150 yyactkoB JJHK, ripencrapisroniix
HMHTEpeC B JIOKYCaX, acCOIMUPYIONIMXCS C BOCIAIUTETb-
HBIMU 3200JIeBAHUSIMU KUIIIEYHUKA, OOLINX JJIST SI3BEHHOTO
KoJmTa 1 60s1e3H1 KpoHa, B To BpeMs Kak B APYTUX UCCITe-
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JIOBAaHUSIX BBISIBJICHO 9 JIOKYCOB, CBSI3aHHBIX C Pa3BUTUEM
CKJIepo3upylolero xojaanrurta [32, 33].

3. XKeaunvie xucaromoi. VI3ydeH KOMITOHEHT B3au-
MOJEMCTBMSI  XKEJIYHBIX KHUCJIOT UM MHKpoOmoMa
MpU  BOCIAJMTEIbHBIX 3a00JIeBAaHUSIX KUIIEUYHUKA
U TIOKa3aHbl JaHHbIE, CBUAETEIbCTBYIONINE, YTO HEKO-
TOpbIe TIPOAYKTHI KEJIYHBIX KHUCJIOT, OOHapyXUBaloO-
muecs y TAalUeHTOB ¢ BOCHAJIUTEIbHBIMU 3a00-
JIeBaHUSIMM KUIIEYHWKA B pe3ysibrate aucbagaHca
KHIIEYHOW MUKPOOMOTHI, JaI0T MOTEHIMATbHBIN TTPO-
BocnanuTenbHblii 3¢ dekT [34]. BropuuHble Xemu-
HbIe KMCJIOTBI CYUTAIOTCS MPOTUBOBOCIATUTEIbHBIMU
0 NPUPOJE, TaK KaK B MCCJIEIOBAHUIAX in Vitro TIOKa-
3aHO, YTO OHM MHIUOMPYIOT BBICBOOOXIeHUE (hak-
Topa Hekposa onyxonu anbda (TNF-a), mHTEpeii-
kuHa (IL)-1B u IL-6 u3 makpodaros [35, 36]. bruio
00HapyXXeHO, YTO BTOPUYHBIC >KEIYHBIE KHUCIOTHI,
Hampumep JIMTOXOJIeBasl KUCJIOTa, OKa3bIBalOT J1030-
3aBUCUMBIII ITPOTUBOBOCTIANUTENbHBIN 3¢ dekT [34].
YcTaHOBJIEHO, YTO KOHIIEHTpAIlUsl BTOPUYHBIX XKEJId-
HBIX KUCJIOT B KaJjie Obljla 00paTHO MPOIOpLIMOHATbHA
AKTMBHOCTU BOCTIAJUTENIbHBIX 3a00JIeBaHUM KHIIEY-
HUKa: OTMEYEeHBl UX BBICOKME KOHIEHTpalWW B Kale
B KOHTPOJIBHOW TpyINe M HU3KWE — Yy TallieHTOB
C aKTUBHBIM BOCTIAJIUTEILHBIM 3a00JIeBaHUEM KMIIEY-
Huka [34]. HeusBecTHO, BbI3bIBAeT JIM BOCIAJICHUE
JKETYHBIX TIPOTOKOB HHUCOaNaHC KUIIEYHOW MUKPO-
OUOTHI, TMPUBOISIINI K CHUXEHUIO O0pa3oBaHMSI
BTOPMYHBIX XEJYHBIX KHUCJIOT, WJIX CaMU BTOPUYHBIC
KEeTYHbIe KHUCJIOTHI JaloT IPOTHUBOBOCIAIMTEIbHBIN
adpdext in vivo. [lo-BunmMomy, CylIecTBYeT CUJIbHaS
CBsI3b MEXIy KOHILEHTpalMeil BTOPUYHBIX >XEJIUHBIX
KMCJOT U BocnaneHueM. [lokasaHo, uyro auera, 060-
raieHHasi BTOPUYHOM XKEJIYHOM KUCIOTON (I1e30KCH-
XOJIeBOIT), BBI3BIBAET OOpa30BaHME OIYXOJU TOJICTOM
kuku y mbiieit [37]. Kpome Toro, o6cyxaaercst MHe-
HUE O TOM, YTO XEJYHbIe KUCJIOTHI MOTYT BBI3bIBATh
noBpexnenue JAHK in vitro [38].

IMostBUICA OCOOBINM MHTEpPEC K 3HAYCHUIO KETIHBIX
KUCJIOT B TIPOTPECCUPOBAHUU BOCIAJIUTEIBHBIX 3a00-
JIEBaHUI KUIIEYHUKA U CKIIEPO3UPYIOIIETO XOJAHTHUTA,
aCCOLMUPOBAHHOTO ¢ 3TUMM 3abojeBaHusmu. B 2018 .
uccienoBaHve y 30 MalUMEHTOB C BOCHAJUTEIbHBIMU
3a00JieBaHUSIMU  KUIIeyHUKa (15 ¢ CcomyTCTBYIOIIMM
CKJIEPO3HMPYIOIINM XOJJAHTUTOM) BBISIBUJIO OTPUIIATEITb-
HYIO KOPPEJSLIMIO MEXIYy KOHIIEHTpallMeil B Kaje BTO-
PUYHBIX KEITYHBIX KUCIOT U 3HIOCKOITMYECKN BU3YyaTu-
3MpyeMOli aKTHBHOCTbBIO 3a0oJieBaHMs. Bbulo TMokazaHo
TakXe, YTO MeXKIy KOHIEHTPAIUSIMU BTOPUIHBIX JKETU-
HBIX KUCJIOT B MOATPYIIIAX ¢ COYETAHHBIM CKJIEPO3UPY-
IOIIMM XOJAHTMTOM W BOCHAJIUTENIbHBIM 3a00JIeBaHEM
KUIIEYHUKA W C BOCHAIUTEIbHBIMU 3a00JIeBaHUSIMU
KMIIIeYHMKA 3HAYMTEJIbHBIX pa3imunii He Ob110 [39].

4. Teopua «camonasedenus aumgpoyumos». Teopuu,
HampaBJIeHHbIE Ha YCTAHOBJICHWE WMMYHOJIOTMYECKUX
CBsI3eil MeXay ABYMs 3a00JIeBaHMSIMU, OBUIM TPEIIO-
>KEHBI COBCeM HenlaBHO. [lepBast U3 3THX TUITOTE3 TIPe.-

MOJIaTaeT, YTO JTUMMOLIUTHI CJIU3UCTOM OOOIOUKM KHIIIeU -
HUKa aKTUBUPYIOTCS Y MALIMEHTOB C BOCTIAJIMTEIbHBIMU
3a0oJsieBaHMsIMU KullieuHuka [40]. KinuHuuecku ata Teo-
pusT TIOATBEPXKIAeTCsl HAOMIOICHUEM, TOKA3bIBAIOIINM,
YTO CKJIEPO3UPYIOIIMI XOJAHTUT MOXET pa3BUBAThLCS
MOocJIe TOTaJIbHON KOJDKTOMUHU y TALMEHTOB C BOCIHA-
JIUTETbHBIM 3a00JIeBaHMEM KHUIIEYHUKA W YTO CTEIeHb
3a00J1eBaHUS TIeYeHU Majlo KOPpEIUpyeT C aKTHB-
HOCTBIO BOCTIAJIMTEJILHOTO TIpoliecca B  KHUIIIEUHUKE
[41, 42]. B aTOoM cemMeiicTBe MOJIEKYJ aAre3uu Hauobosee
LIMPOKO TMpU3HaAH MpoaykT reHa ITGB7 (b6era-cyobenu-
HULA UHTerpuHa 04f7), TakKe M3BECTHbI KaK MoJie-
Kkyna 1 mary-anresun JumdounutoB ocTpoBKoB [leiiepa.
MoHokoHabHOe aHTuTen0 o4B7 (Benoansymad) Obuio
0I0OPEHO IS JICUeHUST BOCIIAJTUTENIBHBIX 3a00JIeBaHMIA
KUIIEYHWKA. BBUIO BBIABUHYTO TMPEANOIOXKEHUE, YTO,
MOCKOJIbKY JUM@OLUTEl 04p7+ NPOHUKAIOT B MEYEHb
Mpu  CKJIEPO3UPYIOLIEM XOJAHTUTE, MOHOKJIOHAJIbHOE
AHTUTEJIO IS 3TOM MOJIEKYJTbI MHTETPUHA MOXET TTOTeH-
LIMAJIBHO OKAa3bIBaTh IMPOTUBOBOCIIAIUTEBHOE IECTBHE
B neyeHu. B. Christensen 1 coaBT. [43] oOHapyXuau, 4To,
XOTSl KJIMHUYECKass aKTUBHOCTb 3a00JIeBaHMSI KHIIIEU-
HUKa 3HAYUTEJIbHO CHU3WJIACH TOCJe JICYCHUsT BEIOIM-
3yMaboM, K COXaJleHUI0, OMOXMMUYecKass aKTUBHOCTh
3a00J1eBaHUS TIeYeHW M TOKa3aTelb PUCKa CKIIEPO3U-
pYIOIIETO XOoJlaHTUTa 1o Maifo 3HauYMTeIbHO HEe M3Me-
HWJIKCh Y TAallMEHTOB CO CKJIEPO3WPYIOIIUM XOJIAHTH-
TOM, COUYETAIOIIMMCS ¢ BOCTIAJIMTEILHBIM 3a00JIeBaHHEM
KUIIIEYHUKA.

5. Modeav «<npomekaroujeil Kuwiku». XpOHUUYECKOE BOC-
MajieHre B KUIIEYHUKE BBI3BIBACT MOBBILICHHYIO IMPOHU-
11aeéMOCTb CJIM3HMCTOI 000JIOUKHU. DTO JIe/IaeT ero BOCIIPH-
WMYMBBIM K TpaHCJIOKAIMU GaKTepuil U OaKTepHaTbHbIX
MPOIYKTOB, KOTOPHIE MPOHUKAIOT B 9HTEPOTEIaTUUYECKYIO
LUPKYJISIILMIO U MPUBOIAT K BOCTHAJICHUIO TieueHu [44].
Ha mogensix KpbIc TTOKa3aHo, YTO IMOCPEACTBOM DHTEPO-
rernaTu4eckoro KpOBOOOPAIEHUsI TIpaMOTpHULIATEebHbIC
M aHadpoOHBIe OaKTepUallbHble KOMITOHEHTBI, TaKHe
Kak TTOJIMCAaXapyuIbl TENTUIOTTTMKAHbI WJIM XeMOTaKCHUe-
CKUe TIENTHUIbI BBI3BIBAIOT MOPaKEHWE TTeYeHU, HATTOMU-
Halolllee CKIICPO3UPYIOIINIA XOIaHTUT [45].

6. Kuweunwiii ducbuos. ViccrnenoBaHusi, HaIpaBiIeH-
HbIe Ha BBISBJICHUE PACXOXICHUM MEXIY KUIICUHBIM
MUKpPOOMOMOM, OTMETWJIM YyBeauueHue poaoB Esche-
richia, Fusobacterium, Ruminococcus u Megaspera y nauu-
€HTOB CO CKJIEPO3UPYIOLINM XOJaHTUTOM M BOCTIAIMTE b~
HBIM 3a00JIeBaHNEM KUIIEUHUKA. DTH XK€ UCCIIeIOBAHUS
IOKa3aIn TaKXke, YTO APYrMe MUKPOOPraHU3MBI, B TOM
uucie Prevotella, Roseburia, Dorea, Blautia n Bacterioides,
OBLIY MpeACTaBIIeHbI MEHbIIEH nomysiueii [39, 46—48].
YcraHoBiieHO, 4TO yBeauuyeHue kosnuuectBa Veillonella
OBbLIO CBSI3aHO C OoJiee TSKENBbIM TeYEHHEM CKIIEPO3U-
PYIOIIETO XOJIaHTUTA U Yallle BCTPEYaaoCh Y MalMeHTOB,
KOTOpbIE TIEPEHECIM OPTOTOMMYECKYIO TpaHCIJIaHTa-
uuto neueHu [47]. BoisiBneHo, uto pon Veillonella Taxxe
BOBJIYeH B ITaTOTeHe3 TaKWX (hMOPO3HBIX COCTOSIHUIA,
Kak muppo3 u Guodpo3s jerkux [49—51].
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CKnepo3upyloLmnii XONaHITUT U 93BEHHbIN KONUT

Cpenu Bcex MalMeHTOB, Y KOTOPBIX CKIIEPO3UPYIOIINIA
XOJIAHTUT COYETAJICS C BOCIAJIMTEIbHBIM 3a00JIeBaHHEM
KUILIEYHNKA, SI3BEHHBIA KOJIUT BCTpeYaeTcst IpUOIIN-
3utesibHO v 80%, 60se3Hp KpoHa u HenuddepeHmpo-
BaHHBIN KouT — 1o 10% [12]. [ToaToMy B GOJIBILIMHCTBE
WCCIeOBAaHUN CPaBHUBAIOTCS KIMHUUYECKOE TEUeHME
U PUCK Pa3BUTHS 3JI0KAUYECTBEHHBIX HOBOOOpa30BaHWIA
MPU COYETAHMU CKIJIEPO3UPYIOIIETO XOJaHTUTA C BOCIIA-
JINTEJILHBIMKA 3a00JIEBAHUSIMU KUILIEYHUKA U TIPU U30-
JINPOBAaHHOM SI3BEHHOM KoJjiuTe. KnmHuveckast KapTuHa
U TeUeHHEe CKIIEPO3MPYIOIIETO XOJaHTUTa B COYETAHUU
C BOCHAJIUTEIBHBIM 3a00JieBaHUEM KHWIICYHUKA Bapbu-
pytoT. Kot B 3TOM cilyyae MMeeT TeHACHIMIO K OoJjiee
MSTKOMY TEUEHMIO, XapaKTepHO OTCYTCTBME SHIOCKO-
MUYECKON aKTMBHOCTU y MAIlMEHTOB C TMCTOJIOTMYECKU
aKTUBHBIM KOJIUTOM [1].

AHAJIOTMYHO XOJIAHTUT MOXET TPOTeKaTh OeCCHMII-
TOMHO Y MAaIlMEHTOB C BOCTIAJIMTEIbHBIMU 3a00JI€BAHUSIMHA
KuieyHunka. [1o aToit mpuumHe COBpeMeHHbIE PEKOMEH -
JAlA BKJTIOYAIOT CKPUHUHTOBOE OOCI/IEIOBAaHME TTallk-
€HTOB C BOCITAJIUTEIbHBIMU 3a00JIeBAHUSIMUA KUILICYHUKA
JUTSL BBISIBJICHUST CKJIEPO3UPYIOIIETO XOJaHTHUTa U TPEOYyIoT
MpoBeaeHUsT (HDYHKIMOHATBHBIX MPOO MEeYeHU eXKEromaHo,
HE3aBUCUMO OT HaJIMYUSI WJIM OTCYTCTBUS CUMIITOMOB
ee MopaxeHus. BaXkHO OTMETUTh, YTO 3TOT K& MHTepBaJ
MEXJy CKPMHUHIOBBIMU OOC/IEIOBAHUSIMU JUISI OLIEHKU
(DyHKIIMY TIeUeHN PEeKOMEH/IYeTCsl y TIAallMEHTOB C SI3BEH-
HBIM KOJIUTOM, TE€PEHECIINX KOJIIKTOMMIO, ITOCKOJIBKY
OHU TO-TIPEXKHEMY ITOABEPKEHBI ITOBBILIEHHOMY PUCKY
PasBUTHUS CKJIEPO3UPYIOIIETO XOJAHTUTA 0 CPaBHEHUIO
¢ obmieii monyssauueit. Ecnmu obHapyxXuBaroTcs j1abopa-
TOpHBIE UBMEHEHMUS, XapaKTepHBIE TS XOJIeCTaTUIECKOTO
MopakeHUsT TIeUeHM, TO TO0KA3aHO BU3YaIU3UPYIOIINE
HccienoBaHus — xoyanruorpadus [52]. MarHuTHoO-pe30-

IMarnuenTsl O CKIEPO3HPYIONIIAM
XOJIAHTHTOM

l

Komonockonns + nosraxkaas OHoncHs
CIM3HUCTOM 000JIQUKH TOJICTOM KHILKH

OBb30Pbl JINTEPATYPbI

HaHCHas XoJaHTMoMNaHKpearorpadus MpearnoyTuTebHee
9H/IOCKOTIMYECKOIN PEeTpOrpasHoOil XOJaHTHOITaHKPeaTo-
rpa¢uu, TaK KaK UMEeT XOPOLIYIO IUAarHOCTUYECKYIO TOU-
HOCTb M HE CBsI3aHa ¢ PUCKaMU, KOTOPBIE BJieUeT 3a cOOO0
9H/IOCKOINIMYECKAsl PeTporpaaHasl XOJaHTMOMaHKpeaTo-
rpacdus [53]. Kak u ipu 0OBIMHOM CKPUHUHTE JIJIST BHISIB-
JIGHUsI TIaTOJIOTMM TEeYEeHU, MPOBOAMMOM TPU BOCIa-
JINTEJIbHBIX 3a00JIeBaHUSIX KMIIEUYHUKA, TAlMEHThl CO
CKJICPO3UPYIOIIMM XOJAHTUTOM JOJDKHBI OBITH OO0Ce-
JIOBaHbl JUISI MCKJIIOUEHUSI BOCHAJIMUTEIbHBIX 3a0o0JieBa-
HUI KHUIIEYHUKA TIPY TEePBOHAYAJTLHOM YCTAaHOBJICHUU
JIMarHOo3a, B TOM 4YHUCJIe HeoOXoauma JMarHOCTUYecKast
KOJIOHOCKOITHS C TMO3TaXKHOI OMOTICHEel U3 TTOAB3IOITHOM
U BCeX OT/Ie/I0B 00010uHOM Kuliku [1]. Ha pucyHke npe-
CTaBJICH QJITOPUTM AMATrHOCTUKM Y MOHMTOpPMHTIA TIally-
€HTOB C BOCHAJIUTEbHBIMU 3a00JIeBAHUSMU KUILIEYHUKA
U CKJIEPO3UPYIOIIMM XOJIAHTUTOM [42, 52—56].

BosbIIMHCTBO JaHHBIX yKa3blBaeT Ha TO, YTO JEOIOT
BOCITAJIUTEILHOTO  3a00JIeBaHMSI KHWIIEYHWKA OOBIYHO
orepexaeTr KIMHUYECKUE MPOSIBJIEHUS CKJIEPO3UPYIOILIETO
xoyanruTa Ha 10 jret [57]. [Toka3zaHo yBeTmYeHNE YaCTOTHI
BO3HUKHOBEHHUSI CKJIEPO3UPYIOIIETO XOJIAHTMTa TIOCIIe
KOJI9KTOMUM y TIALIMEHTOB C BOCIIAJIUTEJIbHBIM 3a00s1eBa-
HueM KuleyHuka [58]. B psie ciiyyaeB BocmaauTesIbHOE
3a00J1eBaHME KUIIIEUHUKA TIOSIBJISIETCSI Yepe3 MHOTO JIeT
MOCJIe YCTAaHOBJICHMS IMarHO3a CKJIePO3UPYIOIIETO X0IaH-
ruTa WK Jaxe 1Mocjie OPTOTOINMYECKON TpaHCIUIaHTalluy
nedyeHu [59]. YuuTeiBas 3Ty AMCCOLMALINIO, KIIMHUAIIACTDI
JTOJDKHBI COXPAHSITh OUTEIbHOCTb B OTHOILIEHUN KOMOU-
HallMM CKJIEPO3UPYIOIIETO XOJJaHTUTa ¢ BOCHAIMTEIbHBIM
3a00J1eBaHMEM KUILIEYHMKA Y TAlIMEHTOB C YCTAHOBJICH-
HBIM CKJIEPO3UPYIOIIMM XOJAHTUTOM WJIM BOCHAJIUTEb-
HbIM 3200J1eBAHUEM KUILIEYHUKA.

MHorouuciieHHbIe HCCIeI0BaHUS TIPOAEMOHCTPU-
poBajii TOBBIIIEHHYIO YacTOTY pa3BUTHUsI TAHKOJUTA
y TALIMEHTOB CO CKJIEPO3UPYIOIIMM XOJAaHTUTOM-SI3BEH-

HaL],'[erHTBI C BOCNAIHTENBHBIMH
3a00/1€eBAHMAMH KHIIEYHHKA

l

EskeroiHblii CKpHHUHT (PYHKIIHH NEYeHH

/\

e

| Manuramusanus? Jucrnasus | Her xonuta Konut AJIT/IID <2 AJIT/IND > 2
Koucyngraius TosTophTh
YIETAlL KOJIOHOCKOIIHIO CX+B3K MPXIIT JloobcnenoBanue
OHKOJIOTa
yepes 3-5 ner

PucyHorc. A.JII‘OpI(lTM JTAUATHOCTUKH CKJICPO3HPYIOLIETr0 XOJIAHTMTA B COYETAHUHU C BOCHAJIMTEJIbHBIM 3a00/IeBaHMEM KHIIEYHNKA

[42, 52—56]. CocTaBiieHO aBTOpaMM.

CX + B3K — ckjepo3upyIonuii X0IaHIMT ¢ BOCAJIUTEIbHbIMU 3a00eBanusamu kumeynnka; AJIT — annanunamunorpancgepasa;
1D — menounas docdaraza; MPIIXT — MarHuTHO-pe30HAHCHAS XOJIAHTHONMAHKPeaTorpadus.

Figer. The diagnostic algorithm SC— IBD [42, 52—56].
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HBIM KOJMTOM IO CpPaBHEHWIO C OOJIbHBIMHU, HMMEIO-
LIMMU TOJIBKO $I3BeHHBIN KoyuT [12, 60—63]. B uccne-
noBaHuM ¢ yyactueM 1moutu 400 manmenToB K. Boonstra
" coaBT. [61] coobumim, 4to y 94% TaKOBBIX CO CKJIe-
PO3UPYIOLIUM XOJIAHTUTOM M SI3BEHHBIM KOJUTOM JHa-
THOCTMPOBAaH IMaHKOJIUT MO CpaBHEHMIO ¢ 62% B TpyIIe
CTpafialolUX TOJIBKO I3BeHHBIM KojiuToM (p<0,001).

CkneposupyioLmii xonaHrut u 6onesHb KpoHa

DeHOTHUTT CKJIEPO3UPYIOIIETO XOJaHTUTa B COYCTAHUU
¢ Oose3Hbl0 KpoHa 3HAaYMTEIbHO OTJIMYAETCS OT TaKO-
BOro TIpM KJjaccuyeckoM TedeHun Oosne3Hn Kpona.
B wacTtHOCTHM, M30IMPOBaHHOE BOBJIEUEHME TOAB3IOII-
HOIM KUIIKY TTPU CKJIEPO3UPYIOLIEM XOJIAHTUTE—00JIe3HU
Kpona BcTpevaercst penko — B 2—5% ciydaeB IO cpaB-
HeHuto ¢ 30% mnpu TUMMMYHOM TedeHUU Ooje3Hn KpoHa
[61, 62, 64, 65]. Takum 006pa3oM, pacIpOCTPAaHEHHOCTh
KOJIUTA U WJICOKOJIUTA TIPU CKJIEPO3UPYIOLIEM XOJIaH-
rute u 6o1e3uu KpoHa BbIlIe, YeM Py U30JIMPOBAaHHOM
6one3nu Kpona [18].

ITo coobuieHUsIM psina aBTOPOB, MUMEIOTCSI JaHHbIE
0 pacnpocTpaHeHHOCTH (DEHOTUIIOB BOCIAIUTEIBHOTO
3a00JIeBaHUS KUILIEYHUKA (CM. TaOJIuILy).

OcobGeHHOCTH CKJiepo3upyloLiero xosiaHrumta
npu BocnanutesibHbIX 3a060n1eBaHMAX KULLEYHUKA

CoueraHre CO CKJIEPO3UPYIOLINM XOJAHTUTOM TIpU-
naetr crneuuduky GeHOTUNy BOCMAIUTEIBHOrO 3a00-
JIeBaHMSI KUIIeuyHMKa. Mopdoiorndyeckoe McciaemoBa-
HUE He BBISIBUIO CYIIECTBEHHBIX Pa3IU4uil 1O CTeTIeHU
BBIPaKEHHOCTU TEPUAYKTaJIbHOTO (hrbpo3a, MepuayK-
TaJbHOTO BOCTIAJIEHUSI, MOPTATbHOTO OTeKa wiu (rudposa
y TAIMEHTOB CO CKJIEPO3UPYIOLIUM XOJAHTUTOM U CKJIe-
PO3UPYIONINM XOJIAHTUTOM B COYETAHUU C SI3BEHHBIM
KoiutoMm [55]. KnmHu4eckn McxXonbl CKIIEpO3UPYIONIETO
XOJIaHTUTa, BKJIIOYasi BbDKMBAeMOCTb 0€3 TpaHCIUIaH-
Tara, 4acTOTy pa3BUTHUS LIMPPO3a U CMEPTHOCTb, JI0CTO-

BEpHO HE pa3IMyaloTcs y MalMeHTOB CO CKIIEPO3UPYIO-
MM XOJJAHTUTOM C BOCHAJIMTEIbHBIM 3abojieBaHUEM
KMIIeYHNKa 1 6e3 TakoBoro [59]. B psne nccinenoBanmii
MOJIy4eHbI 0oJice BBICOKHME TTOKa3aTesd 3a00I1eBaeMOCTH
W CMEPTHOCTH BCJICICTBHE TATOJOTUM TeYeHU Y Talu-
€HTOB CO CKJIEPO3UPYIOIIMM XOJAHTUTOM U SI3BEHHBIM
KOJINTOM IO CPaBHEHUIO C OOJBHBIMU CKJIEPO3UPYIO-
IIAM XOJIAHTUTOM WU CKJIEPO3UPYIOIIUM XOJAHTUTOM
¢ 6osie3nbio Kpona [59, 60].

WccnenoBaHus B3aMMOCBSI3W  aKTMBHOCTU BOCTIA-
JIUTETLHOTO 3a00JIeBaHUST KUIIIEYHUKA U UCXOJIOB CKJIe-
PO3UPYIOILIETO XOJaHTUTA TIOKa3aJIu, YTO KOJIKTOMUS,
B YaCTHOCTH, ObLIa BMEIIATEJILCTBOM, KOTOPOE BIIMSIIO
Ha akTMBHOCTh 3abosieBaHusi medyeHu. C. Nordenvall
u coaBT. [58] npu obcnenoBaHuu 6osee yem 200 mauu-
€HTOB OOHAPYXWJIM, UYTO PaHHSS KOJIKTOMMS, Haxe
N0 YCTAHOBJICHUSI JMarHo3a CKJIEPO3UPYIOIIEro XOJaH-
ruTa, OblJIa CBSI3aHA CO CHUKEHUEM PUCKa TpaHCIUIaH-
Taluu neyeHu u cmeptHoctu. Kpome toro, L. Lindstrom
U coaBT. [59] oOHapyXWIM, YTO MALIMEHTHI CO CKIIEPO3U-
PYIOIIMM XOJaHTMTOM B COYETAHUU C BOCTIATIMTEIbHBIM
3a00J1eBaHMEeM KUIIIEYHMKA, KOTOPBIM ObLIa TpOBeIeHa
KOJISKTOMMUSI 10 TpaHCIUTAHTAIIMN TIeUeHU, UMEJT MEHb-
LW PUCK pELIMINBA CKJIEPO3UPYIOIIErO XOJaHTUTA.

3aknovyeHue

XapakTepucTuku  (heHOTUIla  CKJIEPO3UPYIOLIETo
XOJIAHTUTA B COYETAHUM C BOCHAJIUTEIbHBIM 3a00JeBa-
HUEM KHIIeYHUKA KIMHUYECKM 3HAYUMBbI, MOCKOJIbKY
MOMOTAIOT KaK B IMAarHOCTUKE, TaK U B JICUEHUU MallM-
eHTOB. CKJIEpO3UPYIOLIUI XOJAHTUT B COUETAHUU C BOC-
NaJUTeIbHBIM ~ 3a00JIeBaHMEM  KHUIIEYHMKA OOBIYHO
aCCOILIMUPYETCSI C TTAHKOJIMTOM; BHIOCKOIMMYECKN BU3ya-
JIM3upyeMasl akTUBHOCTb BOCTIAJIMTEIbHBIX 3a00J1eBaHU I
KUIIIEYHWKA 3HAYUTEJIbHO HUXE, a KIMHUYECKUE CUMII-
TOMbl MeHee BbipaxkeHbl. CylIecTByeT ITOBBIIICHHbII
PUCK pPa3BUTUS 3JI0KAYECTBEHHBIX HOBOOOpa3OBaHMI

Tabauya. OcodennocTd (heHOTHIOB CKIIEPO3NPYIOIET0 XOJNAHTHTA, COUYETAIOMIETOCS C BOCTIAJIMTEILHBIM 32001eBAHIEM KUIIEY-
HHUKA, U H30JIMPOBAHHBIX SI3BEHHOr0 KomTa 1 6ose3nu Kpona [14, 61, 62, 64]
Table. Features of the phenotypes of sclerosing cholangitis, combined with inflammatory bowel disease, and isolated ulcerative

colitis and Crohn’s disease [14, 61, 62, 64]

Yacrora BbisiBieHust, %

ITopaxkenue 2KKT
cmeposnpylonmﬂ XOJIAHTUT + SI3BEHHbII KOJIUT sI3BEHHbIi KOJUT

TTankonuT 64,7 47,5
JIcTaabHbIN MOJIUT 18,8 39,6
ITpokTuT 1-5,5 5—38
CKJ1epo3upyloluii XonaHrur + 6one3Hb KpoHa Bonesnb Kpona
Komur 36,8 82,1
Wneokonur 21,8 57,9
Wneut 2 5%
Bepxuwuit otnen KKT Menee 1 Menee 1
[Mpsimas kuika Menee 1 Memnee 1

IIpumeuanue. KKT — xey10ouHO-KUILEUHBII TPAKT.

POCCUVICKWIA BECTHUK NMEPUHATOJION MW U MNEANATPUM, 2021; 66:(1)

ROSSIYSKIY VESTNIK PERINATOLOGII | PEDIATRII, 2021; 66:(1)

43




MPU COUETAaHUU CKJIEPO3UPYIOIIETr0 XOJIaHTUTa C BOCIa-
JIMTEJIBHBIM 3a0oJieBaHUEM KUWIIeUHNKa. KIMHUIIMCTEI
IIOJDKHBI COXPaHSTh OOWUTENIbHOCTh B OTHOIIEHUM 3JI0-
KauyeCTBEHHBIX HOBOOOPAa30BaHMWI y TAKMX IMALIMEHTOB.
XoTsg B MOHMMAaHMUM 3TOTO 3a00JIeBaHUS TTPOU30ILIN
MHTEPECHbIE COOBITHS, TTATOTeHETUYECKIE 3BEHbsI OCTa-
JOTCS HEIOCTaTOUYHO M3y4eHHBIMU. B HacTosiee BpeMs
CUMTaeTCs, YTO Ha 3a0ojieBaHMEe BIMSIOT JUMQPOLUTAP-
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Penambaoe masioBoaue u IloTTep-nocJieioBaTeIbHOCTD MPH KMCTO3HBIX 3200JI€BAHUSX MOYEK

9.®. Anopeesa, H.JI. Casenrosa

®re0y BO «CaHkT-lMNeTepbyprckuii rocyaapCTBEHHbIM NeanaTpuyeckmii MeauumuHCKmii yHmeepcuteT» Muusapaea Poccum,

CankT-lNeTepbypr, Poccus

Renal oligohydramnios and Potter sequence with cystic kidney disease

E.F. Andreeva, N.D. Savenkova

Saint-Petersburg State Pediatric Medical University, Saint-Petersburg, Russia

Buepsoie B 1946 1. E.L. Potter (1901—1993) onucana xapakTepHblii BHEHIHMIA B Y MEPTBOPOXKIAEHHBIX W YMePIIMX HOBOPO-
JKJIEHHBIX C IBYCTOPOHHE# areHe3ueii noyek. /laabHeiimme Ha0oaeHus mo3BosmM Bbiaeauth [lotTep-cunapom (Potter syndrome,
Q60.6) — COBOKYNHOCTb XapaKTePHbIX BHEHIHUX MPU3HAKOB, KOTOPble (hopMUPYIOTCS BCJEACTBHE KpaiiHeil cTeneHu MaJjoBOIUs
M BHYTPHYTPOOHOTrO caaBjeHus miona matkoi. Knaccuueckuii ITorrep-cMHAPOM AMATHOCTHPYIOT PU OTCYTCTBHHM (DYHKIMHM 00enX
NoYeK y IIo1a (Hanpumep, NPH ABYCTOPOHHEH areHe3uu), YTO MPUBOIUT K JieTaabHoMy ucxoay. IIIupokoe KinHnyeckoe npuMeHeHne
nosyuna tepmun «Ilorrep-nocienosarensHoctb» (Potter sequence), wim «mocjenoBarebHOCTh MajoBoaus» (oligohydramnios
sequence), NPUYUHBI KOTOPOii pa3HooOpa3Hbl. J1jii 0003HAYEHHS MAJIOBOIMS, PA3BUBILErOCS B Pe3yJbTaTe CHMMKEHHS WJIH OTCYT-
cTBUSA (DYHKIIMH OYEK MI0/A, MCTIOJIb3YIOT TEPMUH «N0YeuHoe (peHabHoe) masoBoaue» (renal oligohydramnios, ROH). B npeacras-
JIEHHOM 0030pe MOKa3aHo, YTO MPH KHCTO3aX MoYeK y mioaa ¢ ¢opMupoBaHMeM KHUCT B IapeHXHMe 00eHnX MoyeK (AyTOCOMHO-pelec-
CHBHDIii OJIMKKCTO3 NOYEK, AyTOCOMHO-IOMUHAHTHBIN MOJUKUCTO3 MOYEK, IIOMEPYIOKUCTO3HAS 00J1€3Hb N0YeK, ACCOIMMPOBAHHAS
¢ myrauusivu rena HNF1(/TCF2, k01000M0-peHaIbHbIA CHHAPOM, 1M renal-coloboma cuHapoM, KMCTO3HAS TMNONJIA3HS NOYEK,
KHMCTO3HAs AUCILIA3MS MOYeK npu MyTanusax rea CEP55) cyniecTByeT pUCK pa3BUTHS PEHAJILHOTO MAJIOBOIMS M POXKIEHHUsT pe0eHKa
¢ [TorTep-nocen0BaTeIbHOCTHIO.

Karoueevte caosa: Hosopoxcdennvie, [lommep-genomun, [lommep-nocredogamensHocms, peHanbHoe MaA0800uUe, KUCHIO3bl NOYEK.
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For the first time in 1946 E.L. Potter (1901—1993) described the characteristic appearance of stillborns and deceased newborns
with bilateral renal agenesis. Due to the further observations Potter distinguished the syndrome (Q60.6) — a set of characteristic
external signs that are formed due to the extreme degree of oligohydramnios and intrauterine compression of the fetus. Classical
Potter syndrome is diagnosed by the disfunction of both kidneys in the fetus (for example, bilateral agenesis), which leads to death.
The term «Potter sequence» or oligohydramnios sequence with diverse causes has received the wide clinical use. The term «renal oli-
gohydramnios» (ROH) is used to describe oligohydramnios resulting from a decrease or absence of fetal kidney function. The authors
state that renal oligohydramnios and Potter sequence often develop in the fetus with cystic kidney disease with the formation of cysts
in the parenchyma of both kidneys (autosomal recessive polycystic kidney disease, autosomal dominant polycystic kidney disease,
glomerulocystic kidney disease associated with HNFI14/TCF2 gene mutations, renal-coloboma syndrome, cystic renal hypoplasia,

cystic renal dysplasia with mutations of the CEP55 gene).
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A:Tyam)HOCTL npoodaeMsl [lorTep-cuHapomMa o0ycIoB-
€Ha CYIIECTBYIOIEH TEPMUHOJOTUYECKOM IyTaHW-
ueit B onpeneneHun [lorrep-cunapoma u I[orrep-nocie-
JIOBATETIbHOCTH.

IMotrep-cunapom (Potter syndrome, Q60.6) — Bpoxk-
JIeHHAsT TIaTOJIOTUS pa3BUTHUS TIIOMAA, TPOSBISIONIASICS
COBOKYITHOCTBIO XapaKTepHBIX BHEIIIHUX MPU3HAKOB, KOTO-
pble (hOPMUPYIOTCSI BCIICACTBUE MAJIOBOAMS W BHYTPHYT-
poOHoro cnasieHus miona maTtkoii [ 1, 2]. [Torrep-cunapom
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JIMATHOCTUPYIOT B HEOHATAJIBHOM Ieprone. BHemrHummu
npusHakamu POTTER-cunapoma ssasitorcsi: P (pulmo-
nary hypoplasia) runoruiazus jgerkux, O (oligohydramnios)
manoBoaue, T (twisted face) necopmarum nuua, T (twisted
skin) npsiosast ckiaauartasi (MOPIIMHUCTAsI, «CTapuecKasi»)
koxa, E (extremity defects) medopmaiiuym KoHEYHOCTEH,
R (renal failure) moueuyHast HemoctaToyHOCTH [ 1, 3].
Akponum POTTER noBropsieT hamuinio narosoro-
anatoma E.L. Potter, kotopas B 1946 . onucasia xapak-
TEpPHBI BHEIIHWUN BUJI MEPTBOPOXIECHHBIX M yMep-
X HOBOPOXIEHHBIX; TPUIMHON (HOpMHUPOBAHUS
MaToJIOTUU CAYXXWJIO MAaJOBOAWE TIPU IBYCTOPOHHEH
areHe3uu mouek [l]. B 3apy0exxHoil M oTeyecTBEH-
HOIl JIUTepaType WCITONb3YeTCs CIeayiomas TepMUHO-
norust: Potter syndrome (ITorrep-cuHapom, muiieBast
nodeuyHasl mucruiasus, cuHapoM Ilorrep ¢ areHesmeit
nouek), Potter sequence (ITorTep-mocienoBaTeib-
HOCTb), oligohydramnios sequence (mocyienoBaTeIbHOCTh
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MasioBoausi), renal oligohydramnios (peHajabHOE Majo-
Boaue, moueyHoe MajioBoaue), Potter oligohydramnios
(I[Motrep-manosoaue), Potter face (o IMotTep).

Knaccuyeckuit  [loTTep-CMHAPOM  TMArHOCTUPYIOT
MPU HAJIMYMM XapaKTePHBIX BHEIIHUX TMPU3HAKOB, pa3-
BUBIIMXCS B pe3yJibTaTe KpailHel CTEeIeHW MaJIOBOIUSI
M3-3a OTCYTCTBUSI DYHKIIMM 00EUX TToYeK y Tiofa (Hanpu-
Mep, TIpU JBYCTOPOHHEN areHe3Wu), YTO TIPUBOAUT
K JieTaJibHOMY ucxonay [4—6]. Cxema natoreHesa ITorrep-
CUHIpOMa TIPH JABYCTOPOHHEN areHe3UM MoYeK BKITIOYAeT:
OTCYTCTBHE 3a4aTKOB MIOJUIEPOBBIX M BOJB(OBBIX MPOTO-
KOB; MaJIOBOIUE, TUIIOIJIA3UI0 WJIK OTCYTCTBUE MOUYEBOTO
My3bIpsi; 3aMeJIEeHUe pPocTa IJI0[a; M30BITOK, CYXOCTb,
CKJIAIYaTOCTh KOXU; AedopMaliiio KOHEUHOCTEH, Hoca,
yIlIeii, TM1Ia; TUTIOIIa3UIo JIeTKuX [7].

ManoBoaue 3aHMMaeT LEHTPAJIbHOE MECTO B MaTo-
reHe3e [lorTep-cuHApoMa M Bceraa COIMPOBOXIACTCS
PE3KMM yMEHBIICHUEM KOJIMYECTBA OKOJOTLIOMHBIX
BOJA. BBIIENSIOT MOYeuHble M BHETIOYEYHBIC MPUUUHBI
MajioBoas (pa3pbiB IJIOAHBIX 000JIOUEK, XPOHUYECKIUE
MoTepyu M3-3a MOATEKAaHUs OKOJOTUIOAHBIX BOM, 00€3-
BOXMBaHUE MaTepH, TMOAOCTPBIN ITUCTpecC IUIoaa, ria-
LIEeHTapHasl HeJA0CTaTOYHOCTb, MEePEeHOIIEHHOCTh TIofa,
MpUeM JIEKapCTBEHHBIX TIperapaToB, HampuMep WHIO-
MeTalliHa, UHTUOUTOPOB aHTMOTEH3WHITPEBPAILAIOIIETO
depmenTa) [2, 7—11]. BBugy pasHooOpasusi MpUYMH,
npuBoasduxX K ¢dopmupoBanuto [lorrep-deHoruna,
MpU eIMHOM MaTOTeHe3e, CBSI3AHHOM C MaJIOBOJMEM,
IIUPOKOE KIMHUYECKOE TPUMEHEHHWE B 3apyOeKHOM
JIUTepaType TONyduau TepMuHBI «Potter sequence»,
wm  «oligohydramnios sequence», KOTOpbIe OTpa-
JKAIOT KacKajl MepBUUYHBIX M BTOPUYHBIX COOBITHIA, pa3-
BUBAOIIMXCS Ha (DOHE BHYTPUYTPOOHOIN KOMIIpECCUH
mwioga [7]. DT TepMUHBI He 3aMeHsSIeT OCHOBHOM auar-
HO3 (IIPUYMHY), a ONpPENessIOT TSKECTb COCTOSIHUSI
HOBOpOXAeHHOTO [2, 4, 5, 9, 10, 12, 13]. [TorTep-nocne-
JIOBATEJIbHOCTh OIMCaHa TPU TPUCOMMIX XPOMOCOM 7,
8,9, 12, 13, 18, 21, nyniaukauuu xpomocoMsl 20, aeie-
uu 4p (cunapom Bosbha—XupiixopHa) u 5Sp (CUHIpPOM
«KOIIAYbero KpuKa»), MO3aMYHOM MOHOCOMUU XPOMO-
COMBI16, TeTpacOMUM WM YaCTUYHON TPUCOMUU XPO-
MOCOMBI 22 (CUHIPOM <«KOIIaYybero TIjas3a»), TPUCOMUU
XYY (cunmpom fxobGca), MOHOCOMUM XPOMOCOMbI X
(cungpowm lllepemeBckoro—TepHepa mim Yabpuxa—Tep-
Hepa), KoJI00OMO-peHaTbHOM CUHApPOME, WM renal-col-
oboma-cuHgpome [12, 14, 15].

Ha paHHux cpokax rectallii aMHUOTHYECKAasl KUII-
KOCTb CEKPETHPYEeTCSI aMHMOHOM, BO BTOpPOM ITOJIOBUHE
OepeMeHHOCTH OO0BbEM  OKOJIOIUIONHBIX BOJ  3aBUCUT
OT cocTOsSTHUS (PYHKUMM Mouek ruioga [8]. MamoBomue,
pa3BUBILEECS B pe3yjibTaTe CHVKEHUSI WM OTCYTCTBUS
(byHKIIMM MoYeK rona (IBYCTOPOHHUE KUCTO3bI MOYEK,
JIBYCTOPOHHME JUCIUIA3MM W TUIIOIUIa3UU  TIOYeK,
00CTpYKTUBHbIC HedponaTud U ypoIlaTuM) OOO3HAYaloT
TEPMUHOM <«ITOYe€YHOe (peHallbHOe) MajioBoaue» / renal
oligohydramnios (ROH) [4, 5]. Tlo manHsiM OMIM,
MPUYMHAMU PEHAIBHOTO MaJIOBOAMS ¢ (hOPMUpPOBAHUEM

OBb30Pbl JINTEPATYPbI

[Motrep-rocnaenoBaTeIbHOCTH SIBJISIFOTCSI TUTIOAMCILIA3MST/
aruiasusl Moyvek, BKJIIOYalollasi ABYCTOPOHHIOI TOoued-
HYI0 aIJjia3uio, OJHOCTOPOHHIOIO TOYEUHYIO areHe3uto
C KOHTpaylaTepaJIbHOM IMCTUIa3ueid TTIOUKU U OOCTPYKTUB-
Hoil yponatueit (OMIM 191830), ayrocomHO-peLieccuB-
HBII IHCTeHe3 MoYeuHbIX KaHanbleB (OMIM 267430),
OpanxuootopeHabHbll  (Fraser) cunogpom (OMIM
113650), TOMMKUCTO3 TTOUeK 4 C TOJUKUCTO30M TIeUeHU
um 6e3 Hero (OMIM 263200), Holzgreve-cunmpom
(OMIM 236110), axkpopeHaJbHBI HUXKHEUESTIOCTHOI
curapoM (OMIM 236110), uHGbaHTUIBHBIN HehpPOHOD-
3 (OMIM 602088), mommKrcTo3 movek | ¢ moJIMKucTo-
30M TieueHu uian 6e3 Hero (OMIM 173900), moyeuHo-TIE-
YeHOUHO-MaHKpeaTndeckas aucruiasus (OMIM 615415),
TUMUKO-TTOYEUHO-aHaJIbHO-JIerouHast aucriiasust (OMIM
274265), tuapaHsHUedaIns ¢ aruiasueil (Iucruia3uein)
nouyek (OMIM 236500), aucruia3ust ToYeK Mpy MyTalluu
rena CEP55 (OMIM 610000) [14]. ITocie moarBep:xk-
JIEHUs peHaJIbHOTro MajoBoaus 2/3 pomureseil periaroT
COXpaHUTb OepeMeHHOCTb. PerieHue o pepbiBaHuN Oepe-
MEHHOCTH 3aBUCUT OT €€ CPOKa Ha MOMEHT JMarHOCTUKU
MOYEYHOTO MaJIOBOIMSI M HAJIMYMsI COIMYTCTBYIOIIUX 3KC-
TpapeHaJIbHbIX TPOSIBIIEHUI B OOJIbIIEH CTEeNeHU, 4YeM
OT pPe3y/bTaTOB aMHMOIIEHTE3a M J1a0OpaTOPHBIX TECTOB
(ypoBeHb (heTaJIbHbIX MOYEBBIX U CHIBOPOTOUYHBIX 3JIEK-
TPOJIMTOB, [3,-MUKpOIIOOy/InHa, LuctatiHa C), urpaio-
KX OOJIBIIYIO POJIb MPU ONPENeIeHUH MOCTHATAIbHOTO
nporHo3a MajoBoaus [16]. BakHbIM KpuTepuem Ipor-
Ho3a [loTTep-nocaenoBaTeIbHOCTU CIYXUT TeCTallMOH-
HbBII CPOK T1JI0[Ia HA MOMEHT (DOPMUPOBAHUST PEHATBHOTO
MasioBonus. Pa3BuTue MajaoBoJMsi Ha IMO3IHUX CPOKax
rectauun (28—32-s1 Henesisi) MOBBILIAET BbLKUBAEMOCTb
rocJie poxaenus [5, 9, 16—18].

KnuHuyeckue nposienexuns Mortrep-dpeHotuna

Tinoria3ust Terkux pa3BMBAeTCSl BTOPUYHO M3-3a CIaB-
JICHUS TPYIHOM KJIETKM TP MaJIOBOAMM W OIPEHessieT
nporHo3 [lorrep-nocienoBarensHocTi. [Ipu peHamTbHOM
MaoBoauu 30—60% neTanbHbBIX UCXOAOB B MEPUOI HOBO-
POKICHHOCTH U B TPYJIHOM BO3pacTe CBS3aHO C TUITOIUIA-
3Ueii JISTKUX TUTOJa U Pa3BUTHEM JIbIXaTeTbHOM HETOCTATOY -
HoCTH TIocie poxaeHus [6, 10, 16, 17, 19—22]. OnucaHbl
Macca MpaBoro U JICBOTO JIETKOTO B 3aBUCMMOCTH OT BO3-
pacrta M ToJia Tiofa, MPUBEICHBI KPUTEPUU JUATHOCTUKU
TMIIOTUIa3UM JIETKUX. B HOpMe Macca JIeTKUX 110 OTHOIIIe-
HUIO K Macce TeJia pebeHKa cocTapisieT He meHee 1,2% [23].
Ilo mannsim E.L. Potter, mpu IBYCTOpPOHHEI areHe3uu
MOYeK Bce JETH MMEIOT runorviasuio Jjerkux [1]. B 58%
CJTydaeB TUITOTLIA3US JISTKUX TUArHOCTUPYETCS TP CUH-
npome cirBoobOpaszHoro xubota (Q79.4, prune belly syn-
drome/ cunnpom Eagle—Barrett) [24]. Tumoruiasus JIeTKux
npu IToTTep-mocaen0BaTeIbHOCTA XapaKTepru3yeTcsT CHU-
JKEHUEM OPOHXUOJI-aJIbBEOJISIPHOTO  paIyaIbHOTO CYeTa,
aJIbBEOJISIPHBIE TIEPETOPOAKU YTONIIEHBI WU pa3pyLIeHBI,
BBICTJIAHBI CTOJIOYATHIMU SMUTEINOLMTAMMU [6].

Hedopmatumn nuua, win «mio [lorrep» (Potter
face), Bctpevarores y 82% neTeil ¢ IBYCTOPOHHEM are-
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AHdpeeea 9@, Casenkosa Hﬂ PenanbHoe ManoBoaye u HOTTep-HOCHC[[OBZ.TGIII)HOCTI) TIpU KUCTO3HBIX 3a00J1€BAHUSIX TIOUEK

He3ueir mouek. DopmuposaHue Potter face cBsizaHO
C MajJoBOJMEM M OTHOCUTCS K CreuupUYHBbIM BHEII-
HUM mnpu3Hakam, ero BoisiBneHue E.L. Potter cuurana
JIOCTATOYHBIM ISl WAarHOCTUKM JBYCTOPOHHEH are-
HE3UM TIOUeK, ApPYrue aBTOPbI OOBSCHSIOT 3TU U3ME-
HEeHUsI OOIIMM HapylleHueM MopdoreHesa, BCTpeva-
orcst onucaHus uua [loTrep mpu Kuctosax IOYeK
[1, 2, 8]. XapakTepHbl aCUMMETPUS JIUIIA C BBICTYIAIOIIUM
JIOOM W 3amaBlleil TIEPeHOCULICH; HUXKHSIST MUKPOTEHUS
W MUKPOTHATHSI, PETPOTHATHUSA, YIIU MATKHE OOJIbIIINeE,
aHOMaJIbHOUM (opMBI C OOJBIION MOYKOM, Heaopas-
BUTBIMM 3aBUTKAMM M KO3EJIKOM, HU3KO ITOCaXXEHHBIE,
MPUKaThle K TOJIOBE; UMEIOTCS YIIOIIEHUEe U paciivpe-
HUE KOPHSI HOCA; TMIIEPTEJIOPU3M, JBYCTOPOHHUI BIU-
KaHT, y3KUe IJ1a3Hble 1ejid, 60po3/a Mo HUXKHUM BEKOM;
«CTapyeckoe» BbIpaxkeHue juua [6, 8, 20, 21].

Koxa  nmpsibnasi,  MOplIMHUCTasl,  CKJagJyaras
(Kak Tipy 00€3BOXXMBAHUM), CO JI0A Ha BHYTPEHHUI Kpait
rjlaza TepexoauT KOXHasl CKJaaKa, MpPOJoJIKarIIasIcs
Ha IIeKy, XapakTepHa MIyOokasi cKjianka M BraauHa
oI HYDKHEW ryooii [1, 11].

JedopMaliuy KOHEYHOCTEW BKJIIOYAIOT JIOIMATO-
00pa3Hble PYKU C KPYIMHBIMU KUCTIMU U KOPOTKUMU
najibllaMU; U3-3a (PUKCUPOBAHHOTO TMOJOXKEHMST B MaTKe
B CBSI3M C MaJOBOJMEM HOTM COTHYTBI, CTOITbI TOABEP-
HYTBI BHYTPb (KOCOJIAIOCTh), 9KBUHO-BapycHbIe nedop-
Malluy HIKHUX KOHEYHOCTEM; MUarHOCTHPYIOT BBIBUX
Oenpa, apTPOTPUIO3; XapaKTePHbl CUHAAKTWIMN U CUM-
noauu (cpauieHue), Apyrue IOPOKW pa3BUTHUSI CTOI;
cupeHoMennsi — symelia apus: «aHOMausI pyCaIKn»,
WJIN TIOJTHOE CpallleHue KOCTel, MATKUX TKaHEH HUXKHUX
KOHEUHOCTe#, Hajiuyue OJHOW WJIM JBYX pYAMMEHTap-
HBIX CTOII, OTCYTCTBHE CTOIT, symelia unipus: cpaiieHue
MSTKHX TKaHeil B OJHY HUXKHIOI KOHEYHOCTb B OTCYT-
CTBUE CpallleHus1 OeAPEeHHBIX, 0OIbIIeOepIIOBBIX, MaJIO-
OepLOBBIX KocTeli; symelia dipus: mBe HIMKHHME KOHEY-
HOCTH C HETIPaBWIBHBIM BpalleHNEM («IUTaBHUKW») [6, 8,
11, 25, 26]. ITonBUXXHOCTH MPU MAJIOBOAUM OTpaHUYEHA,
TUIOJ Yallle MMeeT SITONUYHOE MpejiexXaHue.

OcTpoe TIOBpEXJeHUE TI0YeK B HEOHATaJbHOM
nepuone siBiasieTcs ociaoxHeHueM [loTrep-mocienoBa-
TEJIbHOCTH, OTIPEEIISIIOIINM UCXO/I.

B 1964 . E.L. Potter u V. Osathanondh omy6inko-
BN KjiacCU(PUKAIIMIO TTOYEUHBIX KHUCT, OCHOBAHHYIO
Ha TMCTOJIOTUYECKON KapTUHE: KUCTHI mouek Tura [loT-
tep | — pacimmpeHue coOuparelbHBIX TPYyOOK o0enx
noyuek; Kuctol novyek tumna [lorrep Il — ammynbl cobu-
paTebHbIX TPYOOK 3HAUMTEIbHO M3MEHEHBI, YTO Hapy-
maetr (yHKUMOHMPOBaHNWE HEMPOHOB; KHUCTHI TOYEK
tuna [lorrep IIl — KuCTBI coOMpaTeabHBIX TPYOOK
WIM JII0OOTO cerMeHTa HedpoHa, IMOYTH BCErIa IBYCTO-
POHHMUIA TIpouiecc; KucThl rovek Tura [lorrep IV — nume-
IOTCSI C POXKIEHUSI, 00PA3yIOTCsl TTyTeM PACTSIKEHUsI Tep-
MMHaJIbHOMI YacTu HedpoHa [6, 27]. TTonMKucTo3 movyex
CJTY>KUT aOCOIOTHBIM MTPOTUBOIOKAa3aHUEM K UYPECKOX-
HOW MYHKIMOHHON Ouoncuu nouyek. OmHAKO 4YeThbIpe
TMCTOJIOTUYECKHUX THMA TOYCYHBIX KHUCT BKJIIOYEHDI

B KJIMHUYECKHUE KJIACCU(PUKAIUKM KHUCTO3HBIX Hapylle-
auit mouek K. Zerres (1996), R.M.A. Hamed u coaBt.
(1998), ux MPUHSITO CUUTATh CHHOHUMAMU KIMHUYECKUX
nuarHo30B [28—30]. B cooTBeTcTBMY ¢ KlaccuduKayei
novyeuHbix kuct (R.M.A. Hamed u coasr., 1998) Bbiae-
JISIIOT MH(PaHTWIBHYIO TTOJIUMKHUCTO3HYIO 00Jie3Hb (ayTo-
COMHO-peIIECCUBHAs TOJMKUCTO3Hasl 00JIe3Hb TOYeK,
TTottep I TMMA), KUCTO3HYIO AMCTUIA3UIO TTIOYEK (MYJIBTH-
KMUCTO3Has aucruiasus rnovek, [lorrep IIA tTuna — mouka
yBenaudeHa), Ilorrep IIB tuma (mmouyka ywmeHbllieHa),
B3pOCJBbI TUIM TIOJUMKHUCTO3HOU 00JIe3HU (ayTOCOMHO-
MOMMHAHTHas TIOJIMKMCTO3Hasi 00s1e3Hb Tmouek, Ilorrep
111 Tumna), KuCTO3HYIO 060JIE3Hb C BHYTPUYTPOOHOI MOUe-
TouyHUKOBOI o0cTpykimeit (ITorrep IV Tumna) [28].

PaszButue peHanbHOrO MajoBoaus U (opMUpOBa-
Hue [loTrep-mociaenoBaTeIbHOCTU TMPU KUCTO3aX TMOYEK
y 1uioga (ayrOCOMHO-pELIeCCUBHAsI  TOJIMKUCTO3HAsI
00JIE3HDb TIOYEK, ayTOCOMHO-IOMWHAHTHAsI TMOJUKUCTO3-
Hasi OoJie3Hb TIOYeK, TJIOMEpYJIOKHUCTO3Hasi 00Jie3Hb
MOYeK, accoUMMpoBaHHasi ¢ MyrauusiMu reHa HNFIB/
TCF2, renal-coloboma cuHIpoMe, KMCTO3HasI TWITOILIA-
3UsT TIOYEK, KUCTO3HAsT JUCIUIA3UsT TIOYEeK MPU MyTalUsIX
reHa CEP55) CBUIETENBbCTBYIOT O pPE3KOM CHIXKEHUU
WY OTCYTCTBUY (DYHKIIMU ITOYEK, UTO CIIYKUT KPUTEPUEM
TSDKECTU OCHOBHOTO 3a00JIEBaHUST U OTIPEIesIsieT TIPOTHO3
BbIXMBaemocTH (2, 8, 10, 13, 21, 22, 31]. I1pu ayrocomHo-
pELIECCUBHOM MOJIMKUCTO3HON Oosie3Hu nouyek (OMIM
263200, ORPHA:731) 30—50% HOBOpPOXICHHBIX MMEIOT
nposiieHus: [loTTep-mociienoBaTeIbHOCTU B Pe3yiib-
TaTe PEeHAJIbHOTO MaJIOBOAMSI, KOTOPOE MUAarHOCTUPYIOT
Ha 20—35-i1 Henmene recraumu [2, 16]. Ilpomomkuresnb-
HOCTb XKM3HM MJIAJEHIIEB C ayTOCOMHO-PELIeCCUBHOM
MOJIMKMCTO3HOM 00JIE3HBIO TTOUYEK 3aBUCUT OT KJIMHUYE-
ckoil dopmbl 3aboneBanus [32]. BreipaxkeHnHass Hedpo-
MeTajiusl TIPU ayTOCOMHO-PELIECCMBHOM TTOJIMKUCTO3HOM
00J1e3HN TTOYEeK W MAaJIOBOIWE TPUBOMSIT K BTOPUYHOM
TUTIOTIa3MM  JIETKUX, TIPOSIBIIAIONIeics — acuKcueit,
CTMIOHTAaHHBIM TTHEBMOTOPAKCOM, 4YTO TpeOyeT IpoBee-
HUSI MCKYCCTBEHHOM BeHTWIsIIUM Jierkux [10, 13, 17, 18,
20, 21]. Bbicokasi yacToTa MEPTBOPOXICHMI, JETATbHbBIX
HMCXOMIOB TIPU POXKACHUU, B TPYIHOM M paHHEM BO3pacTe
MPU TSDKEJIOM TEUEHUM ayTOCOMHO-PELECCUBHOM TOJIM-
KHUCTO3HOI 0O0JIe3HU MOYEK OOYCJIOBJCHA JbIXaTeJbHOM
HEJI0CTATOYHOCTBIO Y HEe(DYHKIIMOHUPYIOIIUMH TTOYKAMU
B cTpykType [loTrep-nocnenosarensHoct |3, 10].

OkoJio 1/3 BBDKMBIIMX HOBOPOXAEHHBIX Tpu IloT-
Tep-TIOCeIOBATeIbHOCTU HYXIAIOTCS B TIPOJOJKEHUM
3aMECTUTEJIbHOM Tepanuyu METOJOM Juajiu3a B TeUeHHUE
4—6 Hen [3, 5, 16, 18]. BeixaxkuBaHue HOBOPOXICH-
HOTO B OTHEJICHUM MHTEHCUBHOW Teparuu ¢ IV ypoB-
HeM OKa3aHWsI MEIMIIMHCKOW TIOMOIIM ITOBBIIIACT
BbDKMBaeMocTb  Ipu  [loTTep-rocienoBaTeibHOCTH
[9, 12, 24]. OnumcaHbl ciay4dad YCIIECIIHONW Teparuy HeJa0-
HOIlIEHHOTO HoBopoxiaeHHoro ¢ [loTrep-tmiocnenoBa-
TEJIbHOCTBIO TIPU AUCTEHEe3€ MTOYEUHBIX KaHAJIbLIeB, aCCO-
LUUPOBaHHbIX ¢ MyTauusiMu reHa ACE (C.5303 + 1G > A
u C.5303 + IG > A), HEIOHOIIEHHOTO HOBOPOXIEHHOTO
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C OYeHb HM3KOH Maccoit Tena npu poxneHuu, I[lorrep-
nocnenoBaresbHocThio npu  VACTERL-acconmannm
u HoBopoxneHHoro ¢ I[loTrep-1ocienoBaTelbHOCThIO
npu renal-coloboma cuxgpome [5, 9, 12].

3aksovyeHue

Takum o6pasom, TepMmuHbl <«[loTTep-nocneno-
BaTEJIbHOCTb» U  «I1OCJIe0BATEJILHOCT MaJlOBOIUS»
UMEIOT IIMPOKOE KIMHUYECKOE MPUMEHEHUE B MEXIY-
HapomgHoU JuTepaType. OmucaHbl pasHOOOpa3HbIE
(TToyeyHble M BHEIMOYEYHBbIC) MPUYMHBI MaJOBOIUS
u dopmupoBaHus ITorTep-mocienoBaTeILHOCTHI
y miona. s obGo3HaueHMs] MaJoOBOAMS, Pa3BUBIIIC-
rocsl B pe3yjbTaTe CHUXXEHUSI WU OTCYTCTBUST (DyHK-
MU TI0YeK TII0Ja, MCIONIb3YIOT TEPMUH «IIOoYeU-
Hoe (peHajbHOE) MayioBoaue». Ilpu KuUcTO3ax Touyek
¢ GopmMupoBaHUEM KHCT B IMapeHXWMe OOeHuX IoYeK
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OPUINHAJIbBHbBIE CTATbU

Oco0eHHOCTH CepIeYHO0-COCYAMCTOI CHCTEMBI ILI0JI0B M HOBOPOXKIEHHBIX, NepeHeCITNX
BHYTPHYTPOOHOE BHYTPHCOCYIHCTOE NepeuBaHie KPOBU

E.A. 3easnuna’, O.B. Xopowreesa’, K.B. Kocmioxos!, P.M. lacanosa’?, 1. M. benoycoe’,
O.A. buicmpoix!, H K. Tempyawesunu', E.JI. boxepus'’

'PrbY «HaumoHanbHbIN MeALIMHCKNIA UCCNea0BATENbCKUIA LEHTP aKyLLepCTBa, MMHEKONOrMN 1 NePUHATONON NN

mm. B.U. Kynakosa» MunH3agpasa Poccun, Mocksa, Poccus;

2MepuHaTanbHbI KApAMONOrnYecknin LeHTp PrbY «HaunmoHanbHbI MeOULNHCKWI NCCNen0BaTENbCKUIA LLEHTP CEPLEYHO-
cocygucTton xmpyprum um. A.H. Bakynesa» MuHagpasa Poccuun, Mocksa, Poccus;

SPrAQY BO «[MepBblii MOCKOBCKWIA FOCYAapPCTBEHHbIV MeaULMHCKUI yHUBepcuTeT uM. .M. CeveHoBa» MuHsapasa Poccum
(CeueHoBckuin yHnBepcuteT), Mocksa, Poccus

Features of the cardiovascular system of fetuses and newborns after intrauterine
intravascular blood transfusion

E.A. Zelyanina', O.V. Khoroshkeeva', K.V. Kostyukov', R.M. Gasanova'?, D.M. Belousov’,
O.A. Bystrykh!, N.K. Tetruashvili’, E.L. Bokeriya'’
'National Medical Research Center for Obstetrics, Gynecology and Perinatology, Moscow, Russia;

2Perinatal Cardiological Center of National Medical Research Center of Cardiovascular Surgery, Moscow, Russia;
3Sechenov First Moscow State Medical University (Sechenov University), Moscow, Russia

BHyTpHyTpOOHOE BHYTPHUCOCYAUCTOE MepeanBanne KpoBH — 3(deKTHBHBII 1 OTHOCHTEILHO G€30MACHBIl METO, JIeUeHHs] TSKeI0i
aHemuu y wioaa. Hecmotps Ha Oosiee yem 30-JieTHHIA ONBIT MCTIOJIb30BAHNS IAHHOI METONKH, CHCTEMATHYECKHE PAOOTHI, MOCBS-
IIEHHbIE OCOOEHHOCTSIM CEpP/IeYHO-COCYIMCTOl CHCTEMBI Y IUIOI0B U HOBOPOXKIECHHBIX, MEPEHECIINX BHYTPHYTPOOHOE BHYTPHCOCY-
JIMCTOE TepeuBaHue KPOBH, OTCYTCTBYIOT, YTO M TMOCJYXKHJIO HeJbI0 JAHHOTO MCC/enoBanus. Bbuio mpoBeaeHo MPOCIeKTHBHOE
HCCJIeIOBAHMNE IUTOIOB U AeTeil (n=34) ¢ reMOJIMTHYECKOI aHEMHUeid, IepeHeCINX BHYTPUYTPOOHOE nepeTnBaHie KPoBu. J1Jis1 OleHKN
COCTOSIHHS Cep/IeYHO-COCYIUCTOl CHCTEMbI IIPOBOAMIIOCH YIBTPA3BYKOBOE HCCIeJOBAHNE CEPAIIa, MO Pe3y/IbTATaM KOTOPOTO BbIsIB-
JieHbl MATOJIOTMYECKHEe M3MEHEHHs: NWIATALMS TMOJOCTeil cepana, runeprpodus Muokapaa, THAPONEPHKAPA, KapaUOMEraius,
COXpaHsBINMECS B MOCTHATAIbHOM mepuoze. [Ipu BbIsIBIEHMH JAHHBIX NMATOJIOTHIA OCYIeCTBIsAIACh (eTaNlbHAS H HEOHATAbHAS
TepanusA. B cliyyae mo3aHeil KOppeKImH TxKe0i (heTaabHON aHEMHH 0TMEYAJIOCh MPOTPECCHBHOE YXYAIIEHHe COCTOSHUS TI0Aa
U peMOJIeIMPOBaHNE CePIEYHO-COCYIUCTON CHCTEMBI, YTO CBUIETEILCTBYET 0 HEOOXOAUMOCTH NPOBEIEHNS CBOEBPEMEHHOI TUATHO-
ctuku. I1o pesynsraram uccienoBanus ObL1M pa3padoTaHbI NPOTOKOJIBI YIBTPA3BYKOBOI JHATHOCTHKH IIIO0B M HOBOPOXKIEHHBIX CO
CpeHeTSDKeJI0M U TSDKeJI0! aHeMueid.

Karoueeote caoea: demu, eemorumuueckas 604e3Hb nA00a U HOBOPOICOCHHO20, BHYMPUYMPOOHOE BHYMPUCOCYOUCHOe Nepeausanue
Kposu, hemanvHas meouyunHa, eunepmpogus muoxkapoa, duramayus nosocmei cepoya

Ans untuposanuns: 3ensHuHa E.A., Xopolkeesa O.B., Koctiokos K.B., lacaHosa P.M., benoycos /].M., Beictpbix O.A., Tetpyawsuin H.K.,
Bokepusi E.J1. OcobeHHOCTY cepaevHO-CoCYANCTON CUCTEMbI M1040B N HOBOPOXAEHHBIX, NePEHECLUNX BHYTPUYTPOOHOE BHYTPUCOCYANCTOE
nepennBaHne kposu. Poc BecTH nepuHarton v neamatp 2021; 66:(1): 52-58. DOI: 10.21508/1027-4065-2021-66—1-52-58

Intrauterine intravascular blood transfusion is an effective and relatively safe treatment method for severe fetal anemia.
This technique have been used for more than 30 years already, however, there are no systematic works devoted to the features
of the cardiovascular system in fetuses and newborns after intrauterine intravascular blood transfusion. The authors have decided
to study this problem and have conducted a prospective trial of fetuses and children (#=34) with hemolytic anemia who underwent
intrauterine blood transfusion. To assess the condition of the cardiovascular system, the scientists have carried out an ultrasound
examination of the heart, which results have revealed pathological changes: dilatation of the cardiac cavities, myocardial hyper-
trophy, hydropericardium, cardiomegaly still present in the postnatal period. The scientists have used fetal and neonatal therapy
for the patients with these pathologies. In the case of late correction of severe fetal anemia, there was a progressive deterioration
in the condition of the fetus and remodeling of the cardiovascular system, which indicates the need for timely diagnosis. Based
on the results of the study, the scientists have developed the protocols for ultrasound diagnostics of fetuses and newborns with
moderate and severe anemia.

Key words: children, hemolytic disease of the fetus and newborn, intrauterine intravascular blood transfusion, fetal medicine, myocardial
hypertrophy, dilation of the heart cavities

For citation: Zelyanina E.A., Khoroshkeeva O.V., Kostyukov K.V., Gasanova R.M., Belousov D.M., Bystrykh O.A., Tetruashvili N.K., Bokeriya E.L.
Features of the cardiovascular system of fetuses and newborns after intrauterine intravascular blood transfusion. Ros Vestn Perinatol i Pediatr
2021; 66:(1): 52-58 (in Russ). DOI: 10.21508/1027-4065-2021-66-1-52-58

Bonpoc TEMOJIMTUYECKON 0o0J1e3HU iona win HoBopoxaeHHoro [1]. IlepuHaranbHasi cmept-
M  HOBOPOXIEHHOTO OCTaeTcs] aKTyaJbHbIM  HOCTb MpPU TeMOJUTHYECKOW OoJjie3Hu 1oma B Poc-
B Hactosiiee BpeMs. [lpum mo3nHel amarHocTuke — cuiickoir demepaliy OCTaeTCs BBICOKOW M COCTaB-
U HECBOEBPEMEHHO Ha4yaTOM JiedeHUM pasBuBaetrcst  JsaeT 15—16%o [2]. AKTUBHO pa3BuBaeTcs (heTanabHas
cepleyHass HEIOCTAaTOYHOCTb, MMMYHHasl BOASIHKA  MEIMIIMHA, KOTOpas BKIIOYaeT KaK IMarHOoCTUYeCKue,
IIoJa, 4YTO MOXET TIpUBECTM K THOEIW TIUloJa  TakK M JedyeOHbIe MepOIPUSITHSI.
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C 2000-x rogoB IMOBCEMECTHO CTajla MPUMEHSITHCS
HEWHBa3WBHAsI TpeHaTajbHas JIUAarHOCTMKA aHeMUU
mwioga — JOMNIUIEPOMETPUSI ITMKOBOM CUCTOJMYECKOM
CKOpPOCTM KPOBOTOKA B CpeIHEN MO3roBOI apTepuu
y ioga [1-3]. OgHako maHHass METOAMKA MMEET orpa-
HUYEHUST — JomIuieporpadust TMO3BOJISAET IUArHOCTHU-
poBaTh YMEPEHHYIO WU TSDKENYIO (heTalbHYI0 aHEeMUIO,
a mocJye 35 Hex OepeMeHHOCTH AUarHOCTUYeCKasl 3HAUM -
MOCTb JaHHOT'O MeTOola CHIKaeTcs |2, 4].

B 1981 . C.H. Rodeck [5] mpoBen repBoe BHYTpHU-
YTpOOHOE BHYTPUCOCYIMUCTOE TMepeJMBaHue KPOBU.
DTa ormepauust SBISIETCS OTHOCHUTEJIbHO Oe30IacHOoM
Y TI03BOJIMJIA 3HAYUTELHO CHU3UTH KOJWYECTBO TEPU-
HaTaJlbHbIX MOTepb. HecMoTpst Ha Gosiee yem 30-meTHU
OTBIT MCIOJIb30BaHUsI YKa3aHHOM METOIMKM, CUCTeMa-
TUYECKUE PabOTHI, MOCBSILIEHHbIE OCOOEHHOCTSIM Cep-
JIEYHO-COCYIMCTONM CUCTEMBI Y TUIOJOB M HOBOPOXKIEH-
HBIX, TEePEHECIINX BHYTPUYTPOOHOE BHYTPHCOCYIUCTOE
repeIMBaHre KPOBU, OTCYTCTBYIOT.
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XapaktepucTtuka getei 1 MeToAbl UCCeA0BaHNS

B mpocnekTrBHOE MCCaeqOoBaHUE TUIOAOB U JeTel
C TEeMOJIUTUYECKON OO0JIe3HbIO, MEePEeHECIINX BHYTPU-
yTpOOHOE BHYTPUCOCYAMCTOE TepeIMBaHue KPOBH,
ObLT BKJIIOUEHBI 34 MT01a/HOBOPOXACHHBIX Yy 33 Gepe-
MEHHBIX XeHIIWH (B | ciay4yae OuXxopuasibHas IUaM-
HUOTWYECKAsl IBOWHS), KOTOPbIe MPOXOAUIN JieUeHUe
B nepuon ¢ suBaps 2017 . mo aeka6ps 2019 1. B ®I'BY
«HaunoHa bHBIM MEIULIMHCKUN WCCIeI0BaATeIbCKUIA
LIEHTP aKyllIepCcTBa, TMHEKOJOTUU U TEePUHATOJIOTUN
uM. B.W. KynakoBa». Kpurepuu nuckioueHus:: dhetaib-
Hast aHeMUsI HETeMOJIUTUYECKOTO TeHe3a, BHYTPUYTPOO-
Hasl TubeJb rioa.

AHEMUIO y TIIoJa AMArHOCTUPOBAIU IO JAaHHBIM
YJIBTPa3BYKOBOTO uccienoBaHus Ha anrmapate GEVolu-
sionE8 — ompenesiii MUKOBYIO CUCTOJUYECKYIO CKO-
pPOCTb KPOBOTOKA B CPEHEN MO3TOBOW apTEepun C pac-
npeneleHueM 3Ha4YeHW B MHOXECTBaX OT MeauaH
(MoM) u noaTBepkaanu Mpy BBIMOJHEHUU KOPAOLEH-
Te3a. [IJIs1 OLeHKU CepaedHO-COCYIMCTON CUCTEMBI TIO-
JIOB M JeTei OCYIICCTBIISIIA YIbTPAa3BYKOBOE MCCIIENO-
BaHue cepaua Ha anmnapaTtax GEVolusionE8 u GEVividq
COOTBETCTBEHHO.

OO0OpaboTKy MOJYYeHHBIX HAHHBIX  IIPOBOIAVIN
C UCIOJIb30BAaHUEM TMapaMeTPUIYeCKUX U HermapaMeTpu-
YeCKUX CTATUCTUYECKMX METOAOB B Tporpammax Excel
2010 u Statistica 10 ¢ pacueToM cpemHero 3HauyeHUs,
CTaHIAPTHOTO OTKJIOHEHWS, MUHUMYMa U MaKCUMyMa,
t-kputepusi Crbiogenra, y> Mak-Hemapa. Paznuuus
npu p<0,05 cynTan CTaTUCTUYECKU 3HAYMMBIM PE3yJIb-
TaToOM TecTa.

Pesynbrathbl

BriepBhie TsoKeast aHeMMs y TU101a, TpeOyrolast BHY-
TPUYTPOOHOTO BHYTPUCOCYIHCTOTO MepeTMBAHUS KPOBH,
ObL1a AMarHoctTupoBaHa Ha 27,112,9-i1 Henesle 6epemMeH-
Hoctu (ot 22 no 33 Henm). B 75% ciydaeB TpeboBaioch
BBITIOJTHEHHE TTOBTOPHOU remMorpaHcdys3uu miony — 34
IoaaM MpoBeaeHO 96 BHYTPUYTPOOHBIX BHYTPUCOCYIM -
CTBIX MepeanBaHuit KpoBu. OObeM IMepeTuBacMOoil KpOBU
paccunThiBayin 1o dopmysie J.M. Bowman; B cpeagHeM
oobem coctaBui 54,4+19,9 mu (ot 10 mo 105 mu) [2].
Kaxk ykazano B Tabi. 1, mpoBomuMoe BHYTPUYTPOOHOE
BHYTPHCOCYAMCTOE TepearBaHe KpOBU OBUIO 3(PdeK-
TUBHO, YTO TOATBEPXKAAIOT YPOBHU TeMOIJIOOMHA
M TEeMaTOKPUTA Tepei TOBTOPHBIMU TeMOTpaHCY3usIMU
(p<0,05). OgHako MO JAaHHBIM JAOMILJIEPOMETPUN TTUKO-
BOM CHCTOJIMYECKON CKOPOCTU KPOBOTOKA B CpeIHEI
MO3TOBOI apTepuu y TIoga KIMHWYECKU 3HAYMMOM
Pa3HUILIBI MEXIY MEePBbIM U MOCIEIYIOIMMU TIepeTBa-
HUSMU He OBIJIO.

Ilo [pmaHHBIM  YJIBTPa3ByKOBOTO  HCCJIEIOBaHUS,
y 5 OepeMeHHBIX XEHIIWH OTMEJYaJoCh MHOTOBO-
nve, ToTpeboBaBIlee aMHHUOpeAyKIuu B 1 ciydae,
y 3 — MajioBoaue; Y TUIOJAOB BBISIBJISIIMCH TeratoMera-
must (n=15), crneHomeranus (n=11), acuur (n=17),
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OPUINHAJIbBHbBIE CTATbU

Tabauya 1. OueHKa cTeneHH TSKeCTH AHEMHUM 110 TAHHBIM MPEHATAJILHON UATHOCTHKHI
Table 1. Assessment of the severity of anemia according to prenatal diagnosis

Moxasaren sepemastmen (30 repommamn (13 Cramera
Eé‘;,?/‘:aﬂc ;‘;‘C’po"“’ B 39,1%11,7 39,9+4,2 1=0,22; p=0,826
MoM 1,6540,2 1,6%0,2 =0,86; p=0,396
Temaroxput, % 16,316,7 21,4+7,6 1=3,26; p=0,001
Temorno6uH, 1/ 54,2+22.9 72,8+25,7 =3,36; p=0,001

[lpumeuanue. B/y — BHyTpuyTpoOHOE; CMA — cpenHsisi Mo3roBast apTepusi; MoM — MHOXeCTBa OT MeraH; ¢ — Kputepuii CTblofieHTa.

ruaporopakc (n=7), ruapornepukapn (n=13), ortek
MOAKOXHON XKMpOBOM KieTuatku (n=6). BoxasHka
IojJa guarHoctupoBaHa B 12 ciydasx. Ilpu BwIsBie-
HUU TaTOJOTUYECKUX W3MEHEHUN CepaedyHO-COCYIu-
cToit cuctemsl 1mona (B 52,9% ciyyaeB) TPOBOIMIOCH
SKCIIEPTHOE  YJIBTPAa3BYKOBOE MCCIIEAOBaHWE Cceplia
(n=18) Ha 22—34-11 Henene 6€peMEHHOCTH, T10 JaHHBIM
KOTOPOTO ObUTM BBISIBJICHBI IMJIATAllMsI TTOJIOCTEN cepliia
(n=9); runeprpodusi MUOKapaa JIEBOTO U/WJIN MPaBOTO
xenynouka (n=18); rugponepukapa (n=10); kaparome-
ranusi (n=14). CoracHO pesyJibTaTaM IOCJIEIHEro BHY-
TPUYTPOOHOTO YJIBTPa3BYKOBOTO MCCIIEOBaHUS Cepalia,
npoBeaeHHOro Ha 31,7+2,1-if Henmelle GepeMEHHOCTH,
KOHEUHbI AMACTOJMYECKUI pa3Mep JIEBOTO XKeyaouka
cocraBui 10,6£1,3 MM, nipaBoro kenymouka — 11,8%2,2
mMm. KapamoropakanbHblii nHaekce y mioga — 0,4+0,01,
YTO COOTBETCTBYET HE3HAYUTEIBHOMY YBEJIWYCHUIO.
IMpoBommyioch W3MepeHUEe TOJIIMHBI 3amHeil CTeHKU
JIEBOTO W TIEpeIHEN CTEeHKW TIPaBOTO KEIYyIOUYKOB
(4,3+0,8 MM 1 4,7+0,9 MM COOTBETCTBEHHO), a TakKXke
MEXCKeTy10uKoBOM nieperopoaku (5,5t1,1 mm). B 6osb-
IIMHCTBE CJIydyaeB OTMeYaslach CUMMETPUYHAs THUIIep-
Tpodus muokapaa (n=14), B 3 ciaydasix — U30JJMPOBAaHHO
MPaBOTo XeJIyI04dka, y 1 mioma — JIeBoro.

B 9 u3 18 cayuaeB Ha ¢doHe TuUnepTpoduMn MUO-
Kapia pasBMBajach JujaTallMs IIOJIOCTEH cepiala,
B OCTaBIIMXCA 9 ciydasx runeptpodus MrUoKapaa Oblia
0e3 n3MeHeHUs pa3MepoB ITojiocTeii cepana. CTaTUCTH-
YeCKW 3HAUYMMBIX Pa3Induii TI0 KOJUYECTBY MepenBa-
HUI M CTENEHM TSKECTM aHEeMUM B JAHHBIX TPYIINax
He BBISIBJICHO. Y TIJIOOOB C TUIlepTpodueil MUoKapaa
W JMjaTalMe MoJIOCTeM cepala oTMedalach MEHb-
mas pasHMIla MEXIy CpOKaMU ITMAarHOCTUKU aHEeMUU
U TIpOBEIEeHUEM TIepBOr0 BHYTPUYTPOOHOTO Tiepe-
JINBAHUS KPOBU IO CPaBHEHUIO C IUIOAaMHU, y KOTO-
pbIX ObUTa TOJIBKO runepTpodus muokapaa (p<0,05).

B 3 ciygasax BHYTpUyTpOOHO OTMeYaslaCh HEZOCTATOU-
HOCTb MUTpaJibHOTO KJamnaHa I crernienu u B 10 — Heno-
CTaTOYHOCTb TpUKycnuaaabHoro kiamaHa I—III cre-
neHu. Ha ocHoBaHUM TIepeYMCICHHBIX YJIBTPa3BYKOBBIX
JIAaHHBIX Teparus HeAOCTATOYHOCTU KPOBOOOpaIeHUS
JIIUTOKCUHOM B 03upoBke 0,75 mr/cyT B 3 npuema mep-
OpajibHO OCYLIECTBIISIIACh B 4 ciydasiX, C MOJIOXKUTEIb-
Ho#t nTuHaMuKoi. Heo0XoaumMo OTMETHUTh, YTO pa3BUTHE
MUJIaTallMy MOJIOCTEl cep/ilia COMpPOBOXKAAIOCH B 7 CIy-
Yasgx TUAPOTIEPUKAPAOM, B 6 — BOISIHKOM rioga U B 9 —
Kapauomeranueit. B To xe Bpemst mpy pa3BUTHUM TUTIEP-
Tpoun MuUoOKapnaa 0e3 Aujaraldu I0JIOCTel cepila
TUApOIepUKapa U BOASIHKA BCTPEYAIMCh B 2 Ciydasx,
Kapauomeranus — B 4.

B cBsi3u ¢ yxyauieHueM COCTOSIHUSI TUIOAA BBITIOJN-
HSUTN JIOCPOYHOE poJopaspeleHue OepeMeH-
HBIX TIyTeM KecapeBa ceueHus. Jletu (n=34) ObLu
poxneHsl Ha 32,312,4-i1 Hemesie TecTrallid C Maccou
tema 2193,7£533,9 r; ¢ oueHkoil mo mKajge Amrap
Ha 1-ii munyre 5,9+1,6 6amra (or 1 go 8 Gamios),
Ha 5-11 munyte — 7,2+0,9 6amna (ot 4 1o 9 6ayIoB).

JletsiMm B 1-€ CyTKM >KM3HU MPOBOIMUIN 3XOKapAroTpa-
¢uto (n=34), no JaHHBIM KOTOPOW OTMEYAIUCH AUJIaTa-
Lus nosocteit cepaua (n=26), runeprpodusi MUOKapaa
(n=12), runponepukapa (n=8). ¥ 7 uz 9 nereit coxpaHsi-
Jlach AWJIaTalus MoJ0CTeN cepala, BhlsiBJIEHHAsd BHYTPU -
YTpoOHO, B 2 cllydasiX pa3Mmephbl cepjlia HopMajau3oBa-
JIUCH K pokaeHU10; y 19 nereii qunatauus Obljia BliepBbie
JNIMAarHOCTUMpPOBaHAa. YBeJIMYEHME TIPaBbIX OTIEIOB Ceplia
oTMeuajoch B 19 ciaydasix, a B 7 — W TIpaBbIX, U JICBBIX.
KoneuHbIil racTONMMYECKUIA pa3Mep JIEBOTO KeTya0dKa
B l-e cytku xu3Hu coctaBwi 14,1+2,5 MM, KOHEUYHO-
CHUCTOJIMYECKMI pa3Mmep JieBoro xkemymoyka — 8,7%1,5
mM. [uneprpodusi mMumokapma JeBOro W/WJIM TIPaBOroO
KeJrynouka 6e3 o0CTPYKIIMK KPOBOTOKA TTOCIE POXKIECHUS
coxpaHsiack B 7 u3 18 ciygaes, B 11 pa3pemnmiiace; Bep-

Tabauya 2. CpaBHeHMe MOTYYEHHBIX JTAHHBIX NPe- U MOCTHATAIBHOI TUATHOCTHKH

Table 2. Comparison of obtained data pre- and postnatal diagnosis

X2

WN3menenns cepueqﬂo-cocyzmcmﬂ CHCTEMBI MaK-Hemapa y4
Jwnnarauusi mojocTei cepama 13,7 <0,001
Tuneprpodus Muokapaa 2,3 0,134
Tunponepukapn 1,9 0,166
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Bble OblJIa AMATHOCTUPOBAHA IOCJE POXKIECHUS B 5 CIIy-
yasx. ToammHa 3aaHeil CTEHKU JIEBOTO XKeJTyI04YKa COCTa-
Bwia 3,6+0,9 MM, TOJIIMHA MepeaHell CTEHKU MPaBOTO
xenynouka 4,6+0,8 MM, TOJIIMHA MEXKETyI0UYKOBOM
neperopoaku 4,6+0,9 mm. Tuaponepukaps paspermnics
K MOMEHTY poxkaeHus B 9 u3 13 ciayuaeB; y 4 mereit ObLI
BIEpPBbIC TMAarHOCTHPOBAH.

C ydJeToM TIOJIyYEHHBIX YJIBTPAa3BYKOBBIX JaHHBIX
MPOBEeIEH CPaBHUTEJbHBIN aHaIu3 pPe3yJIbTaTOB IIpe-
U MOCTHATAJIbHON AuarHoctuku (tabds. 2). Cratucruye-
CKU 3HAYMMBIC Pa3IU4Usl BBISIBIEHBI TIPU TUATHOCTHKE
JIUJATaluy TIpe- U MOCTHATAIbHO, YTO MOXKET OBITh CBSI-
3aHO C OCOOEHHOCTSMU TeMOAWHAMUKM ITOCIIEe POXKIE-
HUSI, peMOJIeJIMpoBaHeM cepana (pa3pelieHue TUIep-
TpoUM MHMOKApIa M pa3BUTUE OUJIATAlMU TIOJOCTEM
cepaua B 3 ciiydasix), a TakxKe CO CJIOXKHOCTSIMU BHYTPU-
YTPOOHOI IUArHOCTUKH, YTO CBUAETEILCTBYET O HEOOXO-
JIUMOCTHU YJIBTPa3BYKOBOTO MCCIIEIOBAHUS cepalla Iioaa
TIPY BBISIBIICHUU TSKEJIOM aHEMUU.

CTaTUCTUYECKN 3HAYMMBIX pa3IMudii TIpU  U3Me-
peHUM TUIIepTpOoPUM MHMOKapaa W THIpOoTepuKapaa
10 ¥ TIOCJIe PONIOB BBISIBIEHO He ObLIo. OrnucaHHbIE
pas3Iu4usi MOTYT OBITb OOYCIOBJIEHBI PETPeccoOM cep-
JIEYHO-COCYINCTBIX M3MEHEHMI TMOoce BHYTPUYTPOO-
HOII Tepanuu, KOTopasli BKJIIOYaja KOMIIEHCAIUIo aHe-
MMM U Teparuio HEJOCTaTOUHOCTH KpPOBOOOpAIeHUS.
IIpy 3TOM BHOBb BBISBJICHHBIC CJIydall MOTYT OOBSIC-
HATBCSI T€M, UTO BHYTPUYTPOOHO IallMeHTaM JaHHOM
TPYIIBL He TMPOBOIMUIOCH 3KCIIEPTHOE YJIBTPa3BYKOBOE
HCClieIoBaHUE cep/ia.

CoxkparuTteibHasi CliocoOHOCTh, MUOKapaa B 87% ciy-
yaeB OblIa He M3MEHeHa, U (ppaKius BEIOpOCAa COCTaB-
nsma 71,6£7,5% (ot 53 no 91%), dpaxkiusa ykopode-
Hust — 38,0+7,3% (ot 24 no 59%). B moctHaTasbHOM
repyoie TeMOAMHAMUYECKM 3HAYMMOM perypruTaiuu
(6osee 11 creneHun) Ha aTPUOBEHTPUKYJISIPHBIX KJaraHax
BBISIBJIEHO HE OBLIO.

B 4 cnyvasx metm ymepiin B paHHEM HeOHaTallb-
HOM mepuone Ha 1—6-e CYyTKM XW3HU, B CBSI3U C YeM
OLIEHUTh JIWHAMUKY CEepACYHO-COCYIMCTBIX HW3MEHe-
HUI He TPEACTaB/ISIOCh BO3MOXHBIM. B mepuon mpe-
ObiBaHMS B cTaiimoHape 30 neTsiM MpOBOIMUJIM HEOJHO-
KpaTHO YJIbTpa3BYKOBOEe HcclieqoBaHue cepama. B 16
clyJasix oTMedvayiach HOpMaJIM3allvsl pa3MepoB cepilia
Ha 19,9+9,5-e cytku xu3Hu. Y 1 pebeHka Ha 16-e cyTKu
SKU3HU BIIEPBBIC TIOSIBUJIACH IWIATAIIUS JIEBBIX OTACIIOB.
Ha MomeHT BRIUCKM y 3 IeTeil coXpaHsiach M30JIMPO-
BaHHas IMJIaTalus JEBBIX OTACJIIOB Cepala CO CPeIHUM
KOHEYHBIM ITHACTOJMUYECKUM Pa3MepPOM JIEBOTO KeIy-
nmouka 18,3 MM, B 6 citydasix — QujiaTalMst MPaBbIX OTAE-
JIOB, y 2 JeTell OTMeYajioCh YBeJIWYeHHE BCEeX OTIEIOB
cepaua. Cpenu yMepIInxX AeTeil B 3 cayvasx JuiaTaliust
MOJIOCTEN cepaua Oblia ¢ poXkaeHus, y | — IMarHoCTH-
poBaHa Ha 4-€ CyTKM XXU3HU.

B 5 cinyuasix runeprpodusi Muokapaa Obuia AuarHo-
ctupoBaHa Ha 11,61+2,3-e cyTku Xxu3HM. PaspelneHue
TUTepTpOoUU MUOKapJa K MOMEHTY BBITTUCKHA OTMEYEHO

y 12 nmeteit Ha 26,4+12,3-¢ CyTKM XM3HHU, B TOM YHCJIE
y 3 gmereil ¢ BIEpBbIe TUArHOCTUPOBAHHON THUIIEPTPO-
¢ueit MMOKapa B MOCTHaTaIbHOM Tiepuone. Ha MoMeHT
BBIMIMCKM TUIepTpodusi MuoKapna 0e3 0oO0CTpyKIIUU
KpPOBOTOKa COXpaHsjIach y 4 nereit, B 3 ciaydasix TUTIep-
Tpodus ObUIa TMArHOCTHMpPOBaHA ellle BHYTPUYTPOOHO,
npuyeM B 2 cllydasiX OCyIIeCTBIsIach (peTajbHasi MeIu-
KaMEHTO3Hasl Teparusi HeZO0CTaTOYHOCTH KpoBOOOpa-
menus. [To gaHHBIM 3XOKapauorpaduu, MpPOBeAeHHOM
repea BBIMACKON, CpeaHssl TONIIMHA CTEHOK KeJTymod-
KOB y fieTelt ¢ runepTpodueit MuoKapa cocTaBisijia; 3a-
Hell CTEHKU JIEBOTO XXeJTyaouka 3,6 MM, IepeHell CTeHKU
MpaBoro xeayaouka 3,9 MM, MEXOKeJTyTouKOBOM Tepe-
ropoaku 5,1 Mm. Y 2 u3 4 ymepiuux aereit Obljaa 1MarHo-
CTUpOBaHa TUnepTpodusi MUOKapaa — B OJHOM cCilyyae
C POXKIIEHMUSI.

Tunponepukapa (n=35) paspemunics Ha 2—13-e cyTKu
KU3HM. Bo Bcex citydyasx y yMepInMX JeTeil oTMedalicst
TUApOTIEpUKApA TT0 JaHHBIM 3XoKapauorpacdun. Cokpa-
TUTEIbHAsI CITOCOOHOCTh MMOKAap/a y IeTell Ha MOMEHT
BBITTMCKY OblJIa B TIpeJesiax BO3PacTHOM HOPMBI 1 COCTaB-
nsana 71,243,5%, dpakums ykopouyeHus — 36,2+3,7%.
IemonuHamuyecku 3HauYUMMON peryprutauuu (OoJee
I crenenn) Ha aTPUOBEHTPUKYJISIPHBIX KJIalTaHAX BBISB-
JIEHO He ObLIO.

YuuTbiBasi AaHHBIE YIBTPa3BYKOBOM JIUArHOCTHKH,
B IOCTHATaJbHOM TIEpUOAE 2 NETAM C TUNepTpodueit
MMOKap/ia TIPOBOAWIM MEIUKAMEHTO3HYIO Teparuio
areHonojoM B go3e 0,5—1,0 Mr/kr/cyt mepopaibHO
¢ noJioXuTedbHbIM 3ddekroM. B ocranbHbIX 7 Ciy-
yasgx TUIepTpodus MHOKapaa HOCWIA TPaH3UTOPHBII
XapakTep Tocjie TepeHeCeHHONW aHeMWU W He Biusia
Ha TIPOTHO3 IS KU3HU. B 4 ciiydasx, yduTbIBasi MMOSIB-
JIEHWE HEeJO0CTAaTOYHOCTU KpoBooOpaieHusi I creneHu,
HazHavyaiu JIUYPETUYECKYI0 Teparuio CIHUPOHOJIAKTO-
HOM B /103¢ 4 MI/KI/CYT MEepOpaibHO C MOJOXUTEb-
HbIM 3¢ dekToM. HeobxonmmMo OTMETUTh, YTO JIUTENb-
HOCTb TpeObIBaHWSI B CTallMOHape JeTeil, KOTOPbIM
BHYTPUYTPOOHO OBbLIa TIpOBedeHAa MeIUKaMEHTO3HasI
Teparuvsi, MeHbIlle, YeM y JeTeil, Hy>KIaBIIuXcs B Tepa-
MU TUTIEPTpOPUU MHUOKapAa WM C HEIOCTaTOYHO-
CThIO KpoBooOOpaimieHus Tocie poxaeHus (38,3%8,1
u 51,6£21,7 nHS COOTBETCTBEHHO). BhIMMcaHbl HOMOIA
30 (88,2%) nmeteit B ymOBJIETBOPUTEIBHOM COCTOSTHUU
Ha 32,7%16,8-¢ cyTku xxu3Hu (0T 12 10 82 cyT KU3HU).

06cyxaeHue n 3aKnoueHue

Ilpy MINTENBHO CYLIECTBYIOLICH aHEMUM pa3BUBa-
€TCsI FeMUY€eCKast TUITOKCHSI, KOTOpasi IIPUBOIUT K KOM-
[MEHCATOPHBIM M3MEHEHUSIM — YBEJWYEHUIO YaCTOTHI
CepIeYHbIX COKPAILIECHNWI M CEPIeYHOTO BRIOpOCA, CHU-
KEHMIO ITOCTHAIPY3KM M YBEJIMUYCHMIO IPEIHATrPy3KU
Ha cepaue. KoMmIleHcaTtopHble MeXaHU3Mbl MHOKapIa
/1071 OrpaHUYEHbI, TAK KaK CYLIECTBYET Psii OCOOEH-
HOCTei (eTaJbHOr0 MHOKapja MO CPaBHEHUIO C MMO-
KapIOM HOBOPOXIEHHBIX: MEHbIIAs COKpaTUTEIbHast
CITOCOOHOCTh M 3KECTKOCTh MMOKapja, 0ojiee Hu3Kast
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BrisiBiieHue aHeMUN CPETHETIKEION U TAKEIOU CTENEHH Y TIJ10/1a

OkcneprHas OxoKI' miona no mpoBeaeHust B/y BHYTPHCOCYIHCTOTO MEPEIUBAHUS KPOBH

v

v

BrlsiBlieHHE PU3HAKOB HEIOCTATOYHOCTH KPOBOOOPAIIICHHSI
(mamaTamys moocTel cepara, runepTpodus MUoKapaa,

OTcyTCTBHE U3MEHEHHIMA
CepAEUHO-COCYAUCTON

THIpONepUKapy, Hannuue AV-peryprutanud, yBennuenune KTH) CUCTEMBI
OTcyTCcTBHE MPU3HAKOB
ITpu3Haku HEAOCTATOYHOCTH
HE/I0CTaTOYHOCTH Koppexius anemun
KPOBOOOPAIIEHUS
KPOBOOOpAIICHUS
v v v

Koppexknus anemuu +
+ Tepamnus HEJOCTaTOYHOCTU
KpOBOOOpAIIECHHUS

Koppekuus anemuu +
+ HaOIrOEHUE B TUHAMUKE

Kontpons 9xoKI"
IUI0JA KaXy0 HEeJellIo,

v

v npu ycyryOieHun

Kontpone OxoKI' miona kaxapie 3—5 IHEH 10 cTaOWIU3auu
COCTOSTHUS, TI0 TTOKA3aHUSIM PaHBIIIE

TSKECTH aHEMUU
WJIA COCTOSIHUSI II0JA
paHbIe

Puc. 1. TIpoTokoJ BeieHUs MJI0OJA0B CO CPEAHETSKEIOM U TSKEJI0H CTeNeHbI0 TSXKECTH aHEMHUU.
KTH — kapanoTopakaibHblii MHAEKC; AV— aTpruoBeHTpuKy/Isipubiii; Y3U — ynsrpa3sykosoe uccienosanue; 9xoKI' —axokapamno-

rpa¢usa. CocTajeHO aBTOPAMH.

Fig. 1. Protocol for the management of fetuses with moderate to severe anemia.

yacToTa COKpallleHUs M 3aMelJIeHHOe pacciiabieHue
CepIEeYHOI MBIIIIbI, MUHUMAIbHBIA OTBET MUOKapaa
Ha CHWXEHHE TOCTHArpy3KW, OrpaHUYeHUEe BO3MOXK-
HOCTH MOBBIIICHUS TIPEIHATPY3KHU 3a CUET YBEJIUUYCHMUS
BEHO3HOTO BO3BpaTa, YTO TMPUBOIUT K OTHOCHUTEIHHO
OBICTPOMY CPBIBY MEXaHU3MOB afaIlTallid U CTPEMU-
TEJIbHOMY PEMOACIMPOBAHUIO CEePIACYHO-COCYIUCTOM
cucteMbl [6]. TTo HamIMM OaHHBIM, y IUIOJOB C JJIU-
TEJIbHO TEKYylleld HEKOMIICHCUPOBAHHOU aHemuen
BBISIBJISIIUCH CJICAYIOIINE TATOJOTUYECKUE M3MEHEHMUS
CepIEUYHO-COCYANCTON CUCTEMBI: TUIEPTPOGDUS MUO-
kapaa (52,9%), nunatauust mosocteit cepama (26,5%),
ruaponepukapn  (38,2%), kapauomeranus (35,3%),
HEIOCTATOYHOCTh MUTpPAJIbHOTO KiamaHa | crerneHu
(8,8%) n HETOCTATOYHOCTh TPUKYCITUAATBHOTO KJIallaHa
I-I1I crenenn (29,4%).

YcTaHOBJIEHO, YTO Y TUIOAOB C TUIIepTpodUeii MUO-
Kapaa, COMNpOBOXAAIOIIEHCS auiaTallMeil mojiocTei
cepalia, NMArHOCTUKA TSKEJIOW aHEMUM OCYIIECTBIISI -
Jach Ha 2,2 Hen mo3xke (B cpeaHeM Ha 26,4-it Hemene
OEepeMEeHHOCTH), YeM Yy TLJIOA0B C TUrepTpodueii MUo-
Kapia u 0e3 auiatauuuy rnoJjiocteit cepaua. [lpu atom
YPOBEHb TeMOTJI0O0MHA B KPOBU IUIOAOB JaHHBIX JIBYX
MOATPYII CTATUCTUYECKU 3HAYMMO He pasindajics

U B cpeaHeM coctaBisii 54,4 r/n m 52,1 v/ y 1ioaoB
¢ Aunaraiuei mojocreit cepaua u 6e3 TakoBou. duia-
Talusl MoJIOCTEeH cep/ilia 4yacTo COMPOBOXIaIach TUIPO-
MeprKapaIoM WIM BOISHKON TUIofa U KapaAuoMeTaauei.
Kpowme Toro, 2 u3 9 mionos ¢ runeprpodueii Muokapaa
" JUJIaTalen MOJIOCTEN CEpALla YMEPJIM B PAHHUI HEO-
HaTaJbHbINU MTEPUOL.

Ilpyu coxpaHeHMM WM HapacTaHWU TIPU3HAKOB
HEJI0CTAaTOYHOCTU KpoBooOpallieHuss Ha ¢oHe Kop-
pekuuu aHemMuu B 4 ciydyasix TpeOOBajoCh Ha3Ha-
YyeHWEe MEIUKAMEHTO3HOM  Tepamuud  JUTOKCUHOM
Ha 28,01+2,9-i1 Hegene 6epeMeHHOCTH. BHyTpnyTpoOHOEe
JedeHue ObL10 3P PEeKTUBHO, OTMEYaJICs perpecc Ipu-
3HAKOB HEIOCTaTOYHOCTU KpoBooOpaieHusi. B moct-
HaTaJbHOM TIepHONIe TOJILKO y | pebeHKa M3 JaHHOM
MOATPYIMIBI OTMEYaJIMCh MPU3HAKKW HEAOCTaTOYHOCTU
KpoBooOpaiieHust I crereHu, o0ycioBUBILINE HEOOXO-
ITUMOCTb TUypeTUYecKoil Tepanuu. [umeprpodus Muo-
Kapja ¢ pucKoM OOCTPYKIIMM KPOBOTOKA Y IeTei ¢ TIPOo-
BOJAMMOI BHYTPUYTPOOHO MEIMKAMEHTO3HOM Tepanuei
He nuarHoctupoBajachk. Cpenu nereit, KOTOpbIM MeIu-
KaMEeHTO3Hasl Tepalnusi BHyTpUYTPOOHO He TpeboBaach,
a OCYIIECTBJISLIOCh TOJBKO BHYTPUYTPOOHOE BHYTPU-
COCY/IMCTOE TepeMBaHue KpoBHU, 3 HyXHaauch B MpPoO-
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3easnuna E.A. u coasm. OcoGeHHOCTH CepIEYHO-COCYMUCTOl CUCTEMbI TIO0B M HOBOPOXKIEHHBIX, TIEPEHECIINX BHYTPUYTPOOHOE BHYTPHCOCYAUCTOE. ..

ﬂeTI/I, nepeHecuue B/y BHYTPUCOCYAUCTOC NEPCIINBAHUC KPOBU

v

OxoKI' B 1-e u 7-e CyTKHU XHU3HU

v

v

BeIsiBeHNE U3MEHEHUN CEPAECUHO-COCYAUCTON CHCTEMBI
(Tuaranus MONOCTEH cepaua, TUIepTpodust MHOKapa,
ruapornepukapy, Hanmmane AB-perypruranum, ysenmnuenue KTH)

OrcyrcTBUE
M3MEHEHH Cep/IeIHO-
COCYIUCTOM CHCTEMBI

<

|l

v v

\4 \4

[Tpuznaxu HK Tuneprpodus T'uneprpodus
v PTPOG N 7200 Kontpons DxoKI"
(KJITMHUYECKU 1 ¢ 00CTpyKITHEH 0e3 00CTpyKIMU .
yepe3 10-14 nuei
1o ganHeiM Ox0KI') KpPOBOTOKA KPOBOTOKA
Tepamua HK Teparmms Kontpons 9xoKI" OtcyTcTBUE
(MoueroHHas, CEJIEKTUBHBIM H yepes 7-10 WU3MEHEHUH CEpIEeYHO-
JUTOKCUH) B-agpenobiokaTopoM JHEH COCYIUCTOM CHCTEMBI
v v v v
OreHKa KIMHAYECKOTO CTaTyca, KOHTPOIIb Bes KonTpose DxoKI'
OxoKI" Ka)IIyro HEeJeIto 10 BBIICKU OTPHIATEBHO Tiepest BBITUCKOH U3
U3 CTAI[MOHApAa, 10 TIOKA3aHUsIM PaHBIIe + ,I;[I/IHaMI/IKI/I CTaIMoOHAapa, OI[CHKa
+ KOHCyJbTasA KapIuoiora KIIMHAYECKOTO CTaTyca

Puc. 2. TIpoToKo.J BeieHUs 1eTeil, mepeHecHnX BHYTPHYTPOOHOE BHYTPHUCOCYANCTOE Nepe/IMBaHie KPOBH.

KTHU — kapanoTopakaibHblii uHAEKC; AV— aTpuoBeHTPUKYISpHbIii; Y3U — yasTpa3BykoBoe ucciaenaoBanune; DxoKI' — axokapauo-
rpadms; HK — nenocrarouynocts Kpoooopaienus. CocraBjieHO aBTOpaMH.

Fig. 2. Protocol for the management of newborns undergoing intrauterine intravascular blood transfusion.

BEICHUM Tepaluu HEeJIO0CTATOYHOCTU KPOBOOOpAIEHMUS
I crenenu nmocye poxaeHus, a 2 — B Teparivuu rMIepTpoO-
¢uu MroKapaa B CBSI3U C YIrpo30ii OOCTPYKIIMU BbIBOISI-
LIMX OTAEOB XKeIyI0UYKOB. B oCTaibHBIX ClTydasix BbISIB-
JICHHbIE W3MEHEHHUSI CepAeYHO-COCYAUCTON CHUCTEMBbI
MOXHO paclieHMBaTh KakK TPaH3UTOPHbBIC, KyMUPOBaB-
LIMecs Tocje KOPPeKUMNU aHEeMUN, TeMOJIMHAMUYECKHU
He3HauYuMbIe.

C LIeJTbIO ONITUMU3AIMY TAKTUKY BeICHUS TTAllNeHTOB
JIAaHHOM TPyMIIbl MO pe3yJibTaTaM MPOBEIEHHOTO HCClie-
JIOBaHUSI ObLUIM pa3paboTaHbl MPOTOKOJIbI YJIBTPa3ByKO-
BOW AMAarHOCTUKM TJIOZAOB U HOBOPOXXAECHHBIX CO CPETHE-
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Oco0eHHOCTH HEPBHO-TICUXWYECKOTO PA3BUTHS HEIOHOIIEHHBIX JeTei, POAMBIIMXCS
C 0YeHb HU3KOM M IKCTPEMAJIbHO HU3KOHM MACCOM TeJjia

A.K. Muponosa’, M.I. Camueyauna', U.M. Ocmanos’, O.A. Munosanosda®, /. FO. Amupxanosa’,
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Features of the neuropsychic development of premature babies born with very low and
extremely low body weight

A.K. Mironova', M.G. Samigulina’, I. M. Osmanov', 0.A. Milovanova®, D.Yu. Amirkhanova?,
0.A. Komissarova’
'Bashlyaeva Children’s Municipal Clinical Hospital, Moscow, Russia;

2Russian Medical Academy of Continuous Professional Education, Moscow, Russia;
SRussian Peoples’ Friendship University, Moscow, Russia

B cratbe mpeacTaBleHbl JAHHbIE JUTEPATYPI M PE3YJIBTATHI COOCTBEHHBIX HAONIONEHHUII 32 HEJOHOLIEHHBIMU 1eThbMH B MOCTHA-
TAJBHOM NEPHoJie, POAUBUIMMUCS C IKCTPEMATHHO HU3KOM U 0YeHb HU3KOIl MacCoii Telia, ¢ onpe/ieieHHeM BeAYIUX ICMXOHEBPO-
JIOTMYECKUX HAPYLICHHUIi, KOTOPbIE B IAJbHENIIEM CTAHOBATCS OCHOBHBIMH MPUYMHAME UHBAJIMAU3UPYIOMIMX COCTOSIHUIL Y IAHHOTO
KOHTHHIeHTa manueHToB. B padore ocBellieHbl TPYIHOCTH MPOTHO3MPOBAHUS HEPBHO-NCHMXUYECKOTO PA3BUTHS LIYOOKOHEIOHO-
HIEHHBIX W 9KCTPEMAJILHO HEJOHOINEHHbIX AeTeil. OTMeueHa BaKHOCTh KOMILUIEKCHOI OLEHKH COCTOSIHUS MX 3710poBbsi. O00CHO-
BaHA HEOOXOAMMOCTh COBEPIIEHCTBOBAHUS CHCTEMbI MEIUIIMHCKOTO COMPOBOKIEHHS TAKUX JeTeil HA BCeX 3TANaX BbIXa:KMBAHMS,
peaduINTANMA M BHEIPEHHs B KIMHUYECKYI0 MPAKTUKY MEPCOHUGUIIMPOBAHHOTO MOAX0A ¢ Pa3padoTKoil muddepeHIpoBaHHBIX
MPOrpamMM MeAMIMHCKOTO HADJIIOICHUS U AOMINTALMH.

Karoueevte caosa: nedonourennote 0emu, O4eHb HU3Kas macca mena, IKcmpemanbHasd HU3Kkasa macca meaa, demckuii uep86paﬂbﬂblﬁ
hapaau4, snunsencus.

Ansa umtupoBarnuns: MuporoBa A.K., CamurynuHa M.I"., OcmaHoB V.M., MunosaHoBa O.A., AmupxaHosa /[.10., Komuccaposa O.A. OcobeH-
HOCTY HEPBHO-IICUXNYECKOIr0 Pa3BUTUSI HEAOHOLLIEHHbIX AETEH, POAUBLLNXCS] C O4€Hb HU3KOK 1 9KCTPEMaJIbHO HU3KOV Maccovi Tena. Poc BeCTH
nepuvHaton n neavatp 2021; 66:(1): 59-65. DOI: 10.21508/1027-4065-2021-66—-1-59-65

The article presents the literature data and the results of the authors’ observations of preterm children in the postnatal period, born
with extremely low and very low body weight, with the definition of the leading psycho-neurological disorders, which cause disabling
conditions in this group of patients. The authors highlight the difficulties of predicting the neuropsychological development of deeply
premature and extremely premature children. The scientists note the importance of a comprehensive assessment of their health
status. They justify the necessity of improving the system of medical support for such children at all stages of nursing, rehabilitation
and the introduction of a personalized approach to clinical practice with the development of differentiated programs of medical super-
vision and habilitation.

Key words: premature babies, very low body weight, extreme low body weight, cerebral palsy, epilepsy.
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BHC}IDGHHC COBPEMEHHBIX TEXHOJIOIMII B HEOHATO-
JIOTUM TIPUBEJIO K YBEJUYEHUIO BBIKMBAECMOCTH
JIeTeil U3 IPYI BBICOKOTO PUCKA, B TOM YKCJIE POIMB-
IIUXCST DKCTpPeMaJbHO HeAOHOIIeHHbIMU (<28 Hem),
r1y0oKo HemoHoleHHbIMU (29—31 Hem), ymMepeHHO

HelOHOILIEeHHbIMU (32—35 Hen) ¢ o4eHb HU3KOI Mac-
coit Tena — 1000—1499 r 1 s3KxcTpemMalbHO HU3KOM Mac-
coit tena — 500—999 r [1, 2]. ¥ GonabmIMHCTBA B JaIb-
HelileM (OpMUPYIOTCS Te WM MHBIE MaTOJOTUYECKUe
COCTOSTHUSI, KOTOpbIe BKJIIOUAIOT IBUTATEJIbHbIC Hapy-

© KonnekTtue aBTOpOB, 2021

Anpec 115 koppecnonaenumu: MupoHoBa AsieHa KOHCTaHTMHOBHA — K.M.H., 3aB.
LIeHTpOM BOCCTaHOBUTEJILHOTO JIeUeHHUsI ieTeit 10 3 JieT JIeTCKOii TOpoCKOM Kiln-
Hudeckou 6ompHuIBI M. 3.A. BarisieBoit, ORCID: 0000-0002-7864-5090
e-mail: lyona_85@mail.ru

CamurynnHa Mapraputa [eHHanbeBHa — Bpau-HeBpoJior LieHTpa BoccTaHOBU-
TEJIBHOTO JiedeHus1 neTeit 10 3 jer JIeTcKoii ropoacKoi KIMHUYECKOW 00Jb-
HuLbL UM. 3.A. BauuisieBoii

OcmanoB Mcmann MaromenoBud — J1.M.H., ripod., ri1. Bpau JleTckoii ropos-
CKOIl KITMHUYeCKOoit 6ombHMLIbL UM. 3.A. banuiseBoit

125373 Mockaa, yi. [epoes [Mandwuiosues, 1. 28

MunoBaHoBa Onbra AHIpeeBHA — JI.M.H., npod. Kadeapbl HEBPOJIOTUU NET-
cKoro Bo3pacta Poccmiickoil MeIMIIMHCKOI aKaneMUH HEeTpepbIBHOTO MpO-
(eccnoHanbHOTO 06pa3oBaHMUs

AwmupxaHoBa /IxxeHHeTa FOHycoBHa — Bpau-HEBPOJIOL, COMCKaTeNlb Kadeapbl
HEBPOJIOTUH IETCKOTo Bo3pacta Poccuiickoit MeAMLIMHCKO# akaieMUu Herpe-
PBIBHOTO TPOGECCUOHATBHOTO 00pa30BaHMUs

125993 Mockaa, yi1. bappukanHasi, a. 2/1

Komuccaposa Osibra AnnpeesHa — Maructp I Kypca Kadeapbl colmanibHO-1ud-
(epeH1manbHOI nicuxonorun Poccuiickoro yHuBepcuteTa Ipy0bl HapoIoB
117198 Mockaa, yi1. Mukinyxo-Maknasi, 1. 6

POCCUVICKWIA BECTHUK NMEPUHATOJION MW U MNEANATPUM, 2021; 66:(1)

ROSSIYSKIY VESTNIK PERINATOLOGII | PEDIATRII, 2021; 66:(1)

59




IIEHUsI, PACCTPOMCTBA 3peHUs] U/WUJIU Clyxa, OTCTaBa-
HUE B IMpeapeueBOM, PeYeBOM Pa3BUTUM U PACCTPOIi-
cTBa roBeaeHus [1—-5].

ExerogHo B Poccuiickoit @enepanuu 7—10% nereit
poXmaroTcs HeloHOIIeHHBIMM [6]. Ha momio mereii
¢ oyeHb HU3KOU Maccoii Tesa (1000—1499 r) npuxoautcs
1-1,8%, neteit ¢ 3KCTpeMaJbHO HU3KOW Maccoil Teia
(500-999 r) — 0,4—0,5% [7, 8]. MakcuMasibHast BEIXKH-
BaeMOCTb JeTeil MaHHBIX TPYIN HAOII0maeTcss B KPYyIl-
HBIX MUPOBBIX TIEPUHATAJBHBIX IIEHTPaX C BBICOKUM
YPOBHEM OKa3aHUsI MeAULIMHCKOM nmomoniu [9]. B yact-
HocTtu, B Amonun, nmo ganueiM S. Kusuda u coast. [10],
BbIXMBaET 0K0J10 90% neteii pu cpoke recraiiu 26 Hex
u GoJiee; BBDKMBAEMOCTb AETEM MO BBIMMCKA W3 CTa-
uroHapa B CIIIA nipu cpoke rectanuu 26 Hen u 6osee
cocrabisger 70%, npu cpoke recrauuu 22—24 Henm —
13% [11]. B BenukobputaHuu Ha cpoke rectaiuu 22, 23,
24 u 25 Hea BBIKMBAIOT COOTBETCTBEHHO 1, 11, 26 u 44%
nmereit [12]. B Utanuu BEKMBaeMOCTh HOBOPOXKIECHHBIX
C 9KCTpeMaJIbHO HU3KOM MaccCoil Teja TIpu CpoOKe recTta-
uuu 26 Hex cocrasisieT 76% [13].

B Poccniickoit denepanyu, mo gaHHbIM HaydHoro
LIEHTpa aKyIllepcTBa, TMHEKOJOTMU WM TEepUHATOJIOTUN
PAH 3a 2005 ., BbDKMBaeMOCTb HEIOHOIIEHHBIX AeTei
¢ maccoit tera 500—749 r cocraBuna 12,5%, ¢ Maccoii
750—999 r — 66,7%, ¢ maccoit 1000—1249 r — 84,6%,
¢ Maccoii 1250—1499 r — 92,7% [14]. Kak u3BecTHO, 3KC-
TpeMaJbHO U TJIYyOOKO HEIOHOIIEeHHBbIE JEeTH HemaOoCTa-
TOYHO XOPOIIO AJaNTHPYIOTCSI K BHEYTPOOHOMY CYIIe-
cTtBoBaHMIO [5]. ¥ OOJBIIMHCTBA M3 HUX HAOJIIOIAIOTCS
nopaxxeHust [IHC rumokcnvecKu-uieMnieckKoro v,/ in
reMopparnyecKoro reHe3a B BUAEC BHYTPUKETYTIOYKOBBIX
KPOBOMBIUSIHUI Pa3IMYHON CTEIIEHU TSKECTU, CTOMKUX
WIIEMMYECKNX OYaroB, TEPUBEHTPUKYJISIPHOW JICMKO-
MaJISILIUY, KOTOPbIE MOTYT TIPUBOIUTD K TJTyOOKOI MHBA-
JIMIU3AIWN B TaTbHEUIIIEM.

MHoOroyucjaeHHble KIWMHUYECKHE UCCIeIOBAaHMS,
npoBeaeHHbIe B 1990—2019 1. B Hameil KIMHUKE, CBUJIE-
TETBCTBYIOT, YTO HanboJIee YaCTHIMU HEBPOJIOTMUECKUMM
3200JIeBAaHUSIMIA HEIOHOIICHHBIX JCTEH SIBJISTIOTCS JIET-
ckuit niepedpanbhbiil napanuy (JILIT), HapymieHus 3pe-
HUSI, paCCTPOMCTBA ClIyXa, 3alep:kKKa YMCTBEHHOTO pa3-
BUTHS, THIApOLIehaTs, STUICTICUS U JIp.

B uccnenosanusix 10.B. KypHocoBa u coaBt. [15]
MpY JUTUTEJILHOM HaAOMIOJEHUU 3a AETbMHU B BO3pacTe
ot 12 mec no 11 net, ponuBIIUMUCS 10 26 Hel recTa-
LIMY C OYeHb HU3KOM M DKCTpEeMaJbHO HU3KOI Maccoi
tesa (n=67), ObLIN BBISIBIICHBI CJIEIYIOLINE HEBPOJIOTH -
yeckue ocnoxHenus: I —y 53 (79,1%), petuHona-
Ths TsKenoit creneHu —y 9 (12,5%), smwenicus — y 3
(4,2%) wm HeitpoceHCcOpHast TYroyxoctb — y 3 (4,2%).
Cpeau octainbHbIX gereil y 64,2% wumenuch mopdo-
(byHKUIMOHAIbHBIE U3MEHEHUsI BHYTPEHHUX OPTaHOB,
y 67,4% — HerpyOble (PYHKIMOHAJIbHBIC HapyLICHUS
HHC B BuIe 3amepXKu CTaHOBJEHUS CTAaTUKO-MO-
TOPHBIX W peueBbIX (DYHKIIMI; BO3MOXHO MX COYeTa-
Hue [15].

OPUINHAJIbBHbBIE CTATbU

B cBs13U ¢ MoaepHM3aLelk MOCKOBCKOTO 3IpPaBOOXpa-
Henwus B aBrycte 2011 1. 6buT M31aH nipuka3 Ne724 o co3na-
HuM LleHTpOB BOCCTAHOBUTEIILHOTO JICUEHMS TS JeTei
ot 0 10 3 JyieT, poAMBIIMXCS ¢ OYEeHb HU3KOW U 3KCTpe-
MaJIbHO HM3KOM Maccoii Tea. B paMkax qaHHOTO IpuKasa
Ha 0Oa3e MHoromnpodwmwibHON OombHUIEI ['BY3 «IT'Kb
um. 3.A. banuisesoit JI3M» Obln1 opranuzoBaH LleHTp
BOCCTAHOBMTEJIBHOTO JICYEHMSI JeTel 1O 3 JIeT, POIUB-
IIUXCS ¢ OYeHb HU3KOM M BKCTPEeMaIbHO HU3KOM Maccoi
TeJa, OKa3bIBAIOIIMI SKCTPEHHYIO, TUIAHOBYIO U KOH-
CYJIBTAaTUBHO-TMArHOCTUYECKYIO MEIMIIMHCKYIO TTOMOIIb
HeJoHOLIEeHHBIM aeTsaM Ha 11 arare Bbixaxxkusanus [16].

Ienb uccenoBaHus: OlleHKA HEPBHO-TICUXUYECKOTO
Pa3BUTHS U YaCTOTHI (hOPMUPOBAHUS TICUXOHEBPOJIOTH-
YeCKUX HapYIIeHU y SKCTpeMaIbHO U IJTyOOKO HETOHO-
IIEHHBIX JIeTe C OYeHb HU3KOM 1 OKCTPEMaTbHO HU3KOM
Maccoi Tena.

XapakTepucTuka peten un MetTogbl UCcriefoBaHns

B paGore ocymiecTBIsUIM cOOp M aHAINU3 aHAMHECTH -
YEeCKUX MAHHBIX, COMATMUYECKUII M HEBPOJIOTUYECKUIA
OCMOTp, OIIEHKY HEBPOJIOTMUECKOTO CTaTyca IT0 TpyI-
IaM B JIeKpPeTUPOBaHHBIE CPOKHU. KICITOIB30BaIN METOIBI
MHCTPYMEHTAJIBHOTO 00C/IeIOBaHUS: HelpOoCcoHOTpadUIio
(HCT'), peHTreHOBCKYI0 MYJIBTUCIIUPAJIbHYIO KOMIIbIO-
tepHyto Tomorpaduto (PMCKT), MarHUTHO-pe30oHaHC-
Hyto Tomorpapuio (MPT); metonbl HelipohU3noIOTU-
yeckoro oobcienoBaHust  (31eKkTposHledanorpadus),
CTATUCTUYECKUI aHAJIN3 TIOJTYIeHHBIX TaHHBIX.

B xone nuHamuueckoro HaomoneHus 3a nepuog 2017—
2019 . HamMu mpoBeaeHa OLIEHKAa (PU3MUYECKOTO U HEPB-
HO-TICUXUYECKOTO pa3BUTUS 163 HETOHOIIEHHBIX JeTeid
IyTeM aHaJIM3a TePUHATAILHOTO TMeproa U HaOIIOICHUS
no 18 Mec KOppUTrMpOBaHHOTO BO3pacTa XW3HU. Bbuin
BBIIEIEHBI 3 Tpynmbl: 1-s1 rpyrma — 78 (47,9%) skctpe-
MaJIbHO HEIOHOIIIEHHBIX AeTel, 2-51 rpyrma — 74 (45,4%)
nIyOOKO HEIOHOIIEHHbIX pebeHKa M 3-s rpyrnma — 11
(6,7%) yMepeHHO HeIOHOIIEHHBIX. B 1-10 Tpymmy
BOLIUTMA JETH C TeCTALIMOHHBIM BO3pacTOM MeHee 28 Hel,
BO 2-10 TPYIITYy — JIETH C TeCTAllMOHHBIM BO3pPacTOM OT 28
10 31 Hex, ¢ Maccoii Tesia ipu poxaeHuu ot 560 1o 1500 .
TpeTblo TpyITy COCTaBWIM JETU C TeCTAIlMOHHBIM BO3-
pactoM 32—35 Hen, nmeBmmMe Maccy Tesia 6omee 1500 T
(poIeHHbIE MPEUMYIIECTBEHHO OT MHOTOILJIOHOM Oepe-
MEHHOCTH, MPU KOTOPOI BTOPOW peOEHOK MMeET Maccy
tena meHee 1500 1). 1o reHmepHOMY TIpU3HAKY OTMe-
YeHO HeOOJIbIIIoe MpeodiagaHe MaTbuuKkoB — 84 (52%).
Pacnipenenenrie 1o TeHIEPHOMY COCTaBY (MaJIbUMKHU:
JIEBOUKM) Cpeoy SKCTPEMalbHO HEIOHOIICHHBIX, TJIy-
OOKO HETOHOIIIEHHBIX ¥ YMEPEHHO HETOHOIIIEHHBIX OBIIO
cemytorum: 43:35 (55,1%:44,9%), 35:39 (46,3%:53,7%)
u 6:5 (54,5%:45,5%) cOOTBETCTBEHHO.

Pesynbrathbl M 06CyXaeHne

Cpoxku 1octaHOBKM Ha yyeT B LleHTp BoccraHOBU-
teabHoro JiedeHuss I'BY3 «JII'Kb um. 3.A. banuse-
Boit JI3M» cratucTMYeCcKM 3HAYMMO pas3IMYalIiCh,
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Muponoea A.K. u coasm. OcobeHHOCTH HEPBHO-TICUXUYECKOT'O Pa3BUTUSA HENOHOIIECHHBIX JIeTel, POOMBIINXCS C OUYEHD HU3KOW 1 SKCTPEMAJIBHO...

3aBUCEJIM HAMIPSIMYIO OT CPOKa recTallu U IJTMTeIbHOCTU
npeObIBaHUST peOeHKa B ctauroHape Ha Il sTame Bbixa-
KMBaHUsI U B CpeaHeM cocTaBiisuim 4+2 mec. AHanu3
AHTEHATaJbHOTO Pa3BUTUS JETel ToKa3ay, YTO CPpeIHUIA
Bo3pacT Marepeid Ob1 30E11 jet, y Bcex maTtepeil nme-
JIOCh OCJIOXKHEHHOE TeyeHUe OepeMEeHHOCTU U POJIOB.
HaunbGonee yactbiM ociiokHeHHEM OEpEMEHHOCTH ObLIU
(eToranieHTapHasi HEZOCTATOYHOCTb, HACJEJACTBEH-
Hble TPOMOOMUINU, TeCTO3bI, UCTMUKO-IIEPBUKATbHAST
HEJIOCTATOYHOCTh, YIrpo3a TIPEeXIeBPEMEHHBIX POJIOB,
OTCJIOiKA HOPMAaJIbHO  pACITOJIOKEHHOM  TUTALIeHTHI,
3a00JIeBaHUsI, TIepeNaloIIrecs TTOJOBBIM IyTEM, OCTPBIC
BUpYCHbIe MH(EKIIMU, TOKCUKO3. Kpome mepeunciieH-
HBIX (haKTOPOB B MeHee 3% citydasix BCTpeJaliuch TecTa-
LIMOHHBIN caxapHbIi TUabeT, TUIIOTUPEO3, XPOHUUECKUIA
MUeIoHePUT, KeITIHOKAMEHHas OO0JIe3Hb, SI3BEHHAsI
00JIe3Hb  JIBEHAALATUIICPCTHOM  KUIIKHW, SITWICTICHUS
WV UX COYETaHUE.

IMpn aHanu3e aHTe- WM MHTPAHATAJILHOTO IepHUOaa
ycraHoBJieHOo, 4To 120 (73,6%) neteil ObUIM M3BJICYEHBI
MyTeM KecapeBa CEUEHUSI B TSDKEJIOM COCTOSIHMU, 57
(34,9%) — poxXaeHbI TPY TPUMEHEHUN TEXHOJIOTHI IKC-
TpakopIiopaJibHoro oruionoTBopenust, 18 (11,04%) —
B pe3yJIbTyTe MHOTOIUIOOHOI OepeMeHHOcTH. B achuk-
CHM pa3HOM CTeTIEHU TSIKECTH poaryinch 157 (96%) neteii.
OlieHKa 1o 1Kaje Anrap npu poxiaeHuu Ha 1-it u 5-i
MUHYTax XW3HMU cocTtapisia 4+3 Oamna. Jlerkas rum-
okcust otMevanach y 3,8% neteit 1-it TpyImmbl O CPOKOM
recrauimu MeHee 28 Hen n 'y 27,3% neteit 3-ii rpymibl Co
CpPOKOM rectauuu 6osiee 32 Hefl, y feTeid 2-1 rpymiibl THII-
OKCHU JIETKOI CTENeHU He BBISIBJICHO; TUTTOKCUS CPETHEH
TSDKECTH KOHCTaTHpoBaHa y 66,6% B 1-ii rpymre, y 89,6%
Bo 2-1i rpyrne u 72,6% B 3-ii rpynie (JaHHbIE HEAOCTO-

BEpHBI BCJICICTBUE MaJIcHbKOM BBIOOPKM TIALIMEHTOB
9TOM TPYMIIbI); TsoKeaash TUIOKCUsS umenach y 29,5 %
neTeit 1-it rpymmel, B 9,4% Bo 2-i1 rpymre U B 3-ii rpymme
OTCYTCTBOBAJIA.

Ha wuckyccrBenHoit BenTwisiuuu Jjerkux (MBJI)
Haxomuiuch 140 (85,9%) neteit, sHOOTpaxeaJlbHOE BBE-
neHune cypdakrtaHTa BbimosHeHo 155 (95,1%) netsawm,
nponoskutesbHocTh MIBJI B cpenmHem cocraBuia 18
(15,3£2,9) nneit. Kak nokaszaHo B Tab;a. 1 mocie npo-
BeneHuss MBJI OonbmmHCTBO nmeTeil OBLIM TepeBeIeHDI
Ha CPAP — 74,4% B rpynmne aeteil, pOIUBIIUXCST KC-
TpeMaJIbHO HEeJIOHOIIEHHBIMU U 46% B rpyIie riyooKo-
HEIOHOIICHHBIX.

B HeBposormueckoM craryce OeTeil B Ilepuoie
HOBOPOXIEHHOCT JOMMHUPOBAJ CUHIPOM OOIIEro
yrHeteHusi LIHC (uepeOpanbHOil jgemnpeccuu), Ipo-
SIBJISTIOLIMIICST OOIIMM CHYDKEHUEM MBIIIEYHOTO TOHYCa,
rurno- uiau apediekcueit, oouei rurnnoguHaMuei, OTCyT-
CTBMEM WJIM PE3KUM CHIKEHHEM 0e3yCJIOBHBIX pediiek-
coB. Xapakrtep nopaxkenus LIHC namu OblT pacueHeH
KaK THIOKCUYECKU-UIIEMUIECKUN, peXke TUIOKCHYe-
cku-reMopparnueckuii (tabs. 2). IlonyyeHHble naHHbIC
He TIpoTMBOpeYaT pe3yjbraTaM paHee IPOBEIECHHBIX
HCCJIeIOBAHUIA, PEACTaBIEHHBIM B MEIULIMHCKOM JIUTE-
patype [1, 2, 4, 5]. I1o coobmenusam aBropos [9, 17, 18],
y 100% neteii, poXIEHHBIX Ha pPaHHUX CPOKaxX recra-
U, BbisBiaeHo mopaxeHue LIHC Ttoii wim mHOi cre-
MeHU BbIpaXeHHOCTU. [lopaskeHWIO HEPBHOW CUCTEMBI
B CTPYKTYpe MaTOJOTUH HOBOPOXKIECHHBIX MAacCOil MeHee
1500 T 1 cpokoM recranuu MeHee 31 Hepd ycTymajan pac-
CTPOMCTBA JBIXaHWSI, B YACTHOCTU PECIUPATOPHBIN
nuctpecc-cuHapom (PIAC) u OpoHxosierouyHasi auc-
miasus (BJIJ1), yto Haubosee XapakKTepHO IJisl JeTei

Tabauya 1. TIpomoKMTEIBHOCTh MCKYCCTBEHHOM BEHTHIISINM JIETKHX Y 00CJI€I0BAHHBIX 00JIbHBIX
Table 1. Duration of artificial lung ventilation in the examined patients

Cpok I‘ECTalmul/l, JmrensHocTh HaXoxknennn Ha UBJI, cyr CPAP-repamax
MCII0 AeTen He NPOBOANIACH 1-7 8-30 oonee 30
<28 nen (OH; n=78) 6(7,7%) 10 (12,8%) 32 (41,0%) 30 (38,5%) 58 (74,4%)
28—31 nen (CH; n=74) 14 (18,9%) 30 (40,5%) 24 (32,4%) 6 (8,1%) 46 (62,1%)
32—-35 wen (YH; n=11) 3(27,2%) 5(45,5%) 3(27,2%) = =

IIpumeuanue. Tocne UBJI 601bIIMHCTBO JeTeit ObLIU nepeBeneHbl Ha CPAP-Tepanuio (continuous positive airway pressure (aHIJI.) — MTOCTOSIH-
HOE TMOJIOXHUTEIbHOE JIABJICHKE B JIbIXaTeNIbHBIX TyTsiX). MBJI — rckyccTBeHHast BeHTUIsIMs Jierkux; OH — aKcTpeMaibHO HEIOHOIIEHHBIE,
I'H — rny6oko HenoHoueHHbIe; YH — yMepeHHO HeIOHOIIeHHBIE.

Tabauya 2. Taxects nopaxkennss [ITHC no nanHbIM HeiipocoHorpaduu y 00c/ie10BaHHbIX AeTei, 1 (%)
Table 2. Severity of CNS damage according to neurosonography data in the examined children, » (%)

N3menenns no nanubiv HCT

B e e 1 (o e O
I-II crenenn III crenenn
<28 (BH) 34 (43,5) 40 (51,4) 4(5,1) 78 (100)
28—31 (I'H) 23 (31) 41 (55) 7(10,8) 74 (100)
32-35 (YH) 4 (36,4) 6 (54,6) 109) 11 (100)

Ilpumeuarue. DH — sxcTpeManbHO HeoHoLEeHHbIe; [H — riiyboko HenoHoleHHble; YH — yMepeHHO HeJOHOILIEHHbIE.
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¢ 3KCTpeMaabHO HU3Ko Maccoit tena (PAC —y 37,5%,
BJId -y 13,5%) (9, 19, 20].

I[lpy nuHamMuU4YecKoM TIPOBEAEHUN HEWpOCOHOrpa-
¢dumn (HCT) y Bcex aeTeit ¢ aKCTpeMallbHOM, T1yOOKO#
1 YMEPEHHOM HETOHOUIEHHOCTHIO BBISBJICHBI XapaKTep-
Hble TIPU3HAKU HE3PEJIOCTH MO3TOBBIX CTPYKTYpP: 00€.I-
HEHUe pHCYHKa O0pO3d M M3BWJIMH, HAJIMYKE TOJOCTH
MPO3pavyHOil TIEPETOPOAKH; TTOBBIIICHNE BaCKYJsIpHU3a-
LIMY B TIEPUBEHTPUKYJISIPHBIX 00JIACTSIX HaJ TIEpeIHUMU,
3aTBUIOYHBIMUA POTaMM U TEJIOM OOKOBBIX XKEJTYIOYKOB
B BUJE TOBBIIICHUS 3XOT€HHOCTHU; IIMPOKHE cybapax-
HOMJAIBHOE TTPOCTPAHCTBO U CUJIbBHEBa O0po3/a 3a CUeT
HEIOCTATOYHO  C(OPMUPOBAHHBIX CTPYKTYp  MO3ra
(cM. Tabn. 2). Yame rurokcuyecKu-reMopparnyeckue
nopaxenuss LIHC I-III cremenu mmenu netu, poavB-
myecs ryooKOHEIOHOIIeHHbIMU (65,8%), B MeHbIIEM
MPOLIEHTE CJIyyaeB — 3KCTPeMaJlbHO HEIOHOIICHHbIS
(56,5%). Takum ob6pa3oM, TITyOOKOHEIOHOIIIEHHBIE IETH
C OCJIOXXKHEHUSIMU TIepuoaa HOBOPOXIEHHOCTU OTHO-
CATCS K OCHOBHOM TPYIIIe pYCKa Pa3BUTHST MHBATUIN3Y -
PYIOIINX COCTOSTHUIA.

IToMuMO HEBPOJIOTMYECKMX, HAMU OBUIM BBISIBICHBI
COITYTCTBYIOIIIME 3a00JieBaHUSI, OTSTOIIAIONINE COCTOSI-
HUE JeTell M yXydaalollyde IMPOTHO3 BOCCTAHOBJICHUS
¢yHkumit HepBHOU cucteMmbl. Hambonee yacto BcTpe-
yanuch PIC u BJI, pernHomnarusi HOBOPOXIEHHBIX,
aHeMUsT CpedHel CTEMeHU TSKECTH, THOWHO-BOCIAI-
TeabHbIe 3a00JieBaHUs (MEHUHTUT, CETICUC, TTHEBMOHUS
U 1Ip.), HEOHATaJbHBIE cynoporu u np. B tabi. 3 mpen-
CTaBJIeHbl JaHHbIE O YacTOTe COIYTCTBYIOILIEW MaTo-
Joruv. Kak BUIHO M3 3TOM TabJUIIBI, B TPYIIIE 3KCTpe-
MaJIbHO HEIOHOIICHHBIX JeTeil Mpeobanaiu TsKesblie
paccTpoicTBa JBIXaHUSI, CIOCOOCTBYIOIINE (HPOPMHUPO-
BaHuto BJIJI, pernHomaTuss HOBOPOXAEHHBIX, KOTOpPas

OPUINHAJIbBHbBIE CTATbU

perpeccupoBajia K 8—9 mec XM3HU, U aHEMUsI CpeaHei
CTETIEHW TSDKECTH, TpeOylolas JIUTEIbHON 3aMecTH-
TeJbHOU Tepanuu. Bo 2-ii rpyrre riy0OKOHEIOHOIIEeH-
HBIX JIeTell Ha TTepBOM MECTe OBIIIM pacCTPOMCTBA JTbIXa-
HUST W PETUHOIATUM HOBOPOXIECHHBIX, B MEHbIIEH
CTETIeHW — TPOSIBJIeHUsT aHeMuu. B rpyrme neteit ¢ yme-
PEHHOI HEJOHOIIEHHOCThIO COMAaTUYECKKE OCTIOKHEHMS
BCTpeyaanch 3HauyMTebHO pexe. Kak mokaszano kKata-
MHeCTUYecKoe HabJIoIeHre MalueHTOB, HaJuurMe coMa-
TUYECKUX OCJIOKHEHMI OTpaHWYMBaIO BO3MOXKHOCTH
MpOBeAeHNS a0WINTAILINM, YTO YCYTYOISIO JajibHeIee
MIPOTPECCUPOBAHNE HEBPOJIOTMUECKUX HAPYIIICHUIA.

B Hamem mccienoBaHuM TIpU aHaaM3e CPOKOB (op-
MMPOBAaHUST TICUXOMOTOPHBIX HAaBBIKOB B IEPBOM ITOJIY-
TOJWY KWU3HU BBISIBJICHO, UTO Y JETEI C IKCTPEMaJIbHOM,
IIyOOKOI ¥ YMEePEeHHOU HEJOHOIIEHHOCTBIO CYIIIECTBEH-
HBIX OTKJIOHEHU B MOTOPHOM M TICUXUYECKOM Pa3BUTUU
He ObuTo: y 140 (85,9%) nmeteit 3aperucTpupoBaHO HOP-
MasibHOE ((hU3MOJIOrMYECKOE) pa3BUTHUE C YIETOM KOPPU-
TMPOBAHHOIO Bo3pacTa XXu3HU. OTHAKO B MOCJIEAYIOIIEM,
omnke K 9 1 12 mec, obpaliaer BHUMaHUE YBeJIMYCHUE
qycya AeTel ¢ OTCTaBaHUEM B TICMXOMOTOPHOM Pa3BUTUM
(oTMeyanach 3amepkka (OpMUPOBAHUSA KaK MOTOPHBIX
GyHKUMI, TaK W TICUXO3MOIMOHAJIBHOTO pPa3BUTHUS).
3amepKKa TICUXOMOTOPHOTO Pa3BUTHSI CPEIHEN CTEITeHU
TSIKECTU B 12 Mec KOppUTMPOBAaHHOIO BO3pacTa OTMeva-
JIach y Kaxaoro msaToro peberka (33 pedenka — 20,2%).
B Ta6n. 4 u 5 npencrapieHbl JaHHbIE 0 (POPMUPOBAHUM
JLIT, snunerncuM M OKKIO3MOHHON ruapoledalnn
B 3aBUCUMOCTH OT CPOKa TeCTallid Ha MOMEHT POKICHUSI
M OT MaccCHhl TeJia TIPU POXKICHUM.

JnHamMuyeckoe HaOIOAeHNUE AeTeil BBISIBUJIO pas3jiu-
Yyie B OLICHKE PUCKOB (DOPMUPOBAHUS HEBPOJIOTUYECKOM
MMaToJIOTMH, TIPU KOTOPOM CPOK TecTalluh UMea OOJIb-

Tabauya 3. YacToTa COMYyTCTBYIOMIEH MATOJOTMH Y 00C/IeI0BAHHBIX JIeTei
Table 3. Frequency of concomitant pathology in the examined children

ComnyTtcTByIonmMe 3a60J1eBaHUS

Tpynna, yncio aereid, CPOK recTammm

1-a (BH; n=78) 2-a (TH; n=174) 3-a (YH; n=11)

<28 men 28—31 nex 32—-35 nen
PecniipatopHblil JUCTPECC-CUHAPOM ¥ OPOHXOJIETOYHAS UCILIA3US 76 (97,4%) 59 (79,9%) 4 (36,4%)
PeruHONAaTHA HETOHOIIEHHBIX 44 (56,4%) 49 (66,2%) 3(27,2%)
AHeMUsT HeIOHOIIEHHBIX (PaHHSISI U TIO3THSIS) 70 (89,7) 46 (62,1) 3(27,2%)
THOITHO-BOCTIAJIUTENIBHBIE 3a00JIEBAHUA 27 (34,6%) 20 (27,0%) 4 (36,4%)
OTKPBITHII apTepUATbHBIN MPOTOK (TEMOTMHAMWYECKH 3HAYNMBbIN ) 27 (34,6%) 19 (25,7%) 4 (36,4%)
Ipbrka (TIaxoBasi U/WIH MyMOYHAsT) 18 (23,0%) 6(8,1%) —
Hapymenus nuranus 8 (10,3%) 8 (10,6%) —
Bpoxnennsie nopoku passurus (kpome LTHC) 2(2,6%) 5(6,7%) 1(9,0%)
Puick pernHonaTum — 11 (14,9%) 3(27,2%)
HeonaranbHble cymoporu 32 (41,0%) 22 (29,8%) -

Ipumeuanue. B 99% ciyyaeB oTMeUaIoch cOUeTaHKE COMYTCTBYOLIMX 3a0oieBanmii. DH — akcTpeMaiibHO HepoHoleHHbie; ['H — riy6oko
HenoHoleHHble; YH — ymepeHHo HenoHoleHHble; LIHC — neHTpanbHas HepBHas cuctema.
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11ee 3HaueHue, YeM Macca Tejia Mpu PoXAeHUU. Y Helno-
HOILIEHHBIX JIeTeil, POAUBIINXCS paHee 28 Hel recTaiuu,
B 12 Mec KOppUTMpOBaHHOIO Bo3pacta yacrorta chop-
MMPOBABIINMXCS ~ WHBATUAUZUPYIOIMINX  3a00JIeBaHUIA
Oblja BBIIIE, YeM B TPYMIE AeTei, POAUBIIUXCS C IKC-
TpeMaJIbHO HU3KO# Maccoi Tena. B uwactHoctm, JILIIT
K 12 Mec KOppUripoBaHHOTO Bo3pacTa chOpMUPOBATIOCH
y 20 (12,3%) neteii, cpeny KOTOPHIX 8 — ¢ BKCTpeMalib-
HOI HEJIOHOIIEHHOCThIO, 10 — ¢ rIyOOKO# HEeTOHOIIEH-
HOCTBIO U 2 — C YMEPEHHOI HemoHOolIeHHOCThI0. [lomy-
YeHHbIE HAMM PE3yJIbTaThl HEe TIPOTUBOpPEYAT CBEICHUSM
suteparypsl [17, 18].

Ilo Hammm panHbIM, netu ¢ LIl umenn otkio-
HEHUSI B HEPBHO-TICUXMYECKOM pPa3BUTUM, HaYMHasI
¢ 5—6-MecsTYHOTrO0 KOPPUTMPOBAHHOTO Bo3pacTta. B HeB-
ponornyeckoM craryce y Beex aereit ¢ LI ormevanuch
HapyllleHUEe MBIIIEYHOTO TOHYCA, 3alepKKa peayKIuu
BPOXIEHHBIX pediekcoB  (JIAOMPUHTHO-TOHUYECKUX),
M3MEHEHUS CYXOXKWIBHBIX PehIeKCOB, PAaCTOPMOXKEHHBIE
crapti-peakuuu. [1pu 3ToM M30JMpOBaHHOE HapyIlIeHNE
MBIIIEYHOTO TOHYca, oTMeuaBlieecss y 98% (160) obcne-
JIOBaHHBIX HAMM HEIOHOIIECHHBIX AeTeit 1o 8—10 mec Kop-
PUTMPOBAHHOIO BO3pacTa, HE TPUBEJIO B JajlbHEHIIEM
K (hOPMUPOBAHUIO CHHIPOMA ABUTATETbHBIX HAPYIICHWIA,
B CBSI3M C YeM He JOJDKHO pacCMaTpUBaThCs KakK MPOTHO-
CTUYECKU HeOIaronpusaTHBIN MpU3HaK.

B 10 cmyuasx JLIT pa3Bwics y nmereil ¢ mepuBeH-
TpukyasipHon Jserikomansuein  (I1BJI) B anamHe3e:
y 3 nmereii U3 Ipynibl ¢ 3KCTPEMaJbHOW HEJOHOIIIEHHO-
CThIO, Y 5 — W3 TPYIIIbl C T1yOOKO HETOHOIIEHHOCThIO,
y 2 — U3 TPYNIbl ¢ YMEPEHHO HEIOHOIIEHHOCThHIO.
B 6 cayuwasx AUIT pas3Bwica y nereid, TepeHeCIInX
IBJI u BHyTpuxenynoukoBbie KpoBousnusHus (BZKK)
II-III crenenu: y 2 nereil ¢ 3KCTpeMajbHOW HEI0-
HOILIEHHOCTbIO, 4 — C MIyOOKOW HEIOHOIIEHHOCTHIO.
B 3 ciywasix JILTT pasBuscs y gereii, mepeHeCInx B HEO-
HaranbHOM Tiepuone BXKK III crenenu ¢ mapeHxumatos-
HBIM KPOBOMBIUSHUEM, YTO MPUBEJIO K (HhOPMHUPOBAHUIO
OKKJIIO3MOHHOW ruapouedannu, norpedboBaBIlieil Heil-
POXUPYPTUYECKOTO BMEIIATEIbCTBA — YCTAHOBKM BEHTPH-
KyJonepuToHeajbHoro 1ryHTa. Bee 3 ciayyast otmevanuch
B TPYIIIe SKCTpeMaJIbHO HEIOHOIIICHHBIX JaeTeil. B eqmH-
crBeHHoM ciydae JILIIT pa3Buiics y pebeHKa, MMEBILIEro
IIBJI u B aHamMHe3e THOWHBIII MEHWUHTUT, BEHTPUKYJIUT
(Tpyrmma 3KCTpeMaJbHO HeTOHOIIEHHBIX).

VY 5 (3%) nmereii B HalleM HCCJEIOBAaHUU TTOMUMO
JLIT Oblma mmarHocTMpoBaHa CTPYKTypHast (poKajbHast
SMUJIETICUS: Y 3 3KCTPEMaJIbHO HEIOHOIIEHHBIX JETeM,
nepenecmnx BXKK I1I crenenu, y 2 — ¢ rimy6oKoii Hexo-
HOIIEHHOCThI0, TiepeHecmmx [IBJI. HeonaranbHble
cyaoporu otMevyanuch y 54 (33,1%) neteit —y 32 (41,0%)
SKCTPEeMaIbHO HEIOHOIIEHHBIX Uy 22 (29,8%) rnyboko-
HeJIOHOIIeHHBIX. Kak M3BeCTHO MO TaHHBIM JIUTEPATYPhI,
PUCK pa3BUTHUS HEOHATAJIbHBIX CYIOpOT Y TpeXIeBpe-
MEHHO pOAMBIIUXCS JeTeil 3HAUMTEJIbHO BBIIIE, YeM
y IOHOIIIEHHbBIX, 1 O0OpaTHO TMPOIOPIIMOHAJIEH TecTallu-
OHHOMY BO3pacTy U Macce TeJia Ipu poxaeHuu [21].

CorracHO TIOJyYeHHBIM pe3yJibTaTaM BO BCEX CIIy-
yasx 3MUJIeTICHs 1e00THpoBaia B TIepBbie 6 MeC KU3HU,
00ycIoBIMBasT HEOOXOAMMOCTh JUIMTEJIBLHOTO Ioabdopa
MPOTUBOSITMIICTITUYECKOM Tepanuu. Bce metw moy-
Yyajau OT 2 10 3 MPOTMBOSMWICNITHUECKUX TPerapaTos,
MIpY 3TOM Yy 2 JieTeit mMenach (papMaKoOpe3MCTeHTHOCTb.

TakuM 00pa3oM, TPOBEIECHHOE WCCICAOBaHUE ele
pa3 MOATBEPAUIIO 3aBUCUMOCTD YacTOThI HEOIaronpusIT-
HOTO HEBPOJIOTMYECKOTO MCXOAa OT TSKECTH MOBPEXKIE-
HUSI TOJIOBHOTO MO3Ta B aHTe-, MHTPa- 1 MOCTHATAJIbHOM
nepuogax. Y JeTeil, TepeHecIIMX TsDKelIble TreMoppa-
ruyeckre mnopaxkeHus rojioHoro mosra u I1BJI, moct-
HatanbHO chopmupoBasiuck JAUIT B 12,3% ciyuasx,
CTPYKTypHast snujencuss — B 3,9%, OKKIIO3MOHHAs
ruapouedanmust — B 3,9%. dnsa nporHosuposaHust ¢op-
MUPOBaHUs HEBPOJIOTUYECKOTO AeULInTa OoJbIliee 3Ha-
YeHMe MMeeT OLIeHKa CPOKa TecTalliid HOBOPOKIEHHOTO
10 CPaBHEHUIO C €ro Maccoil Tejla Ipu poXaeHnu. Tak,
TONBKO Y 5,3% neTeil ¢ 3KCTpeMaJbHO HU3KOW Maccoit
Tella M3 mccieayeMoit rpynmbl cpopmupoBancs J1IIT,
Torga KakK 9KCTPeMalbHO HEJIOHOIIEHHBIC NETH COCTa-
B 10,3% (cm. Tabu. 4, 5).

ITonyyeHHBIE HAMU YaCTOThI HECKOJIBKO HUXKE OIH-
CaHHBIX B JiUTepaType. Tak, 1O OIHUM MCTOYHUKAM,

Tabauya 4. Yacrora popmuposanus LI, snunencun,
ruziponedaaui B 3aBUCHMOCTH OT CPOKA FecTaIluu y 00cie0-
BaHHDIX JIeTell K 2-JIeTHEMY BO3PACTy

Table 4. The frequency of formation of cerebral palsy, epilepsy,
hydrocephalus, depending on the gestational age

in the examined children by the age of 2 years

Tpynna, yncio HeBpousiornyeckue 0CJI0XKHEHUS

ni::f;lfgzl{ AT ommnencnst  ruaponedamus
ﬁiié’éi?iieﬂ) 8(10,3%) 3(3.9%)  3(3.9%)
5?_(3”1?3;;) 10 (13,5%)  2(2,7%) _
WO

IIpumeuanue. DH — skcTpemalibHO HenoHoweHHble; ['H — riry6oko
HeJIOHOIIEHHbIE; YH — yMepeHHO HEeIOHOIIEHHEIE.

Tabauya 5. Yacrora dopmuposanus LI, snunencun,
ruaponedainy B 3aBUCHMOCTH OT CPOKA MACCHI IPU POXKIEHUM
Y 00CJIeIOBAHHBIX JIeTeii K 2-JIeTHEMY BO3PACTy

Table 5. Frequency of formation of cerebral palsy, epilepsy,
hydrocephalus depending on the term birth weight

of the examined children by the age of 2 years

Macea Teia Hespouornyeckue oc10kHeHus
TIpH POXKIACHUH JULIT snmiencuss  ruapouedanus
BHMT (n=76) 4(5,3%) 1 (1,3%) 1 (1,3%)
OHMT (n=77) 15(19,5%) 4 (5,2%) 2(2,6%)
HMT (n=10) 1 (10%) = =

Ilpumeuanue. DHMT — akcTpemanbHO HU3Kas Macca teaa; OHMT —
OUYCHb HU3Kasi Macca Tela.
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4acToTa HeOJaronmpusiTHOTO HEBPOJOTUYECKOTO MCXOda
npu Tsikenbix remopparusix u [1BJI y BbkuBIINX neteit
cocTasisieT oT 38 mo 74% [17, 22, 23]. 1o apyrum ucrou-
HUKaM, OO0Iasi 4yacToTa HEBPOJOTMUYECKON MaTOJIOTUH,
pxmovas LI, okximo3moHHy0 Tuapoiedalnio, BTO-
PUYHYI0 MUKpoledaanio, CJIEINoTy, HEUPOCEHCOPHYIO
TYTOYXOCTb W CTPYKTYPHYIO SIUJIETICUIO, COCTABIISIIOT
okoJjio 20% cpenu meteii ¢ Maccoi Tesia MpU POKIACHUU
MeHee 1000 1; 14% — cpenm neteit ¢ maccoit ot 1000
1o 1500 1; 6% — ¢ maccoit ot 1500 mo 2500 r; HUKe 5% —
cpenu NOHOIIEHHBIX Aeteit [12, 24—26]. Puck pa3BuTust
JLIT y pebeHKa, poAMBILIErOCsS HETOHOIIEHHBIM C Mac-
coii tena meHee 1500 1, B 20—30 pa3 npeBblilIaeT TaAKOBOM
B OOILIe# TTONYJISIIIMN HOBOPOXKACHHBIX AeTel [12, 24].

3akovyeHue

Takum 00pa3om, Mo pe3yjabraTaM HaIIero MCCIea0-
BaHUS TIPU OLIEHKE HEBPOJOTUYECKOrO cTaryca y JeTeid
C OYEHb HU3KOW M DKCTPEMaJIbHO HU3KOW Maccou Tena,
C TecTallMOHHBIM BO3pacToM MeHee 31 Hed mepBoCTe-
MMeHHOE 3HaUeHUe UMEIN CPOKU PEAyKIIMU Oe3yCIIOBHBIX
pediekcoB (JIaOMPUHTHO-TOHUYECKUX) T10 CPaBHEHUIO
C U3BMEHEHHMEM MBIIIIEYHOTO TOHYCA.

IMpu oneHke pUCKOB (POPMHUPOBAHUST HEBPOJIOTHYE-
CKOI MaTOJOTUU Y HETOHOIIEHHBIX JIeTeil HeOOXOIUMO
VYUTHIBATh CPOKM TeCTAallMM Ha MOMEHT DOXKICHWUSI,
UMerolIre OOoJIbIIoe 3HaYeHWe B (POPMHUPOBAHUU TexX
WY WHBIX HEBPOJOTUYECKUX OCJOXHEHWI B HalbHEH-
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OPUINHAJIbBHbBIE CTATbU

Kmunnueckue ocodennoctT TORCH -cunapoma npu BpoXKIeHHOH HATOMEraJIOBUPYCHOI
HH(EKIMN Y HOBOPOXKIEHHBIX JeTell B 3aBUCMMOCTH OT MACChI TeJIa NP POKIECHUH
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Clinical features of the TORCH syndrome in newborns with congenital cytomegalovirus

infection depending on birth body weight
O.K. Kirilochev', D.F. Sergienko’, A.1. Kibirova®

'Astrakhan State Medical University, Astrakhan, Russia;

2Alexandro-Mariinsky Regional Clinical Hospital, Astrakhan, Russia

eas uccienoBanus: u3yuntsb KinHudeckne ocodennoctd TORCH-cunapomMa npu BPOXKIEHHON UTOMETATIOBUPYCHON HH(EKIMH

Y HOBOPOZKICHHBIX B 3ABUCUMOCTH OT MACCBHI T€JIA NPH POKICHUH.

XapakTepucTuka aereit 1 Mmetoabl ucciaenosanus. Iloa Haomonennem Haxoauauch 70 nanueHToB (43 HeIOHOIEHHBIX, 2710HO-
HIEHHBIX) C BPOXKIEHHON OCTPOil HUTOMErajioBUpPycHOW uH(pekuueil, ManudecTHoii ¢opmoii. XapakTepucTHKA NANMEHTOB:
1-s rpynna — 21 HeIOHOMIEHHDI PeOEHOK C IKCTPEMAJIbHO U 0UeHb HU3KOI MaCCOii TeJla PU POXKIeHNH; 2-5 rpynna — 22 Helxo-
HOUIEHHBIX C HU3KOi Maccoii Teaa; 3-s1 rpynna — 27 AOHOUIEHHBIX jAeTeil ¢ Maccoii Teaa 6osee 2500 r. JIuarHo3 BpoxKaeHHO#
NUTOMETAJOBUPYCHOI HH(peKnun ycTanapamsajics Ha ocHoBanuu Hamunsi TORCH-cunnpoma u 3THosI0rnuecKkoii Bepudukamum

B NepBbie 3 HeJ JKU3HH.

Pesynbsrathl. BrisiBiieHO, YTO y jeTeil ¢ 3KCTpeMaJbHO M OYeHb HU3KOil Maccoii Tesna goctoBepHo yame (p<0,05), yem y nereii
¢ HU3KOii Maccoii Tesia, BeTpeyannch ruaponedains ¥ MHTePCTUIMAIbHAS THeBMOHMA. [1oKa3aHo, YTO y JOHOIIEHHBIX NAIUEHTOB
¢ maccoii Tesia 6osee 2500 r cTaTHCTHYECKH 3HAYMMO Yalle, YeM Y HeJJOHOIEHHbIX, HAO0II01aINCh TeMOJIMTHYECKAS AaHEMHUs, KaJIb-
mMGUKaThI rOJI0BHOTO MO3ra U BPOXK/ieHHbIe NOpoKH cepaua (p<0,05). YvmeHblenne Npoao0JKUTENbHOCTH OepeMeHHOCTH NpH Tpe-
JKIEeBPEMEHHbIX POJAX CIOCOOCTBYET PeAKOMY BO3HMKHOBEHHMIO Y HEJIOHOINEHHBIX IeMOJMTHYECKOW aHeMuH M Kajibuupukaros
B FOJIOBHOM Mo3re. [1Jisl JOHOIIEHHBIX JeTeil XapaKTepHa NePUBEHTPHKY.IAPHAS JIOKATN3ANMS KATbIU(UKATOB. Y HOBOPOKIEHHBIX
C BPOXKIEHHBIMH MOPOKAMHM CepAla M HaamuueM Apyrux KiauHudeckux nposisiennii TORCH-cunapomMa HeoOX0AMMO MCKIIIOYATH

BPOKIEHHYI0 IMTOMEraJIOBUPYCHYI0 MH(EKIHIO.

3akmouenue. Pe3ym,TaT1,1 HCCJICA0OBAHMA MOKHO UCIIOJIb30BATDh MJId IMArHOCTHKH ].lI/ITOMeI‘aJIOBH])yCHOﬁ l(ll-[(l)el(].[l/[[/l y neTeil B 3aBU-

CHUMOCTH OT MACCBI T€JIa NIPA POKIECHUH.

Karouesote caosa: Hosoposcdertble, HeOoHOWeHHble Oemu, 8podcoerHas yumomezanrosupycuas ungexyus, TORCH-cundpom.

Ans untuposanuns: Kupunoyes O.K., Cepruerko [.®., Knbuposa A.N. KnuHunyeckmne ocobeHHocTy TORCH-cuHApomMa rpuv BPOXAEHHOM LMTO-
MerasioBUpPYCHON MHGpEKLUNN y HOBOPOXAEHHbIX AETel B 3aBUCUMOCTU OT Macchl Tena rnpuv poxaeHuu. Poc BecTH nepuHaton n neaunatp 2021;
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Objective: to study the clinical features of TORCH syndrome in newborns with congenital cytomegalovirus infection depending on

body weight at birth

Characteristics of children and research methods. The study included 70 patients (43 premature, 27 full-term) with with congenital
acute cytomegalovirus infection, manifested form. Patient characteristics: Group 1: 21 premature children with extremely and very
low body weight at birth; Group 2: 22 premature children with very low body weight; Group 3: 27 full-term children with body weight
more than 2,500 g. The congenital cytomegalovirus infection was diagnosed on the presence of TORCH syndrome and etiological

verification in the first 3 weeks of life.

Results. The authors found that children with extremely and very low body weight significantly more often (p<0.05) had hydro-
cephalus and interstitial pneumonia than children with low body weight. The full-term patients weighing more than 2,500 g suf-
fered from hemolytic anemia, brain calcifications and congenital heart defects (p<0.05) statistically significantly more often than
preterm patients. Reduced duration of pregnancy in preterm labor contributes to the rare occurrence of hemolytic anemia and
calcifications in the brain of premature babies. Periventricular localization of calcifications is characteristic of full-term infants.
It is necessary to exclude congenital cytomegalovirus infection in newborns with congenital heart defects and other clinical man-

ifestations of TORCH syndrome.

Conclusion. The results of the study can be used to diagnose cytomegalovirus infection in children, depending on the birth weight.

Key words: newborns, premature infants, congenital cytomegalovirus infection, TORCH syndrome.
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Kupunoues O.K. u coasm. Knmunnueckue ocoderHocti TORCH-cuHapoma npy BpoXkIeHHO LIMTOMETalOBUPYCHOM MH(EKIIMU Y HOBOPOXIEHHBIX JeTeit

AETyaJ‘[bHOCTI) U3YyYeHUs]  LIUTOMETraJIOBUPYCHOM
HpeKIUn O0O0YCIOBJICHA IITUPOKON LMPKYJISLIUEH
LIMTOMETAJIOBUpPYCA B TMOMYJISILIMA M BBICOKON 4acTOTOM
rnepegavyu ero oT Marepu pedeHky [1, 2]. utomeranoBu-
pycHast MHDeK1Ms — ofHa 13 HanboJjiee pacrpoCTpaHEeH-
HBIX BHYTPUYTPOOHBIX MH(MEKIINI, BbI3bIBAIOIINX TSIKE-
Jple 3a00JIeBaHMs, BIUIOTh IO TmMOeiau pebeHka [3, 4].
Bce BHyTpuyTpOoOHBIE MH(MEKLIMU, B TOM UYMCIIE LIUTO-
MeTaJlOBUPYCHAsl, UMEIOT CXOJHYIO KJIMHUYECKYI0 Kap-
TUHY, TO3TOMY UX 00beAnHIOT B oHy rpyrniny TORCH-
nHpekumnit: T — Tokcoruiazmo3  (Toxoplasmosis),
R — kpacnyxa (Rubeolla), C — uutomeranus (Cytomega-
lia), H — repniec (Herpessimplex) u O — npyrue (Other).
Jns KIIMHWYECKOM JIMArHOCTUKU MCIIOJb3YETCsl TEPMUH
«TORCH-cuHapoM» — COBOKYITHOCTb KIMHUYECKUX,
J1abOpaTOPHBIX U MHCTPYMEHTAIbHBIX JaHHBIX, HA OCHO-
BaHUU KOTOPBIX MOXKHO TPEANOJIOXUTh WA TOCTaBUTh
JIMaTHO3 BHYTPUYTPOOHOM nH(peKmn. OOIIre CUMIITOMEBI
BHYTpUyTpoOHO# nHpekimu u3 rpymnnsl TORCH crneny-
oIlIMEe: BPOXIEHHAsI TUMIOTPOUSI, KeJITyXa, rernarocrie-
HOMerTausl, MUKpoledanus, ruapouedanusi, Kaabluudu-
KaTbl UM KUCThI B TOJIOBHOM MO3T€, TPOMOOILIMTOTICHUSI,
TeMOJINTUYECKAsT aHeMMsI, KOXKHBIE CBHITU, BPOXKICHHBIN
IMOPOK Cep/lia, MUOKAPANUT, MHTEPCTULIMATbHAS TTHEBMO-
HUSI, XOPUOPETUHMUT, KaTtapakra, IiiayKoma, KepaTOKOHb-
IOHKTUBUT, HEUMMYHHasl BOASIHKA [3, 6].

KnuHuueckasi kapTuHa BpPOXIEHHOM ILIMTOMErajio-
BUPYCHOI MH(EKIIMM MOXET ObITh B BuAe MaHUGECT-
HOI U CYOKJIMHUYECKOI (DOPMBI, TIPU 3TOM TOCTIETHUN
BapuaHT BcTpevaeTcst vanie (85—90% cayuaes) [7, 8].
Knaccuueckasi cumnTomatnka MaHUGMECTHOM I1IUTO-
METaJIOBUPYCHON MH(MEKIIMK Yalle BCero MposiBIsieTcs
crenytomiumMu ~ KommoHeHTamu  TORCH-cuHzgpowma:
renaTocIJiIeHOMerajuei, TeMOJUTUYECKO aHeMueu
U XKEJNTyXol, Mukpouedaiueir, XOpHUOPETUHUTOM,
KanbuudukaTaMu B rosoBHOM Mmo3sre [5]. Ilo Heko-
TOpeIM AaHHBIM, y 70—80% TmanueHTOB € BPOXKICH-
HOU MaHU(ECTHON IIMTOMETaJOBUPYCHON MHMEKIME
BCTpeyvaeTcsi 00siee OMHOTO U3 CIASAYIOIIUX CUMIITOMOB:
HU3Kasl JJIsi CBOEro TecTallMOHHOIO BO3pacTa Macca
TeJla TIPU POXIEHUM, XKeJiTyxa, TpoMOouuToneHus [9].
TpynHOCTHM KJIMHWUYECKOW AMArHOCTUKU LIMTOMErauao-
BUPYCHOM MHMPEKIUU MOTYT ObITh CBSI3aHbI KaK ¢ MYJIb-
TUOPTaHHOW CUMIITOMAaTUKOW TTOpaxKeHusl, Tak 1 ¢ Cy0-
KJIMHUYECKON (JlaTeHTHOI) ¢opmoii 3abosieBaHMUS
[10, 11]. TTaTosorust LeHTpaJILHOW HEPBHON CHUCTEMBI,
0COOEHHO TIpM aHTEHaTaJbHOM MH(MUIIMPOBAHUU
mroaa, MoxeT BcTpedaTbest B 30% ciydaeB v 00yCIOB-
JIMBaTh WHBAJIMOHOCTL pebeHka [12]. Llmromerasno-
BUpYCHast MHGEKIIUS B 3TUX Cydasix MOXET MPOTEKaTh
MOJi MAacKOW TEepUHATAJILHOTO TOpPaXXeHUs! LEHTPalb-
HOIl HEPBHOW CUCTEMBI, UTO 3aTPYIHSIET AUArHOCTUKY.
OclloxXHeHusl  Tocjie  TepeHeceHHOoW  MaHudecT-
HOM LIMTOMErajJOBUPYCHOW WHMEKIIMU BCTPEYaIOTCs
y 40—90% nawuuenTos [7, 10].

Apnantaiiuss HOBOPOXIEHHBIX K BHEYTPOOHOM XU3HU
3aBUCUT OT CTEeNeHU (QYHKIIMOHAJIBHON 3peiocTH X

opraHoB M cucteMm. [loaTomy rpyriy BBICOKOTO pucKa
pa3BUTHUSI LIMTOMETAJIOBUPYCHON WMHQEKIMN TMpeacTaB-
JISIIOT HEJAOHOIIEHHBIE AeTU. Y JeTeil ¢ 3KCTpeMallbHO
HU3KOW M OYEeHb HU3KOU MAaccoil Tena MpU POXICHUU
B CBSI31 C UMMYHOJIOTUYECKMMU OCOOCHHOCTSIMU, He3pe-
JIOCThIO crieuuduUecKre MpPOSIBJIEHUS 1IUTOMErajoBU-
pYCHOI MH(MEKIIMU MOTYT OTCYTCTBOBATb WU TMpeTeprie-
BaTb KJIMHUYeCKUe u3dMeHeHus [13]. Y HemoHOIIeHHbBIX
JeTeil, HauMHasi ¢ BHYTPUYTPOOHOIO Mepuoja, BIOJIHE
BO3MOXXHbI MH(EKIMOHHBIE TMPOLIECChl CMEIIaHHOM
9THOJIOTUU (LIMTOMEerajioBupycHasi MHpekuusi + Oak-
TepuasibHasi Jjopa), 4TO MOXKET MMETb MHOroooOpas-
HBle KJIMHWYeCKue mposiBiaecHus [14]. Y HemoHoIeH-
HBIX JETEU ¢ Maccoil Teja mpu poxaeHuu meHee 1500 r
BBIIIIE PUCK Pa3BUTUSI OTHAJEHHBIX IOCIEACTBUIA [7].
Hertu, nepeHecire BPOXKICHHYIO [IMTOMETAIOBUPYCHYIO
UHGEKIUIO, OTCTAaloT B (PU3MYECKOM U TICUXOMOTOP-
HoM pa3Butum [15]. BpoxkaeHHasi 1LUTOMErajioBUpyC-
Hasgs MH@EKUMST MOXET MMETh KIMHMYECKUE <«MacKu»
WJIM XapaKTep «CKPBITOTO» IIUTOMEraJIOBUPYCHOTO CHH-
JIpOMa, YTO MPUBOAMT K MO3AHEN qruarHocTuke [16].

ea» wuccaenoBaHmsi: M3YyYUTh KIWHUYECKHUE OCO-
6enHoctu TORCH-cuHnpoma 1npu BpOXIEHHON LIMTO-
MEeTaJOBUPYCHON WHGEKIIMU Y HOBOPOXIECHHBIX [eTei
B 3aBUCHMMOCTH OT MaccChl TeJla TIpY POKIECHUU.

XapakTtepucTuka getei u MeToAbl UCCnefoBaHuUS

Ilon nabmonenmem Haxoguauch 70 HOBOPOXKIEH-
HBIX JIeTeil C JMarHO30M <«BPOXIEHHAas LIMTOMETrao-
BUpYCHast uHbekuus». Bce maiuueHTsl ObUA pa3OuThI
Ha 3 rpynrmbl. B 1-10 rpyrnny Bkirouwiu 21 HeIOHOIIEH-
Horo pebeHka (10 manpuukoB, 11 nmeBouek) c 3KCTpe-
MajibHO HU3KoK (mo 1000 r) M oyeHb HU3KON Maccoii
tena (mo 1500 r), Bo 2-10 rpynny — 22 HEIOHOIIEHHbBIX
pebeHka (13 manbumkoB, 9 neBOYEK) C HM3KOM Mac-
coii Tena (1o 2500 r) mpu poxaeHuu. Takum obOpaszom,
BCEro cpeay 00CIeHOBaHHBLIX ObUIO 43 HEAOHOIIEHHBIX
pebeHka. B 3-1o rpymmy Boumm 27 JOHOIIEHHBIX JETEi
(18 manbuukoB, 9 neBouyek) ¢ Maccoi Teia MpU PoOXIe-
Hum 6ojree 2500 . B 1, 2 n 3-# rpynmax cpemHuii recTa-
LUOHHBINA Bo3pacT pereit 6bu1 28+1,8, 33+1,5 u 39+0,8
HeJl COOTBETCTBEHHO, CPEIHsISl Macca Tejla TIpyU POXKIe-
Hur — 10661262, 20271314 1 33261448 .

Hetn HaOMoOgaMUCh ¢ 3-X CYTOK XXU3HU IO MOMEHTa
BBIMIUCKM M3 CTallMOHapa (MakCMMyM 54 Hell MOCTKOH-
LenTyaJibHOro Bo3pacTta). [IpoBoauaoch TMHAMUYECKOE
HaOJIIOJICHWE C €XEIHEBHOW OLEHKON KIMHUYECKUX,
JJabOPaTOPHBIX M MHCTPYMEHTAIBHBIX TAHHBIX, CBUJIE-
TenbeTBylomux o Hammunyu TORCH-cuHopoma y mereii.
JlaBopaTtopHasi ~ IMarHOCTMKAa  IIMTOMETaJOBUPYCHOM
MH(MEKIIMA OCHOBBbIBAJIaCh Ha OOHAapYXEHWM B KPOBU
oosbHBIX JIHK 1imroMeranoBrupyca MeToioM mojiuMepas-
Hoil nenHoi peakumu (ITLIP) B mepBbie 3 Hen ku3HuU
U Hamuuu crietmduieckux anturea (IgM) k nuromera-
JIOBUPYCY C TOMOIIbIO MMMYHO(MEPMEHTHOIO aHaau3a
[17, 18]. B cBsi3u ¢ BO3MOXHBIMU JIOXKHOTIOJIOXKUTEIb-
HBIMU pe3yJIbTaTaMU MPU OTPeeSICHUHN CelUpDUIECKIX
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IgM yuuTBIBaJIM TOJIBKO T€ M3 HUX, KOTOPBIE COYETAINCH
¢ ooHapyxenuem JJHK meromom ITLIP [19]. Takum oGpa-
30M, Yy BCEX JIeTeil OJHOBPEMEHHO OIpPENeIIsi I10JI0-
xurtenabHbiit  pesynasrat I[P u cneuuduueckue IgM
K IIUTOMETaJOBUPYCY NpU HMMMYHO(DEPMEHTHOM aHa-
m3e. MccnenoBanre OMOXUMUYIECKUX TOKa3aTeeil ocy-
IIECTBJISTM € TIOMOIIBIO OMOXMMUYECKOTO aHalIu3aTopa
CEJIEKTMBHOM 3arpy3Kd II0 MalpdeHTaM — ArmapaT Verno
(Hospitex Diagnostics S.r.L., Wranus). YasrpasByko-
Boe wuccienonanue (Y3M) rojoBHOro mosra BBITTIOJ-
s Ha anmapare Aloka SSD 4000 (ALOKA, Amnonwust).
st OLIEHKM B3aMMOCBSI3M MEXIy TPYyNIaMu TMalieHTOB
C Pa3IMYHOM Maccoy Teja MPU POXIECHUN U COOTBETCTBY-
JOIIMMI MM KadecTBeHHbIMM ITokazatensiMu TORCH-
cHH/poMa ObLIa MpOBeJAcHA CTaTUCTUYECKash 0O0paboTKa
¢ nomoIibio porpamMmmbl MedCalc Version 18.11.6 (Med-
Calc Software bvba, bembrust). @akTryeckue 3HAUYCHUS
yKa3aHbl B aOCOJTIOTHBIX YMCIax 1 mpoleHTax. CpaBHeHUe
OCYIIIECTBIISIA C MCTOIb30BaHUEM KpuTepust y2. Paznuyuus
CUMTAJIM CTATUCTUYECKU 3HAYMMBbIMK T1pu p<0,05.

PesynbTaThbl M 06CyXAeHNe

Ha ocHoBanuu Hanmmunst TORCH-cunapoma (2 komro-
HeHTa u 6osee) 1 aTrosiorndeckoit Bepudukaumu (ILP +
+ MMMyHO(MEPMEHTHBIN aHau3) BCEM HOBOPOXKIECHHBIM
(n=70) ObLT BBHICTABJIEH OCHOBHO! KJIMHUYECKUI IMarHO3:
«BpPOXIEHHAsl OCTpasl LIMUTOMETAJIOBUpPYCHAsT WHMEKIINI,
MaHudectHas popma» (MKB-10; P35.1) [6].

Ha mnepBom »aTame wucciaemoBaHus Oblla IPOBeE-
JIeHa OlLIeHKa B3aMMOCBSI3M KIMHUYECKUX TIPOSBIIC-
Huit TORCH-cuHapoma y HeIOHOLIEHHBbIX AeTeit -
u 2-it rpynnel (puc. 1). M3 Haubosiee XapaKTEpHBIX
JUIST IIATOMETAJIOBUPYCHOM MHMEKIUN KIACCUYECKUX

OPUINHAJIbBHbBIE CTATbU

kmHndeckux nposieiaeHnii TORCH-cuHapoma y Heno-
HOILIEHHBIX TAllMEHTOB TEepPBBIX IBYX TPYIIT BCTpeya-
JINCh XENTyxa (COOTBETCTBEHHO 52,4 n 63,6% cnyvaes),
renatocrieHomeranus (42,9 u 27,2%), TpoMOOLUTO-
neHus (47,6 u 27,2%), BHyTpUYTpOOHas TUITOTPODUS
(19 1 40,9%). I1pu 3TOM CTaTUCTUYECKYN 3HAYUMBIX pa3-
guuuii o atuM Kputepusim TORCH-cunapoma mexmy
rpynramu He ooHapyxkeHo (p>0,05) [5, 9].

CrieyeT OTMETUTD, YTO TaKWe KIMHUYECKHE TPOSB-
JICHUST, XapaKTepHbIE 1T IMTOMETaJIOBUPYCHOM MHMEK-
MU, KaK TeMOJIMTUYECKas aHeMMsSI U KaJlbIU(pUKATHI,
B TOJIOBHOM MO3Te BCTpEYaAIUCh KpaitHe peaKo, a MUKPO-
edaaus ¥ XOPUOPETUHUT Y TTALIMEHTOB HE PErUCTPUPO-
Basuch (cM. puc. 1). OObIYHO XOPUOPETUHUT SIBJISIETCSI
OTHAJIEHHBIM  O(TAJIBMOJIOTUYECKIUM  OCJIOKHEHUEM,
a TIpU3HAKU MUKpoledaTud MOTYT OCTaBaTbCsl CKPbI-
TBIMU B T€UEHUE HECKOJIbKUX MecsIleB Xu3uu |9, 20].

BoisiBieHO, UTO y Aereit 1-if Tpyrmmbl CTaTUCTUYECKU
3HAYMMO yYallle, YeM BO 2-ii Ipyrine, BCTpeyaiach TUIPO-
Hedans 1 THTePCTULIMATIbHAST THEBMOHHS. DTa 3HAaUNMast
CBSA3b MEXy (haKTOPHBIM M PE3YJIBTATUBHBIMU TIPU3HA-
Kamu (TabJ. 1) TpedyeT 6oJiee 1eTaTbHOTO OOCYKICHUSI.

B 1-it rpynmne runpouedanus Oblia TUarHOCTUPO-
BaHay 13 (61,9%) nauuenros. [To nanHbiM Y3 U ronoB-
Horo mo3ra B 10 ciydasix oTMeuajachb BHYTPEHHSIS
ruapoliedands B BUAE AWIaTallUM OOKOBBIX KETyI0Y-
KOB, B 3 cly4asx — HapyxXHasl Tuapoliedanus B BUIE
pacIIMpeHust MEXITOJNYIIapHOi meau. Y 4 MalreHTOB
MO0 ITaHHBIM WMCCIEAOBAHUSI CITMHHOMO3TOBOM KUIKO-
CTU (BBICOKMI TLJIEOLIMTO3 M O€JIOK) JAMarHOCTUPOBaH
MeHUHTO3HUehanuT. [aponedanus y 3TUX MallMEHTOB
kak komroHeHT TORCH-cunapoma 0bu1a 00yciioBiIeHa
MEHUHTO2HIIEe(DaTUTOM.

Tabauya 1. Yacrora kmuamyeckux nposisiednii TORCH-cunapoma npy muToMerajoBUpyCHOI HH(EKIUH Y HeIOHOUIEHHbIX JeTeii
¢ 9KCTpeMaJIbHO HU3KOii M 04eHb HU3KOii Maccoii Tesia (1- rpynna) U HU3Koii Maccoii Tea (2-s rpynna) npu poxIeHun

Table 1. Frequency of clinical manifestations of TORCH syndrome in cytomegalovirus infection in premature infants with extremely
low and very low body weight (group 1) and low body weight (group 2) at birth

Knunnyeckue nposisienns TORCH -cunnpoma 1-s rpynna (n=21) 2-s1 rpynna (n=22) Kpurepuii
Kenryxa 11 (52,4%) 14 (63,6%) 0,559
TenaTocruieHOMeTanus 9 (42,9%) 6 (27,2%) 1,149
TpoMOGOLIMTONIEHUS 10 (47,6%) 6 (27,2%) 1,904
BHyTpuyTpo6Has rurnorpodus 4 (19,0%) 9 (40,9%) 2,434
TIpsimas runepouIupyouHeMuUst 9 (42,9%) 5(22,7%) 1,983
TTeTexuu, SKXMMO3BI 8 (38,1%) 3(13,8%) 3,376
Tunpouedanus 13 (61,9%)* 4 (18,1%) 8,592
MHrepcTuimanbHasg MTHEBMOHUS 12 (57,1%)* 4 (18,1%) 6,981
OTeYHbI CUHIPOM 4 (19,0%) 1(4,5%) 2,199
BpoxIeHHbII MOPOK cepaLa 3(14,3%) 0 3,379
TeMonuTHYeCKast aHEMUST 1(4,8%) 0 1,073
KucTbl ro10BHOr0 Mo3ra 4 (19,0%) 1(4,5%) 2,199
KanpimdukaThl FOJJ0BHOIO MO3ra 1(4,5%) 0,977

Ilpumeuanue. *—— cBsA3b MeXy (DaKTOPHBIM 1 Pe3yJIbTATUBHBIMU MPU3HAKAMU CTaTUCTUUYECKU 3HaunuMa (p<0,05).
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Kupunoues O.K. u coasm. Knmunnueckue ocoderHocti TORCH-cuHapoma npy BpoXkIeHHO LIMTOMETalOBUPYCHOM MH(EKIIMU Y HOBOPOXIEHHBIX JeTeit

Y 9 mnaiueHTOB OTCYTCTBOBAJIM BOCIAJIUTEIIbHBIC
U3MeHeHUs B JMKBope. [Ipu 3ToM B 6 cllydasix BBISIBIISI-
JINCh BHYTPMIKETYIOUKOBbIE KpoBoMuzusiHUs. M3BecTHO,
YTO BHYTPMKEJIYTOUYKOBbIE KPOBOM3JIMSIHUSI BO3HUKAIOT
HUCKJIIOUUTEIBHO Y JETEN C SKCTPEMATbHO HU3KOW 1 OY€Hb
HU3KOW Maccoil Tela, MMEIT TUIIOKCUYECKUI TEeHE3
U CBSI3aHbI C HE3PEJOCThIO, 0COOEHHOCTSIMU BacKyJIsipr3a-
LIMY TOJIOBHOTO MO3Ta, MoTepeit aBTOHOMHOCTHA MO3TOBOTO
KPOBOTOKA TpH KPUTUYECKUX COCTOSIHMSIX. B HeoHaro-
JIOTMM Yallle UCTOoJIb3yeTcsl 3-cTeneHHas Kiaccudukanust
BHYTPMKETYIOUKOBBIX KpoBousnusHuii J. Volpe [21].
Y o0cienoBaHHBIX MALMEHTOB B 5 CilydasX OTMEYaIUCh
BHYTPMKETY1I04KOBbIe KpoBousnusHus Il crenenu, B 1
cayuae — 11 crenenu. [Tpu BHYTpHKeTy10UKOBBIX KPOBO-
n3nusiHusx [1 u [ cteneneir Bo3HuKaeT auaaTaius 00Ko-
BBIX JKEJTYIOYKOB MO3Ta, T.€. BHYTPEHHSsISI Tuapouedanus.
IMosTOoMy Nnpu HAJIMUUKM BHYTPUXKETYTOYKOBBIX KPOBOU3-
smstauit 11 u 111 cTeneneit y neteit ¢ sakcTpeMalbHO HU3-
KO M OYEeHb HU3KOW MAcCOl Tejaa HEBO3MOXHO CHIEJIaTh
O/IHO3HAYHBIN BBIBOJL O TeHe3e rujapouedainm Kak Kiu-
HuyeckoM TiposiieHn TORCH-cuHapoma y manmueHToB
C LIUTOMETAJIOBUPYCHON MH(EKIINEH.

Y 3 npauMeHTOB B OTCYTCTBME BOCTAJIUTEIbHBIX
U3MEHEHUIl B CIIMHHOMOB3TOBOM KWIKOCTHM OTMeda-
JIMCh KOCBEHHBIE TPU3HAKU MH(PEKIIMOHHOIO MOopaxe-
HUs TOJIOBHOTO Mo3ra 1o JaHHbIM Y3W (ToBblllieHNE
9XOTEHHOCTH OOpO3[ 10 KOHBEKCUTAJIbHBIM OTAC/IaM,
CIJIAXXEHHOCTh W/WJW TIOHWXXEHHasl TUIOTHOCTb IapeH-
XMMBI TOJJOBHOTO Mo3ra). He uckitodyeHo, 4To 3TU netn
BHYTPUYTPOOHO TepeHecI MH(MEKIIMOHHOE MOPaXKeHNe
TOJIOBHOTO MO3Ta WU €ro 000JI0UEK.

Bo 2-ii rpynne ruapouedanust Obuia BbisiBieHa y 4
(18,1%) manmeHTOB U BCTpevaaach CTATUCTUICCKU 3HA-
yumo pexe (p<0,05), yem B 1-ii rpynne. Y onHOTO Naiu-
eHTa 2-il TpymNmbl C HapyXHOW ruapoiedanueid ObLI

JMMATHOCTUPOBAH 2HLEe(haTIUT (BHICOKUI YpOBEHb Oejka
B JIMKBOPE, HE3HAYMTEIbHBIM MPEUMYIIECTBEHHO JIMM-
dounTapHbIii TIeounTo3). Y 3 nereit nipu Y3U ronos-
HOTO Mo3ra ObUIM BBISIBJIEHBI BHYTPMXKEJYTOUYKOBbBIC
kpoBoususHus Il creneHu, KOTopbie COMPOBOXKIAIOTCS
nujlataleid G0KOBBIX JKETY10YKOB.

WHtepctuumanbHass THEBMOHUS B 1-il  rpynme
BCcTpeuanach nocroBepHo yaimie (p<0,05), yem Bo 2-ii:
12 (57,1%) neteit mpotuB 4 (18,1%). Ha peHtreHo-
rpaMMe JIETKUX TIpM WHTEePCTULMAIbHON TTHEBMOHUU
OOBIYHO OTMEYAIOTCS M3MEHEHHUS JITOUHOTO PUCYHKaA
(ceTyarblif, STYEUCTHINA, TMATHUCTHIA C ydacTKaMM are-
JIeKTa30B). XapaKTepHbIMU JUISI  LIUTOMETaJoBUpPYC-
HOl MH(MEKIMM U3MEHEHUSIMU CUMUTAIOTCSI YIUIOTHEHUE
JIETOUHOW TKaHU, 3Mdu3zeMa/B3ayTHe U MHTEPCTULIM-
anbHbBI oTek [8]. Mopdosornyeckas OoCHOBa WMHTEP-
CTULIMAJIbBHON MHEBMOHUU CBsI3aHA C MPOHWKHOBEHUEM
BO30YAUTEISI B MEXKYTOYHYIO TKaHb JIETKUX (Yallle B aHTe-
HaTaJIbHOM T1epHOJIe) TeMAaTOTEHHBIM TTyTeM, YTO MOXET
COBMAaAaTh ¢ MHPUILIMPOBAHUEM ILJIO/IA IIUTOMETAJIOBUPY-
COM, HO TIpU 3TOM HEBO3MOXKHO TTOJTHOCTHIO MCKITIOUYUTH
OaKkTepUaTbHYIO 3TUOJIOTHIO ITHEBMOHUM.

Takum oOpa3oMm, OIHO3HAYHO paACIEHUBATh THIPO-
HedaJMio U MHTEPCTUIIMATIBHYIO MTHEBMOHUIO KaK CTa-
TUcTUYeckn 3Hauumbiii kKputepuit TORCH-cunapoma
y neteir 1-ii rpynmbl 1O CPaBHEHUIO CO 2-i TPyNIoi
HEKOPPEKTHO.

Ha BTOpoMm sTame wuccienoBaHus ObLla MpoOBeIEHA
CpaBHUTEJIbHAsI OLIEHKA B3aMMOCBSI3UM  KJIMHUYECKUX
nposinenuin TORCH-cuHapoma y HeIOHOILIEHHBIX
U JOHOLIEHHBIX neteit (puc. 2). OO01ee yncio odcieno-
BaHHBIX HEJOHOIIEHHBIX (1-51 U 2-51 TPYIIMbI) COCTABUIIO
43 (sKCTpeMallbHO HU3Kasl, OYeHb HU3Kasi M HU3Kas
Macca TeJjia), IOHOWEeHHbIX (3-s1 rpynna) — 27.
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Puc. 1. Knuanveckue nposByienuss TORCH -cuHIpoMa y HeIOHOLIEHHBIX ¢ ATOMETraJIOBUPYCHOI HH()eKIMeli B 3aBUCUMOCTH OT Mac-

cbl Te1a npu poxaeHnd. CocTaBlieHO aBTOPaMu.

Fig. 1. Clinical manifestations of TORCH syndrome in premature infants with CMVI, depending on body weight at birth. Composed

by the authors.

POCCUVICKWIA BECTHUK NMEPUHATOJION MW U MNEANATPUM, 2021; 66:(1)

ROSSIYSKIY VESTNIK PERINATOLOGII | PEDIATRII, 2021; 66:(1)




BoisiBIIeHO, UTO y TOHOIIEHHBIX MALIMEHTOB CTATUCTH-
YEeCKM 3HAYMMO Yallle, YeM Yy HEJOHOIIEHHbIX, BCTpeya-
Jlach TeMOJINTUYECKAs aHEMUSI, KaIblM(PUKAThI TOJIOBHOTO
MO3ra M BpOXJEHHBIC TMOPOKM cepala (Tadm. 2). Temo-
Jatrdeckast aHeMust Kak mposieiienne TORCH-cunapoma
Ha (poHE LIMTOMETAJIOBUPYCHOI MH(pEKIMU OOHapYyXUBa-
nack y 14 (51,8%) moHomeHHBbIX. IMMyHHBI OTBET opra-
HM3Ma Ha MHMEKINI0 BO3HUKAET B MPUCYTCTBUM BHUPYC-
HOIM perIMKaluKi TIPU IIUTOMETaJIOBUPYCHON WMHMEKIUN
ele BHYTPUYTPOOHO M Y IOHOIIEHHBIX JeTel OKa3bIBAeTCsI
0oJiee TTPOIOJIKUTENIbHBIM, YEM Y IIPEXIEBPEMEHHO POIUB-
mxcst aereii. B pesynbrate (opMUpYIOTCSI MUMMYHHbBIC
KOMIUIEKChI, KOTOpbIe BO3IACHCTBYIOT Ha MeMOpaHy 3pH-
TPOLIMTOB, OOYCJIOBIMBAasE BHYTPUCOCYIMCTBI TEMOJIM3.
[To-BuaMIMOMY, B CHJTy YMEHBILIEHUST TTPOAOJDKUTEIEHOCTH
OepeMEeHHOCT! TIPU POXICHUM HEIOHOIICHHOIO peOeHKA
3TOT MPOLIECC HAMMEHEE BbIPAXKEeH, MO3TOMY F'eMOJIMTUYE-
CKasl aHEeMUsI BCTPEUAETCsl CTAaTUCTUUECKU 3HAYMMO peEXe.
st reMOIUTUYECKON aHEMUM Y MALIMEHTOB ObLIO Xapak-
TEPHO HAJIMYKME aHEMUU U XKEITYyXU C YBEJMUCHUEM YPOBHS
HEKOHBIOTMPOBAHHOTO OMJTMPYOMHA.

KanpumukaTel TOJIOBHOTO MO3ra ObLIM BbISIBJICHBI
y 11 (40,7%) noHoieHHBIX TI0 AaHHBIM Y3W. ¥V 9 manm-
E€HTOB OTMEYeHa MPEeUMYIIECTBEHHO MEePUBEHTPUKYIISIP-
Hasl JoKaau3alus KajJblIM(UKATOB B TOJIOBHOM MO3Te.
3HAuUUTEIbHO peXe KaJlbliMduKaThl OOHApYXXMBaJIVCh
6osiee nmud@y3HO B ApyrMx obyacTsax Mosra (Tajamyc —
1 marueHT, peiiieBbie ocTpoBkU — 1). [IprymHa BO3HUK-
HOBEHMSI KaJbLIM(UKATOB OOYCJIOBJIEHA CJIEAYIOIIMMU
obcrosiTesIbcTBaMU.  MI3BECTHO, UTO MpU IIUTOMETrajOBU-
PYCHOI MH(MEKIMU TopaxkaroTcsl KJIETKM Ceporo, 0eoro
BEILECTBA M COCYAMCTOTO (XOPMOMIATBHOTO) CIUICTeHUSI.
[Ipu BHYTPUKIIETOYHON JIOKAIM3allMd BUPyca BO3HUKAET
UHOWIBTPAaTUBHO-NIPOIU(EPATUBHBIN TTPOLIECC B T'OJOB-
HoM moare. [lo-BuauMoMmy, B HEKOTOPBIX Cydasix Taru-
€HTbI BHYTPUYTPOOHO MepeHec/n (hoKaTbHbIN 3HLEManIUT
u nepusrieHnuMaTuT. O6paTHOE pa3BUTUE BHYTPUYTPOOHO
MepeHeCeHHOro 3HIle(aanuTa Y HEKOTOPBIX JAETel COIpo-
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BOX/IaJI0Ch (hOPMUPOBAHUEM KaJbLIM(IUKATOB B TOJIOB-
HOM Mosre. JIpyruM BO3MOXHBIM I1aTOT€HETUYECKUM
¢akTOpOM IS BO3HMKHOBEHHUS KalbIIM(PUKATOB MOT
OBITh TIEPEHECEHHbIN M TEKYIINI BaCKYJIUT. BhIsIBICHHbBIE
MaToJIOTMYECKNE M3MEHEHUsSI Y MalMeHTOB B HEKOTOPBIX
ClyJasix acCOLUMUPOBAIUCH C TaKUMU BbIPaXKEHHBIMU
KJIMHUYECKMMM pPAcCTpOMCTBAMM, KaK ruapouedanus
(4 maunenTa) 1 Mmukpouedanus (1 maueHr).
CTaTUCTUYECKM 3HAuYMMO 4Yallle y JAOHOIIEHHBIX
JIeTell BCTpevyaanuch BpOKAeHHbIe MOpoku cepaua (37%)
kak kiauHudyeckuii Kputepuit TORCH-cunapoma.
DTU TOPOKM OTHOCATCS K 3a00JIeBaHUSIM MYJIbTU(aK-
TOPUAJIBbHON 3TUOJIOTMU, OAHAKO B HACTOSIILIEE BpeMs
UMEIOTCS M3MEHEHHUSI B pelTuHre (hakTopoB puUCKa
ux pa3Butus. B yacTHoCcTH, cpenu TepaTOreHHBIX TPU-
YUH OJHO W3 BEAYIIMX MECT 3aHUMAalOT BUPYCHBIC
nHGEKIUU, MepeHeCeHHbIe BO BpeMsl OEpeMEHHOCTH.
IIpu sTOoM Haubojblliee BAUSIHUE HAa (OPMUPOBAHUE
BPOXIEHHBIX ITOPOKOB CEPALla OKAa3bIBAET BPOXKIEH-
Hag muToMerayoBupycHass mH@ekuusa [22]. Y obcue-
JIOBAaHHBIX JIOHOILIEHHBIX MAllMEHTOB C BPOXIACHHBIMU
MOpOKaMU cepAla 4Yalle BCEro OTMEYaIUCh Ie(EeKTh
MEXOKeJIyIOUKOBOI Tieperopoaku (8 mereii), 3Ha4u-
TeJIbHO pexe — neeKT MEXITPeIcepIHO TTeperopoaku
(1) u oTKpBITHIN apTepualibHbIi TpoToK (1). B mo6om
cjlyyae TIpM HaJUYMU BPOXIEHHOIO TMOpoKa cepila
B COYETAHUM C APYTUMU KIMHUYECKUMU MPOSIBIICHUSIMU
TORCH-cunapoma HE0OX0IMMO TIPOBOIUTH TOTIOJTHU-
TeJIbHOE MCCeN0BaHUE ISl UCKIIIOYEHUS] BPOXKIECHHOMN
LIUTOMETaJIOBUPYCHOI MH(EKIIMU Y HOBOPOXKIEHHBIX.

3aknovyeHue

Boigenennr xkimHudeckue ocobeHHoct TORCH-
CUHIpOMA TIPY BPOXAECHHOW OCTPOI LIMTOMETraJloBUPYC-
HOI MH(EKIIMU Y HOBOPOXKIEHHBIX JIeTell B 3aBUCHMOCTH
OT Macchl TeJjla TPy POXIEHUU. Y JeTeil ¢ 3KCTpeMaJlbHO
HU3KOM U OUYeHb HU3KOM MacCoil Teja JOCTOBEPHO yYallle
(p<0,05), yeM y nmereil ¢ HU3KOI Maccoii Teaa, BCTpeya-

15 20 25 30 35 40 45

1 10

JoHoWeHHble

Puc. 2. Knunnyeckue nposisienuss TORCH-cunapoma y HeIOHOIIEHHbIX U JIOHOIIEHHbIX HOBOpoxKaAeHHbIX ¢ [IMBU. CocrasieHo

aBTOpaMH.

Fig. 2. Clinical manifestations of TORCH syndrome in premature and full-term infants with CMVI. Composed by the authors.
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Tabauya 2. Yacrora kimamdeckux nposisiiennii TORCH -cunapoma npu quroMerajioBUpycHoii MHGEKIu Y HeJIOHOUIEHHBIX

M JIOHOIIEHHBIX JIeTel

Table 2. Frequency of clinical manifestations of TORCH syndrome in cytomegalovirus infection in premature and full-term infants

Kmuanyeckue nposisiennss TORCH -cunnpoma Henonomennsie (n=43) Jonomennbie (n=27) Kpurepnii 2
Kenryxa 25 (58,1%) 17 (62,9%) 0,161
TematocruieHOMeraaust 15 (34,8%) 10 (37%) 0,033
TpoMOOLIMTOIIEHUS 16 (37,2%) 5(18,5%) 2,759
BHyTpuyTpoOHast ruIoTpodust 13 (30,2%) 3(11,1%) 3,439
[psimast ruTepOUIMPYOUHEMUST 14 (32,5%) 7 (25,9%) 0,347
[TeTexuu, 5KXUMO3bI 11(25,5%) 4 (14,8%) 1,142
Tunpouedanus 17 (39,5%) 10 (37%) 0,044
Muxkpouedanms 1(3,7) 1,616
WMHTtepcTuinaibHast THEBMOHUS 16 (37,2%) 7 (25,9%) 0,957
OTeYHbI CHHIPOM 5(11,6%) 2(7,4%) 0,328
BpoxXIeHHBII MOPOK cepaLa 3(6,9%) 10 (37%)* 9,911
TemomuTrueckast aHeMust 1(2,3%) 14 (51,8%)* 24,163
KucTel ro10BHOr0 MO3ra 5(11,6%) 6 (22,2%) 1,406
Kanpundukarsl roloBHOro Mo3ra 1(2,3%) 11 (40,7%)* 17,232

Ilpumeuanue. *—— cBSI3b MeXIY (haKTOPHBIM U PE3yIbTaTUBHBIM MMPU3HAKaMU cTaTUCTUUYeCKU 3Haunma (p<0,05).

JIUCh THApoLedanusd M WHTePCTULHATbHAS TTHEBMOHMSL.
ITpu 3TOM clleyeT yUUTBIBATh, YTO B HEKOTOPBIX CITydasix
MPUIMHON THApoLedaTud MOTYT OBbITh BHYTPYIKETY-
noukoBble KpoBom3mussHus 11 m Il cremenn, xKoropbie
COTPOBOXIAIOTCSl AWIaTalieil OOKOBBIX KEIYyIOYKOB.
HeobxonnMmo TpyHMMATh BO BHUMaHWE, 4TO B Clydae
JMMAarHOCTUKY MHTEPCTULIMATILHON ITHEBMOHUY HE MCKITIO-
yaeTcs ee OaKkTepuanabHas 3TUOJIOTUSI.

Y [OHOIIEHHBIX MallMeHTOB C Maccoil Teja Ooiiee
2500 . craructuyecku 3Hauumo dvaimie (p<0,05), yem
y HEJIOHOIIEHHBIX, BCTPEYAIUCh TeMOJIUTUYECKas aHe-
MM, KaJblMUKATBl TOJOBHOTO MO3Ta M BPOXKIECHHBIC
rmopoku cepaua. [emonuTrdeckass aHeMUsI peruCTPUPO-
Bajach y 51,8% NOHOIICHHBIX JeTeil B pe3ybraTe BHY-
TPUCOCYIUCTOTO FEMOJIM3a IPUTPOLIUTOB.
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D dekTUBHOCTD Npenapara THAM(EHNKO0J1a IIMIMHATA
aneTWINUCTEUHATA NPH UHTAISIMOHHOM JIeYeHUH JieTeid ¢ pUHOCUHYCUTOM

M.P. boeomunvckuir’, E.1O. Padyue', H JI. [lueénesa’, B.E. Kysnosa'
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Effectiveness of thiamphenicol glycinate acetilcysteinate in inhalation treatment

of children with rhinosinusitis

M_.R. Bogomilskiy', E.Yu. Radtsig’, N.D. Pivneva?, V.E. Kuyanova'

'Pirogov Russian National Research Medical University, Moscow, Russia;
2Veltischev Research and Clinical Institute for Pediatrics of the Pirogov Russian National Research Medical University,

Moscow, Russia

B craTbe ouenena agpghexmuenocmo uH2AIAUUOHHO20 CNOCOOA 86€0€HUA KOMNAEKCHO20 npenapama THaM(EHUKOJIA TUIUHATA ane-
THIMCTENHATA N0 CPABHEHMIO C NMEPOPAIbHO HA3HAYEHHBIM CHCTEMHBIM AHTHOMOTHKOM 6 KOMNACKCHOM Ae4eHUU NpU HeOCJ0XK-
HEHHOM PUHOCHHYCHUTE B aMOYJIATOPHBIX YCJIOBHSX.

XapakTepucTHKA JeTeil 1 METO/Ibl HCCIIeIOBAHNs. B MpoCneKTHBHOE OHOIIEHTPOBOE PAHIOMHM3MPOBAHHOE MIJIOTHOE OTKPBITOE CPaB-
HUTeJIbHOE MCCIie/IOBaHNe BKIIOYIIHM NanuenToB (61 pedeHok B Bo3pacTe oT 3 10 9 jieT) ¢ 0CTPbIM PUHOCHHYCHTOM, COOTBETCTBYIOUIUX
Kpurepusiv BKodenus. Jlersm 1-ii rpymnsl Ha3Hayam tuamennkona mmmuHat anerwmmctenHar (0,125 mr Ha uHransmmo 2 pasa
B JieHb), 4 MAIMEHTHI 2-ii IPYIIbI MOTYYa M AMOKCHIWIIMHA KJIABY/IAHAT B BO3PACTHOI 103MPOBKe U3 pacuera 40—45 Mr/Kr nepopajibHo
2 wm 3 pa3a B nenb. Ha Kaxaom u3 Bu3uToB (eHb () u 1eHb 7—8) oleHHBAIM TAKHE CMMIITOMBI, KAK COCTOSIHIE HOCOBOTO JIbIXAHHUS
W JIaHHbIe PUHOCKONMM (OTEK, THIepeMusi CJIM3UCTON 000JOYKH U BbIIEJIEHHs B MOJOCTH HOcA) M0 10-0a/1bHOI BU3YAJIbHON aHAJIO-
roBoii mkaje. Ilpu nosropHom ocmotpe (1eHb 7—8) onenuBaau 3(h(heKTUBHOCTD MPOBEIEHHOTO JieueHus! (BbI3IOPOBJIeHHE/yydlnenne,/
H3JieueHue), IMTebHOCTD JieueHus1 (B THSX) M YMCJIO MPUHMMAEMbIX OJJHOMOMEHTHO NpPenapaToB, a TAKKE MEPEHOCHMOCTb JIeYeHHst
N0 HAJIMYHMIO/OTCYTCTBHIO HEXKEIATeIbHbIX WM MOOOYHbIX sIBJIeHHMIi HA (hoHe ux npumeHeHus. CTaTHCTHYECKYI0 00PA0OTKY NOJTyYeHHbIX
JIAHHBIX BbINOIHSLH cpecTBamu si3bIka [Turton (Python 3.8.). /I pacyeToB ObL1HM HCIO/Ib30BAHBI BCTPOEHHBIE (hYHKIMK U3 MOIYJIsA Scipy.
Pesyabratsl. Ha MoMeHT BKIIIOUeHHs B McclieqoBanue (aeHb 0) cocTosinue NanueHToB B 00enX rpynmnax obuio conocraBumo (p>0,05).
CpaBHeHue pa3in4uii N0 OLEHKe COCTOSIHUSA NAnueHTOoB B ieHb ) 1 ieHb 7—8 BbIsABUIIO JieueOHblii ekt B 00eux rpynnax no scem
uzyyaembiM cumnroMam (p<0,01) u no ammrenabHocTH Kypca jgedenus (p=0,2302). [Ipuem Tnampennkoaa rMuenHATa ANeTHI-
HUCTEHHATA COKPAINAJT MOTPEOHOCTh B MPUMEHEHHH JAPYrHX MPenapaTroB B KOMILUIEKCHOM JedeHun cunycura (p<0,001). Onenka
3()()eKTHBHOCTH NPOBENEHHOrO JIEYeHHs] MOKA3a/a, YTO Pe3yJIbTAT B OOJNBIIMHCTBE CIy4aeB ObLT OlEHEH KAK BbI3IOPOBIIEHHE.
Hu y onHoro u3 Ha0.1oaaeMbIX NAIMEHTOB HA (DOHE JieYeHHs] He OTMEeYeHO HeXKeJIaTeIbHbIX T000YHBIX I(h(eKTOB.

BoiBobl. [Ipuvenenue npenapara TuaM@eHukosa rMouHaTa anetuianucrenHara (Oaynvynuia-antuouoruk UT) B BUge uHra-
Jsnmii 3(peKTHBHO TAKKe, KaK M MPHMEM AMOKCHIMJLUIMHA KJIABYJIAHATA, B JIEYEHUH JeTeil ¢ OCTPHIM HEOCI0KHEHHBIM PUHOCHHY-
curom. IlpenmMyniecTBoM Ha3HAYEHHS NMPeNapaTa B KOMILIEKCHOM JieYeHHH NMPH HEOCJO0XKHEHHOM PHHOCHHYCHTE MOXHO CYMTATh
yMeHbIIIeHHe He00X0JMMOCTH MPHUeMa JONOJHUTEIbHBIX JeKapcTBeHHbIX cpeacts (p<0,001).

Karoueesvte caosa: demu, ocmpbulii puHOCUHYCUM, OCMPbLIL CUHYCUM, AHMUOAKMEPUANbHAS Mepanusl, uHeatayuu, Cayumyyul-anmu-
ouomux UT.

Ans untupoBaHus: boromunbckuii M.P., Paaguur E.fO., lMuBHeBa H./A., KysHoBa B.E. 9¢@ekTvBHOCTb rnpenapara tnampeHukona rmiumHar
aueTuaLNCTenHaT Mpu WHraasyMoHHOM JIeYeHUn AeTeii ¢ PUHOCUHYCUTOM. Poc BecTH nepuHaton u neguatp 2021; 66:(1): 73-79.
DOI: 10.21508/1027-4065-2021-66-1-73-79

CMHyCMT — JIOBOJIBHO YacTasi TaToJorusl y JeTei
1 B3POCJBIX, KaK B CTallMOHapax, Tak U B aMOy-
snatopHoM 3BeHe. C 90-x romoB XX Beka TepMUH
«PUHOCHUHYCUT» MIPOYHO BOILIEJ] B MEAULIMHCKYIO JIEK-
CUKY, 3aKpeINMBIINCh B €BPOMEMCKUX COIIaCUTEb-
HbIX gokymeHTax [1, 2], xorss mo MKb-10 Bocnaine-

HUE pa3IMYHBIX OKOJIOHOCOBBIX Ia3yX KOJIMPOBAJIOCh
U KOIMPYETCSI KaK «CUHYCUT» (BEpPXHEUYEJIOCTHOM,
9TMOUAAIbHBIN, (POHTANbHBIN, CGhEHOUTATbHBIN).
AJITOPUTM BelIEeHUs TallMeHTa ¢ CUHYCUTOM/PUHO-
CUHYCUTOM OMHWCaH B CHELMAJIU3UPOBAHHBIX MOHO-
rpausax, y4eOHUKAX, COTJACUTEIbHBIX JOKYMEHTax
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OPUINHAJIbBHbBIE CTATbU

The article evaluates the effectiveness of thiamphenicol glycinate acetylcysteinate for inhalation versus systemic antibiotic for oral
administration in complex treatment of uncomplicated rhinosinusitis in the outpatient conditions.

Characteristics of children and research methods. The prospective, single-center, randomized, pilot, open-label comparative study
included 61 patients from 3 to 9 years old with acute rhinosinusitis meeting the inclusion criteria. Group 1: children were prescribed
thiamphenicol glycinate acetylcysteinate (0.125 mg per inhalation twice a day), Group 2: patients received amoxicillin clavulanate
at an age-specific dosage of 40-45 mg/kg orally 2 or 3 times a day. At each visit (Day 0 and Day 7—8) the scientists assessed such
symptoms as nasal breathing and rhinoscopy findings (edema, hyperemia of the mucous membrane and nasal discharge) on a 10-point
visual analogue scale. At the repeated examination (Day 7-8), they assessed the effectiveness of the treatment (recovery/improve-
ment/cure), the duration of treatment (in days) and the number of drugs taken simultaneously, as well as the tolerability of treat-
ment by the presence/absence of undesirable or side effects. The Python language (Python 3.8.) was used for statistical processing
of the obtained data. They used the built-in functions from the Scipy module for calculation.

Results. At the time of inclusion in the study (Day 0), the condition of the patients in both groups was comparable (p >0.05). When
comparing condition of the patients on Day 0 and Day 7-8 there was a therapeutic effect in both groups for all studied symptoms
(p<0.01) and for the duration of the treatment course (p=0.2302). Thiamphenicol glyceinate acetylcysteinate reduced the need
for other drugs in the complex treatment of sinusitis (p<0.001). In most cases the result of treatment was assessed as recovery. None
of the observed patients had undesirable side effects.

Conclusion. Thiamphenicol glycinate acetylcysteinate (Fluimucil-antibiotic IT) in the form of inhalation is as effective as amoxicillin
clavulanate for the treatment of children with acute uncomplicated rhinosinusitis. A decrease in the need to take additional drugs
(p<0.001) can be considered as the advantage of thiamphenicol glycinate acetylcysteinate in complex treatment for uncomplicated
rhinosinusitis.

Key words: children, acute rhinosinusitis, acute sinusitis, antibacterial drugs, inhalation, Fluimucil — antibiotic IT.

For citation: Bogomilskiy M.R., Radtsig E.Yu., Pivneva N.D., Kuyanova V.E. Effectiveness of thiamphenicol glycinate acetilcysteinate in in-
halation treatment of children with rhinosinusitis. Ros Vestn Perinatol i Pediatr 2021; 66:(1): 73-79 (in Russ). DOI: 10.21508/1027-4065-
2021-66-1-73-79

[1—6], HO B mOCHeAHEE BpeMs B OTEYECTBEHHOM 3/pa-
BOOXpPaHEHMW OCHOBHBIM PEIrJIAMEHTUPYIOLIUM Jieueh-
HBII TIPOLECC TOKYMEHTOM CTAaHOBSTCS KIMHMUYECKUE
pekoMeHAalMu TpodecCuoHalbHbIX coobuiecTB [7],
BBITTOJIHEHHBIE 10 3aKa3y W YTBepXKAeHHble MuHU-
CTEPCTBOM 31paBooxpaHeHus PD.

OoHMM M3 OCHOBHBIX BOIIPOCOB TaKTUKW BEICHUS
ManyeHTa ¢ CHHyCUTOM,/PUHOCUHYCUTOM SIBJISIETCS 1IeIe-
CO00Opa3HOCTh Ha3HAUYEHUS aHTUOAKTEPUAIbHOTO Mpe-
rnapara: JaHHasl aToJIOTUsI BXOJAUT B ISTEPKY 3a00JeBa-
HU, TUAMPYIOIIUX 10 Ha3HAYCHW IO aHTUOAKTepUaIbHOM
tepanuu [1, 2, 7]. EBponeiickue corjlacuTeIbHbIE TOKY-
MEHTHI [ 1, 2] TpUBOAST CBEEHUS O MEPBUYHOM Ha3HaUe-
HUU aHTUMOAKTepUaJbHbBIX MperapaToB BpauamMu OOIIei
MpakTUKU 85% mMalyeHTOB U MNPU3BIBAIOT OTJINYaTh
OOBIYHYIO OCTPYIO PECIUPATOPHYIO MHMEKINUIO OT OCT-
pOro MOCTBMPYCHOTO pUHOCUHYycHUTa. «Bomopasnenom»
3TUX ABYX 3a00JI€BaHNI1 CUUTACTCS YCUJIEHNE CUMIITTOMOB

EPOS 2012

Common Cold

ABRS

Fig. 1. Acute bacterial sinusitis position (according [2]).
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yepe3 5 IHel OT Havasia UX TOSIBJICHUSI WM COXpaHEHUE
(6€3 1oI0XKUTEJIbHON TMHAMUKW, HECMOTPSI Ha JIEYCHUE)
oosnee 10 nueit [1, 2]. EPOS (European Position Paper
on Rhinosinusitis and Nasal Polyps) 2020 [2] npuBoaut
JlaHHbIE U O OaKTepUaJTbHOM PUHOCUHYCUTE, KOTOPBIA
B TOM YKCJI€ MOXKET CJIY>KUTh IMOKa3aHUEM K Ha3HAYEHUIO
CHCTEMHOI aHTHOaKTepuaabHOU Tepanuu (puc. 1).

[lpusHakamMy  MOTEHUMAJTbLHOTO  0OaKTepUaIbHOTO
CUHYCHUTa CUYMTAIOT HaJuW4yue IO MEHbIleil Mepe Tpex
U3 CJIeNyIOIIMX NMPU3HAKOB: TemIiepaTypa Beie 38 °C,
YCWJIEHHUE CUMMTOMOB («BTOpasi BOJIHA»), OZHOCTOPOH-
HUIi XapakTep MOpaXXeHUsl, CUJIbHbIE OOJIU, TTOBBIILICHNE
B KpoBU ypoBHsI C-peakTUBHOIO OejiKa U CKOPOCTU OCe-
nanust aputpountos (COI) [2].

Yacrora Ha3HAYEHU I aHTUOMOTUKOB 3aBUCUT OT CTe-
MEeHU TSKecTu (BblpaxkeHHOCTH [ 1, 2]) cuMniToMoB 3a00-
nesanwus. [lo manneim EPOS 2020 [2], Bpauamu oO1eit
MpPaKTUKW, OTOPUHOJIAPUHTOJIOTAaMUA U TeauaTpamu

EPOS 2020

Acute Bacterial
Rhinasinusitis

Common Cold
Acute Bacterial

Rhingsinusitis
Needing Antibiotics

Puc. 1. Mecto ocTporo 6akTepuaibHOro puHocuHycuTa (1o [2]).
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Tab6auya 1. CTeneHu TSZKeCTH TedeHUs1 oCTPoOro cunycura (mo [7])

Table 1. Acute sinusitis severity (according [7])

CreneHb TKECTH

CuMnTOMBI

YMepeHHo BbIPa>KCHHBIC CUMIITOMbBI pPUHOCUHYCUTA (3a]IO}I(€HHOCTI) HOCa, BbIACJICHUA U3 HOCA,
Ka].L[eJ'lb), HE BJIMAIOIINE UJIW HESHAYUTECIBbHO BIUAIOIIME HA KAYECTBO KM3HU IMallMCHTa (COH, JIHEBHas

Jlerkas

OTCyTCTBYE OCTOXKHEHUIA.
OTCyTCTBUE TUXOPATOYHOMN peaKIu

Temneparypa He Bbiie 38 °C.

AKTUBHOCTD, €XKE€/IHEBHAasA Z[CHTCI[I)HOCTB).
OTCYTCTBI/IG TOJIOBHBIX 00JIel B IIPOCKIMKU OKOJIOHOCOBLIX ITa3yX.

BLIpa.}KCHHLIC CHUMIITOMBI pPUHOCHUHYCUTA (33JIO}KCHHOCTL HOCa, BbIACJICHUA U3 HOCA, KaH.IeJ'Ib), yYME-
PEHHO MJIX 3HAYUTECJIbHO BJIUAIOIINE HA KAYCCTBO KU3HU INallMCHTa (COH, JHEBHas aKTUBHOCTDb, €KE€-

Cpel[HeTSDKeJ'IaH JHEBHasA Z[GHTCJ'H;HOCTI)) °

BOU WJIM HAKJIOHE TOJIOBBI.

O]J.[y'H.[CHl/Ie TSKECTU B 00J1aCTU IIPOCKIIMU OKOJIOHOCOBLIX Ia3yX, BOSHUKAIOILICC ITPU JIBUKCHWUU I'OJIO-

Hanunuwue ocioxHeHui B 00J1aCTU CPeIHEro yxa (OCTPhIil CpEeIHUIA OTUT).
OTcyTCTBUE BHYTPUYEPETTHBIX WM OPOUTATBHBIX OCIOXKHEHMIA.

Temmeparypa Boimre 38 °C.

BbipaskeHHbIE UM MyYUTEIbHbIE CUMIITOMbI PUHOCUHYCUTA (3a7100)KEHHOCTh HOCA, BbIICJIEHMS U3 HOCA,
Kallleslb), YMEPEHHO WJIA 3HAYMTEJIbHO BIMSIONIME Ha KAYeCTBO JKM3HU MalleHTa (COH, JHEBHAST aKTHB-

Tsaxenast HOCTb, €2KEAHCBHAaA I[EHTCJ'[])HOCTI)) o

[Meproanyeckast WiK MOCTOSIHHAS 00JIb B 00JIaCTU MPOEKIIMY OKOJOHOCOBBIX MA3yX, YCHJIMBAIOIIASICS
MPY IBVMKEHUY TOJIOBOM WJIM HAKJIOHE TOJIOBBI.
Hanune BHyTpUYeperTHBIX WJIM OPOUTATbHBIX OCIOXKHEHUIA

aHTUOMOTHUKM Ha3HauyawoTcs B 29,5% ciiydae npu JerKoM
TEYCHUW PUHOCUHYCUTA, B 39,2% — 1Ipu yMEpeHHO BbIpa-
XeHHOM 1 B 60,3% Tpu CWJIBbHO BBIPAaXKEHHBIX CHUMII-
ToMax [2]. ns1 ompeneseHUsI CTENEHU BBIPaXKEHHOCTU
CUMIITOMOB 3a00JieBaHUsI €BPOIIENICKUII COTIIaCUTENIhb-
HBII JOKYMEHT MPOJOJIKAET UCIOJb30BaTh 10-0anbHYyI0
BU3yalIbHYIO aHajoroByto 1ikany (BAI), rme nerkumu
cynTarTCcsl cUMITOMbI OT 0 10 3 6a/I0B, YMEpEeHHBIMU —
Oosiee 3 1o 7, a BbIpaXeHHBIMU (TsiKenbiMu) — Oojiee 7
6atoB. Kiimnnueckue pekomenapauuu HMAO [7] npu-
BOJST CJICAYIOIIYIO T'Pafaliio TSKECTU TEYEHMSI CUHY-
cuta (taos. 1).

AHTHOaKTepuaabHas Teparnus IokKa3zaHa Mpu Cpe-
HEeTSKEJION WM TsKeJioil (popMe OCTPOTO CUHYCHUTA
C y4eToOM TIpeAIojgaraeéMoro Bo30yauTessl Ui UX KOM-
OuHalMu, a Npu Jerkoi ¢opme — TOJBKO B clydyae
peuMIuBUpYONIel MHOEKIUY BEPXHUX IbIXaTEIbHBIX
MyTel U KIMHUYECKON CUMITOMATUKE JJIUTEIbHOCTBIO
Oosee 5—7 nHeit, a TakKe TPU HAJTUYUU TSIKEJIO0M COIyT-
CTBYIOIIIEH COMAaTUYECKOM MaTOJOTUU U Y UMMYHOKOM-
MPOMETUPOBAHHBIX MauueHToB [7]. PexomeHnmyercs
TakKe Ha3Hauye€Hue MECTHOM (TOMMYecKoil) aHTuOak-
TepuajbHON Tepanuu KakK B KOMILJIEKCE C CUCTEMHBIM
MpUMEHEHWEM aHTUOMOTUKOB, TaK U B Ka4yeCTBE allb-
TepHATUBHOTO MeETOJa JIEYEHUs] OCTPbIX CUHYCHUTOB
(ipy 11000 CTENMEeHU TSKECTU TEeUeHUSI CUHYCUTA).
BaxnbIii actiekT B BbIOOpE Tpenapara Jijisi TOUYecKoi
Tepanuu 3aKJIHYaeTcsl B BO3MOXHOCTH €ro MCIO0JIb30-
BaHMsS B IOJOCTM HOca (MHTpaHa3aJlbHO) WJIM BBele-
HUS B OKOJIOHOCOBBbIE Tasyxu (rpu myHKuuu). OnuH
U3 TaKuX IMpernaparoB — KoMOMWHaius ThuambeHnKoJa
u anerwinucrtenHa (Payumyumn-antuonornk WT),
paspeleHHasi TakXke ISl MHTaJSUMOHHOW Teparnuu

OCTPOTr0 CMHYCUTa, B TOM YHMCJI€ B KaYeCTBE MOHOTEpa-
nuu [7]. B cocraB mpenapata BXOAWUT TUaM(EHUKOJ,
AKTUBHBIN B OTHOILIEHUN HamboJiee 3HAYUMBIX B 3THO-
JIOTUM CHHYCcUTa OaKTepHualbHBIX MaToreHoB (Strepto-
coccus pneumoniae, Haemophilus influenzae, Moraxella
catarrhalis, Staphylococcus aureus), B TOM YKCJI€ pe3U-
CTEHTHBIX/TIOJIMPE3UCTEHTHBIX K TPUPOIHBIM U TTOJTY-
CUHTETUYECKUM  TMeHUIWUIMHaM.  OpUTHHAJIbHBIN
N-auerunuucteud (NAC), BXonsliuii B COCTaB Ipe-
naparta, 3a C4eT CBOOOIHOM CyIb(PruapuaIbHON TPYTIIIbI
paspyliaetr QUcyab(pUIHbIE CBSI3M MEXIY MOJEKYyJaMu
JIMKOIMPOTEUA0B, CHMXAsI BSI3KOCTh ceKpeTa M o0Jier-
yasi ero sBakyaluuto. JlaHHoe MyKOJIMTHUYECKOE IeHiCTBIE
He TpeOyeT AOTOJTHUTEIbHOTO Ha3HAYEHUSI MyKOAKTUB-
HBIX JIEKAPCTBEHHBIX CPEACTB. BaxKHBIM MPaKTUIECKUM
acIeKTOM JUIsl MeauaTpa U JeTCKOr0 OTOPUHOJApUHTO-
Jlora SIBJSIETCSI OTCYTCTBME BO3PACTHBIX OTpaHUYEHUIt
K TMIPUMEHEHHI0 TIpernapara.

WMHransaioHHbIl  Croco0 BBENEHUSI JIeKapCTBEH-
HBIX CPEICTB CUMTAETCSI OJHUM M3 Hambosiee (HU3MO-
JIOTUYHBIX, IIMPOKO TIPUMEHSIETCS B TeAUaTPUUECKOI
MpakTUKEe B JICUCHUM PA3IMYHBIX 3a00JIeBAaHUI ObIXa-
TeJbHBIX TyTel. Hackonbko ad¢eKTBHA MHTAISILIMOH -
Hasl Teparisi OCTPOro HEOCIOXHEHHOTO PUHOCHHYCUTA
y nereii? B menmoM psme pabOT OlLieHMBAId 3TO B CpaB-
HEHUM C BHYTPUIIA3yIIHBIM BBEICHHEM aHTUOMOTHKOB
[8, 9], ¢ mcronb3oBaHMEM CITEUATLHBIX TEXHOJOTMA
(mapu-cuHyCc) 111 MHTJSUMOHHOWM TIojgayu Jiekap-
CTBeHHBIX IpenapaToB [10], ¢ TomMyeckuM aHTUOAKTE-
puanbHbBIM npernapaTtoM (dy3achyHIMH) B aMOyIaTOpHOM
npaktuke [11]. JlaHHbIX 0 cpaBHEeHUU 3(h(HEKTUBHOCTU
WHTASIIIMOHHON Tepanuu  (hIyuMyLI-aHTUOMOTUKOM
U TIPUEMOM CUCTEMHOTO aHTMOMOTHKA B KOMIUIEKCHOM
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JIEeUEHUU PUHOCUHYCHUTA B IETCKOI aMOyJIaTOPHOM MpaK-
THKE MbI HE HAILUIX.

I[TosTomMy menbplo maHHOM paOOTHl ObLIA OLIEHKA
3(DEKTUBHOCT WHTAISLIMOHHOTO CIOC0o0a BBEICHUS
KOMIUIEKCHOIO Ipenapara ThuaM(peHUKoJa TIIMLMHAT
alleTUILIMCTENHATa B CPaBHEHUM C TepOpaIbHO Ha3Ha-
YEHHBIM CHUCTEMHBIM AHTUOMOTUKOM B KOMILJIEKCHOM
JIUEHUU JETEH C OCTPBIM HEOCIOXHEHHBIM PUHOCUHY-
CUTOM B aMOYJIATOPHBIX YCJIOBUSIX.

Marepumansl u MmeToAbl

B mpocrnekTuBHOE OMHOIEHTPOBOE PAHIOMU3UPO-
BaHHOE TMHWJIOTHOE OTKPBITOE CPaBHMUTEIbLHOE HCCIENO-
BaHUeE, BBIMOJHEHHOE Ha KIMHWYECKUX 0a3ax Kadeapsl
OTOPUHOJAPUHTOJIOTUN TIeIUaTPUIECKOTro (haKyJIbTeTa
®rAoy BO PHUMY um. H.W. TMuporosa B nepuon
¢ mapTa 110 okTs10pb 2020 1., BKJIIOYAIM MALIMEHTOB, COOT-
BETCTBYIOIINX CICAYIOLUIM KPUTEPUSIM:

— BO3pacT IAallUeHTOB ¢ poxaeHus mo 17 mer 11 mec
29 nHeit;

— obOpallleHre K OTOPMHOJIAPUHTOJIOTY Ha aMOyiaTop-
HOM TIpHeMe ¢ XKajJobaMu Ha 3aJI0KeHHOCTh/BbIICICHUST
u3 Hoca (6osiee 7 nHeil U MeHee 12 Hel) U HATMYKE K-
HUYECKUX U PEHTTEHOJIOTMUECKUX TTPU3HAKOB CUHYCUTA,

— OTCYTCTBHME TMOKA3aHW K TOCIUTAIU3AUN B TPO-
¢umnbHOe JIOP-oTHeneHne cTalimoHapa;

— corlacve MalyeHTOB U/WJIW UX POIUTENe/3aKOH-
HBIX TIPEICTaBUTENEH ¢ Ha3HAYEHHBIM BPa4YOM MEIULIMH -
CKUM BMEIIATEILCTBOM (B TOM YHCJIE JIEKAaPCTBEHHBIMU
CpeACTBAMM);

— OTCYTCTBUE JAHHBIX O HETIEPEHOCUMOCTH OCHOBHBIX
1 BCIIOMOTaTeTbHBIX KOMITOHEHTOB, BXOISIINX B COCTaB
Ha3HAYCHHBIX TIPETapaToB.

Kputepnu nckimodeHus:

— BO3pACT MalMeHTOB cTapiie 18 yet;

— oOpallleHre K OTOPMHOJIAPUHTOJIOTY Ha aMOyiaTop-
HOM IIpMeMe C XajobamMu Ha 3aJ0XXEHHOCTb/BbIIEe-
HUSI U3 HOca (MeHee 7 nHel wiu 6ojee 12 Hem) U OTCyT-
CTBUE KIIMHWYECKUX M PEHTTEHOJOTUYECKUX MPU3HAKOB
CHUHYCHTA;

— HaJIM4YMe TTOKa3aHWi K TOCMUTAIM3alUM B TIPO-
¢umnpHOe JIOP-oTHeneHne cTalimoHapa;

— OTKa3 MallMeHTOB U/WIN WX POAMTENICH/3aKOHHBIX
MpeACTaBUTECii OT Ha3HAYEHHOTO BPauyoM MEIULIMH-
CKOTO BMeIIATeJIbcTBA (B TOM YHUCJIE JIEKapCTBEHHBIMU
CpeACTBaMM);

—CBEIEHUSI O  HEMepeHOCHMMOCTU
WIW  BCIIOMOTATEJIbHBIX  KOMIIOHEHTOB,
B COCTaB Ha3HAYEHHBIX TTPerapaToB

BceM, BKIIIOUEHHBIM B UCCJIEIOBaHME, IPOBOIMIN
o0bryHbIil  JIOP-ocMoTp M peHTreHorpapuio OKOJIO-
HOCOBBIX Tazyx. Ilocie 3TOro mManMeHThl ¢ KIMHHUYE-
CKUMM U PEHTTEHOJIOTMYECKUMM MPU3HAKAMKU CUHYCUTA
clydaiiHbIM 00pa3oM ObUIM pacripesesieHbl Ha 2 TPYTIIIbI
HaOJItoIeHUs: IeTAM 1-ii TpyInbl Ha3HaYaau THaMpeHn-
KoJia muMHar auetwiiucteuHar (0,125 Mr Ha uHrans -
1110 2 pas3a B JIeHb), a MALMEHThI 2-i TPyMIIbl MOJyYaan

OCHOBHBIX
BXOJSLIINX

OPUINHAJIbBHbBIE CTATbU

AMOKCULIWIJIMHA KJIaByJaHaT B BO3PACTHON JO3UMPOBKE
u3 pacuera 40—45 Mr/Kr nepopajibHo 2 WK 3 pa3a B ACHb.
Hetn oOeux Tpyrnmnm MOMIM MPUHUMATh TOMUYECKUIA
JIEKOHTECTAHT W PacTBOP MOPCKOM BOIbBI [JISI MHTpaHa-
3aJIbHOTO TIPUMEHEHUsI, a TAlMEHTbl 2-il TPYyMIIbl ellle
U MYKOAaKTHUBHBIN Tpenapar (May Tperapar KOMIUIEKC-
HOTO JEWCTBUS C MyKOAKTUBHBIM 3(h(HEKTOM).

Ha xaxnaom u3 Bu3uToB (aeHb 0 1 geHb 7—8) oLeHU-
BaJlv CJIEAYIOLIME CUMIITOMBI:

— COCTOSIHME HOCOBOTO JAblxaHusi — 1o 10-0amib-
Hoit BAIL;

— JaHHbIE PUHOCKOIMYECKON KapTUHbI (HaIu4ue
OoTeKa, TUIIEPEMUN CIM3UCTON O00OJOUYKM W BBIICICHUI
B MoJjiocTh Hoca) — no 10-6amapHoit BALLL.

IIpu moBTOpHOM OCMOTpe (IeHb 7—8) OlLleHUBAIU
93¢ GEeKTUBHOCTD MPOBEAESHHOIO JieueHUs (BbI3IOPOBIIE-
HUe—YyJy4llleHue—u3JIeYeHUe), JIUTeJIbHOCTb JIEYEHMUSI
(B IHSX) M YMCJIO0 MPUHUMAEMbIX OJTHOMOMEHTHO Mpera-
paToB, a TaKXKe MEePEHOCUMOCTb JIEYEHUSI, OLIEHUBAEMYIO
M0 HAJIMYMIO/OTCYTCTBUIO HEXEJATeJIbHbIX WU M000Y-
HBIX SIBJIEHUI Ha (hOHE JIeUeHus.

CraTuctuueckyro oOpabOTKYy TOJYYeHHbBIX JaHHBIX
npoBoauau cpeacrBamu s3bika I[luton (Python 3.8.).
JInst pacyeToB ObLIM MCITOJb30BaHbl BCTPOEHHbIE (DYHK-
uun 13 moayis Scipy. KonumyecTBeHHblE moKazarenau
OLIEHMBAJIM HAa COOTBETCTBME HOPMAJIbHOMY pacrpeme-
JICHUIO, JJISI 3TOTO MCIojb3oBaiu Kputepuit [lanupo—
VYunka. [1posepka nokasaja, 4YTo AaHHbIE B MCCJIEI0BA-
HUM HE UMEIOT HOPMaJIbHOTO pacmpeneieHus. [loaromy
B JajbHEHIIEeM pacyeTbl TMPOU3BOAUINCH METOAaAMU
HernapaMeTpUueCcKoi CTaTUCTUKU.

HomuHanbHble AaHHBIE OIMCHIBAIA C YKa3aHUEM
A0COIOTHBIX M OTHOCUTENbHBIX (%) 3HaueHwmil. CoBo-
KYIMHOCTU KOJIMYECTBEHHBIX TOKa3aTeseil, pacnpeaese-
HUE KOTOPBIX OTIIMYAJIOCh OT HOPMaJIbHOTO, ONMUCHIBAIN
Nnpyu MOMOLIM 3HaueHuit MeauaHbl (Me) W HUXHEro
u BepxHero kBaptuiieit [Q1; Q3]. CpaBHeHHEe HOMUHAb-
HBIX JAHHBIX OCYIIECTBJISUIM TIPU TIOMOILM KPUTEPUSI
y? MupcoHa. [ cpaBHEHUsSI HECBSI3aHHBIX BBIOOPOK
B OTCYTCTBHE TPHM3HAKOB HOPMAJIbHOTO pacrpeneeHUsI
naHHbIX wucrojb3oBanu U-kputepuit MaHHa—YuTHMU.
JIJ1st TpOBEPKU pa3IUUUil MEXKLY IBYMSI CpPaBHUBAEMbIMU
MapHbIMU BbIOOpKaMM mpuMeHsuicss W-kputepuii Bui-
KokcoHa. C 11e/1bl0 U3YYEHUST CBSI3U MEXIY SIBJICHUSIMU,
MpeaCTaBIeHHBIMU KOJWYECTBEHHBIMU TAHHBIMM, pac-
npeaejeHre KOTOPbIX OTIMYAIOCh OT HOPMaJIbHOTO,
WUCIOJIb30BAJIM  HEMapaMeTPUYeCKUii METOJ — pacyeT
KOoa(GULMEHT paHroBoil koppensunu CrnmpmeHa (r).
Paznuumst  cuurtanyM  CTaTUCTMYECKUM  3HAYMMbBIMU
pu p<0,05.

Pesynbrathl

IMon nHaGmoaeHueMm Haxomuiica 61 maumeHt (33
MajbuMKa M 28 JeBouYeK) B Bo3pacTte OT 3 g0 9 e,
COOTBETCTBYIOLIUI YCIOBUSIM BKJIoUueHUs. MenuaHa
Bo3pacta B 1-ii rpynne (dpayumyumn-UT) cocras-
asma 9 [7; 11] net, Bo 2-# rpymre (aMOKCULIMJJIMHA
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knaBynaHat) — 10 [8; 12] netr. CrarucTUYeCKN 3HAUM-
MbIX Bo3pacTHBIX (p=0,0776) u reHmepHbIx (p=0,3741)
pasIu4uii B rpyrIax He BbISIBICHO.

Ha momeHT BKIItOueHUsI B uccienoBaHue (meHb 0)
COCTOSIHME TIAlIMEHTOB B 00EMX IpyIrax ObLIO COMOCTa-
BUMO: CTaTUCTUYECKU 3HAYMMOTO pPa3udusl He ObLIO
obHapyxeHo (p>0,05) (tabn. 2). UckmwoueHue cocta-
B cuMnitoM «OTmesnsieMoe B CpeTHEM HOCOBOM XOIE»
(p=0,0296); ero oleHKa CTAaTUCTMYECKN 3HAYMMO BBbIIIE
y TalMeHTOB, KOTOPBIM OBbLI Ha3HAaYeH CHCTEMHBIMI
AHTUOMOTHK aMOKCHUIIMJUIMHA KJIaByJjaHat (2-s rpymnma).
CpaBHeHMe pa3TINIuii IO OIICHKE COCTOSTHUSI IMAallueHTOB
B eHb 0 u neHb 7—8 (cM. Tab. 2) mokasajo, YTo Jieye-
HME, Ha3HAYeHHOe MalMeHTaM oO0eux TPy, [1ajo
JIe4eOHBIN 3P dEKT: CTATUCTUIECKU 3HAYMMOE pasiniue
(»p<0,01) oTrMeuyeHO IO BCEM H3y4aeMbIM CHUMIITOMaM
y BCeX MalMeHTOB (puc. 2).

CpaBHeHME UIMTEJIBHOCTU Kypca JIeUeHMS ITOKa-
3aJ10, 4TO MeIMaHa JNAaHHOTO MoKa3aTessi COCTaBJsuia
7 mHeit B obeux rpymmax (B 1-if rpynre [5,5; 8,0] mHs,
Bo 2-11 rpymiie — [6,0; 7,0] nHst). Takum obpa3om, cTaT-

CTUYECKU 3HAUMMBIX Pa3JINYMii He BHISIBICHO (KpUTEPUIA
Manna—Yuthu; p=0,2302).

B 1-it rpynme (Pnyumyumin-antuoumornk MT)
CyMMapHO€ YKCJIO TPUHUMAEMBIX IIperapaToB KoJie-
6anoch ot 2 mo 3 (memmana 3,0), Bo 2-ii rpynme —
ot 3 1o 4 (menunaHa 4,0), pa3muune CTaTUCTUYECKU 3HA-
yumo (kputepuit ManHa—Yurnau; p<0,001). [TaimeHTbI
1-if TpyNIbl MPUHUMAIW TOTOJHUTEBHO TOIMMYECKUIA
JIEKOHTECTaHT W/UJIY pPaCTBOP MOPCKOI BOMBI JUTSI MHTpa-
Ha3aJIbHOTO TIPUMEHEHUsI, a TMALMEeHThl 2-i TPyl —
TONMYECKUIN JTEKOHTECTaHT, PACTBOP MOPCKON BOIBI
JUTSI. MHTPaHA3aJIbHOTO TPUMEHEHUS] M MYKOAKTHUBHBINI
nperapat (WM Tpernapar KOMITIEKCHOTO JeCTBUS
C MyKOAKTUBHBIM 3(h(HEKTOM).

OneHka 3(MGEKTUBHOCTH TPOBEACHHOTO JICUSHUS
MalMeHTaM1l/UX POAUTEISIMU/3aKOHHBIMU TIPEACTaBU-
TeJSIMM M BpauyaMM COBIIaJia U MOKa3alia, 4YTO Pe3yJIbTaT
B OOJIBILIMHCTBE CJIyyaeB ObLT OLEHEH KaK «BbI3IOPOBJIE-
Hue» (puc. 3). Hu y onHoro u3 HaboaaeMblix NaLlUEHTOB
Ha (oHe JieueHUs] He ObUIO OTMEUYEHO HEeXeJaTebHbIX
no00YHBIX 3 (PEKTOB.

Tabauya 2. CpaBHenue 3(h¢eKTUBHOCTH JiedeHHs 10 OlleHKe CocTosiHUsA nanueHToB B /lenb 0 u JIens 7—8 B rpynnax cpaBHeHus,

oaman BAITT

Table 2. Comparison of the effectiveness of treatment by assessing the condition of patients on Day 0 and Day 7—8

in the comparison groups, points VAS

=
- RS
¥ i 2
Jlenn 0 Kpurepnii Ef 2 Kpurepwii E =
5o z &
1-s rpynma 2-s1 rpynna = £ 1-sarpymma 2-s rpynna S =
(n=31) (n=30) 3 § ®=31)  (n=30) g =
I3 =
Me Me % § Jlenn Me Me E %
OneHnBaeMblii CHMIITOM [Q1; Q3] [Q1; Q3] =~ 2 7-8 [Q1; Q3] [Q1;Q3] @
8,0 8,0 Manna— 1,0 1,0 Bunkok-
SR 1) 18,0:9,0]  [8,0:9,0] Varmn 0010 001,00 [0,0.1,00 coma 0001
8,0 8,0 ManHa— 1,0 1,0 Bunkoxk-
BEUICHCHNAS HOGH [7.5:90]  [7,0:90] Vurmm %92 05710 [1,0,1,00 coma 0001
7,0 7,0 Manna— 1,0 1,0 Buikok-
S (6,0:80] [5.0:775]  Yuran %21 100,101 [00.1,0] coma  ~0:001
5,0 5,0 Manna— 0,0 0,0 Bunkok-
L [4,5:60] [425:575] Vamm ™2 [00.10] [00:10] coma 0001
l'unepemus cauzucToit 8,0 8,0 ManHa— 0.4878 0,0 0,0 Buikok- <0.001
000JIOYKH TTOJIOCTH HOCA [7,5;9,0] [7,25;9,0] YurHu ’ [0,0; 1,0] [0,0; 1,0] COHa ’
., 8,0 8,0 Manna— 1,0 1,0 Bunkok-
Elamererns mspenea [7,5:9.0]  [7.0:9,0] I T R
6,0 7,0 Manna— - 0,0 0,0 Buikok-
B cpemieM HOCOBOMXOZIE 6 0°7 01 [6,25:8,75]  Vemm U092 [0,0:0,0] [0,0;0,00] coma <0001
5,0 4,0 Manna— 1,0 1,0 Bunkok-
BloGmentnocosom=one S G o in AN 6 0] Varmn 0292 [05:1,00 [1,0:1,0] coma 0.0l
OTex CIM3UCTOI 8,0 8,0 ManHa— 1,0 1,0 Bunkoxk-
obosouku nosoctu Hoca  [8,0;9,0]  [7,0;9,0] Yuruu 04006 1007100 10,0;1,0 coma <0001
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Puc. 2. lnHaMMKa CUMIITOMOB OCTPOT0 CHHYCHTA Y MAIMEHTOB B IPYNNax CPABHEHUS.
a — 32JI0)KEHHOCTh HOCA; 0 — BbIJEJIEHHs U3 HOCA; B — Xpal; I' — Kallelib; J — FHIepeMusi CJAU3UCTON 000JJ0YKH NOJIOCTH HOCA;
€ — OTeK CJIM3UCTOIi 000/I0YKH M0JOCTH HOca. AK — aMOKCHIMILIMHA KiIaBy/IaHaT.

Fig. 2. Acute sinusitis symptoms reduction in comparison groups.

a — nasal congestion (stuffiness); 6 — nasal discharge (rhinorrhea); B — snoring; r cough; 1 — nasal mucosa hyperemia; e — nasal

mucosa swelling. AK — amoxicillin clavulanate.
BbiBoabl

1. IlpumeHeHue npenapara TuamdeHuKona IJIU-
LIMHATa UMCTEeMHATa B BUAE MHTaIsIuuit 2¢dheKTUBHO
TaKk Xe, KaK W NpUeM aMOKCHUIIMJUIMHA KJaByjaHaTa
B JICUEHUU JAETEH C OCTPbIM HEOCIOXHEHHBIM PUHO-
CUHYCUTOM. B cpaBHMBaeMbIX rpyrnmnax cTaTUCTUUYECKHU
3HAUMMOE pa3jiMuue OTMEUYEHO MO BCEM M3Yy4yaeMbIM
cuMmnitomaMm 1o u nocie jedeHus (p<0,01). OueHka
3G GEKTUBHOCTUA JIEYEHUsI HE UMEET CTaTUCTUYECKU

3HAYMMOTO pasinuusi Mexnay rpynnamu (p=0,9695)
npu comnoctaBumoit (p=0,2302) AAUTEIBHOCTU KypCO-
BOTO JICUEHUSI.

2. llpeumyniecTBOM Ha3zHayeHUs Mpernapara THUam-
enuKoNa rMMHATA aneTwcTenHaTa (Paynmymi-
aHTMOuoTuK MT) B KOMILJIEKCHOM JIEUEHUM HEOCIOXK-
HEHHOTO pPUHOCHHYCUTA Yy JIeTeii MOXHO CYUTaTh
YMEHbLIEHUE HEOOXOIUMOCTHU MpUeMa AOMOJHUTETbHbIX
JieKapcTBeHHBIX cpeacTs (p<0,001).
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p=0,9695
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1-a rpynna (n=31)
Sayumyumn-mT

M Bbi310poBNeHKe

10%

2-arpynna (n=30)
AK

YnyJweHune

Puc. 3. DdbdeKTHBHOCTH JiedeHns B rpynnax cpasHennsi. AK — aMOKCHIMILIMHA KJIaBY/IaHAT.
Fig. 3. Treatment efficacy in comparison groups. AK — amoxicillin clavulanate.
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OPUINHAJIbBHbBIE CTATbU

CocTosiHre JUMUAHOr0 00MeHA U AHTHOKCUIAHTHBIN CTaTyC
NP 3K30reHHO-KOHCTUTYIIMOHAJILHOM OXKMPEeHUH y JieByiieK bypsitun

JI.U. Kosecnukoea, M.A. Jlapenckas, JI.B. Poiuxosa, JI.A. Ipebenkuna, H.B. Cemenosa,
C.U. Kosecrukos

®rBHY «HayuHbIi LeHTp NpobieM 340POBbS CEMbU U PenpoaykLmm Yenoseka», MpkyTtck, Poccus

Lipids methabolism and antioxidant status in exogenous constitutional obesity
in girls of Buryatia

L.1. Kolesnikova, M.A. Darenskaya, L.V. Rychkova, L.A. Grebenkina, N.V. Semenova,
S.1. Kolesnikov

Scientific Centre for Family Health and Human Reproduction Problems, Irkutsk, Russia

HccaenoBanne naroreHeTHYECKUX 3BeHbeB (DOPMHPOBAHMS MOAPOCTKOBOTO OKHMPEHHsI B HACTOsilee BpeMsi NMpuoOpeTaeTr Bce
00JIbIIYI0 3HAYUMOCTb MO NMPHYMHE YACTOrO ycyryOjenusi 3a0ojeBanust BO B3pocioMm Bo3pacte. IlpencraBisieTcsi 04eBHIHbBIM,
YTO Cepbe3HOro Mporpecca B MCCJIEI0BAHUN NATOreHe3a JAAHHOTO MPOIECCa MOXKHO JOCTHYb, H3YYUB MOJIEKYISIPHbIE MEXAHU3MbI
¢opmupoBanNs 0:KMpeHNs B AETCKO-TIOAPOCTKOBOM Bo3pacTte. VIHANBUIYAbHBII MOIXO0/ B INATHOCTHKE U JIEYEHUH OKUPEHNS TIO/1-
pa3ymMeBaeT yyeT Pa3iHyHbIX ()AKTOPOB, B TOM YHCJIe NPUHALIEIKHOCTH NALMEHTA K ONpe/eIeHHOil HalMOHAIbHOCTH. B nocaennue
JIeCATUIETHS CPeIM NPeCTABUTE el MOHTOIOUTHOI PAChl 0TMEYAETCS POCT 3200J1€BAeMOCTH OXKUPEHHEM, ellle HeIaBHO He XapaK-
TEPHOro 1S IAHHOii PacoBoii rpynmnbl. B cBA3M ¢ U3/10KEHHBIM 1IeJIb UCCIEJOBAHMS COCTONIA B AHAIM3E COCTOSHHUS JHIHIHOTO
00MeHa M YPOBHSI AHTHOKCHIAHTHBIX KOMIIOHEHTOB Y JIeBYIlIeK OYPATCKOr0 3THOCA € 9K30reHHO-KOHCTHTYIMOHAJIbHBIM OXKUPEHHEM
I crenenn. O6ciaenoBanbl 44 eBYHIKH ¢ 9K30TeHHO-KOHCTHUTYIIMOHAJILHBIM OxkupeHneM I cremenn U 48 mpakTHUYECKH 30POBBIX
JieByLIeK-NOAPOCTKOB (Ipynna cpaBHEeHHs]) TAKOro xe Bo3pacta. Bee o0c.ienyemble MO 3THUYECKOi MPUHA/LTEIKHOCTH OTHOCHINCH
K Oyparckomy 3THocy. B paGore mcmosb3oBamich cnekrpogoromerpudeckue u (II00poOMeTpUYECKHEe METOAbl MCCJIeI0BAHMS.
BrisiBeHO, 4TO HATMYKE SK30T€HHO-KOHCTUTYIMOHAIBHOTO OXKUPEHHUS Y 1eBYIIEK-NOIPOCTKOB COMPOBOKIAETCS Pa3BUTHEM HC-
JMnuaeMun (MOBbILIEHHbIE KOHLIEHTPAIMH 00ILEro XoJecTepuHa, TPHALMIIIUIEPOJIOB, X0JIeCTEPHHA JUNONPOTEUHOB 0YeHb HU3KOIH
IUIOTHOCTH, TIOBbIIeHHE K03 dHUIeHTa aTePOTeHHOCTH, CHIZKEHHDIIi YPOBEHb X0JIeCTEPHHA IMIONPOTENHOB BBICOKOIi ILIOTHOCTH),
a Takke Ae()MIUTOM KOMIIOHEHTOB AHTHOKCHIAHTHOH 3aMThI (CHIZKEHHbIE YPOBHH 0-TOKO(epo.ia, PeTUHO/1A, AKTUBHOCTH CyIep-
OKCHUIMCMYTa3bl U IIyTATHOH-S-Tpancgepaspl). [lomyyennbie pe3yabTaTsl MO3BOJISAT PACIIMPHTH NpPeICTABIEHHS 0 NaTogusuo-
JIOTHYECKUX MEXaHH3MAX MOJPOCTKOBOTO OKMPEeHHs U Pa3padoTaTh HHAMBUAYAIbHbIE MOAXOBI K JI€YEHUIO JAHHOTO COCTOSIHHS.

Karoueevte caosa: demu, desyuicu, odxicupenue, Aaunudst, amuoxcuoanmot, bypsmus.

Ans umtuposauns: KonecHukosa J1.W., [apeHckass M.A., PeiukoBa J1.B., [pebeHkuHa J1.A., CemeHosa H.B., Konecuukos C.U. CocTosiHne
NMNUAHOro obMeHa v aHTUOKCUAAHTHBINA CTatycC rpy 9K30reHHO-KOHCTUTYLIMOHAIbHOM OXUpeHun y nesyluek bypstun. Poc BeCTH nepuHarosn
wn neaunatp 2021, 66:(1): 80-86. DOI: 10.21508/1027-4065-2021-66—-1-80-86

The study of adolescent obesity and pathogenic factors of its development is getting more and more important as the disease aggra-
vates in adulthood. The serious progress in the study of the pathogenesis of this process can be achieved by analyzing the molecular
mechanisms of the obesity development in childhood and adolescence. An individual approach to the diagnosis and treatment of obe-
sity includes various factors, including the patient’s nationality. In recent decades there is an increase in the incidence of obesity
among the representatives of the Mongoloid race, which is not characteristic of this racial group. Thus, the aim of the study was
to analyze the state of lipid metabolism and the level of antioxidant components in the Buryat girls with exogenous constitutional
obesity of the 1st degree. The authors examined 44 girls with exogenous constitutional obesity of the 1st degree and 48 practically
healthy adolescent girls (comparison group) of the same age. All the girls belonged to the Buryat ethnic group. They used spec-
trophotometric and fluorometric research methods. The study revealed that exogenous constitutional obesity in adolescent girls
is accompanied by the development of dyslipidemia (increased concentrations of total cholesterol, triacylglycerols, very low den-
sity lipoprotein cholesterol, an increase in the atherogenic coefficient, a decreased level of high density lipoprotein cholesterol),
as well as a deficiency of antioxidant defense components (decreased levels a-tocopherol, retinol, activity of superoxide dismutase
and glutathione-S-transferase). These results expand the understanding of the pathophysiological mechanisms of adolescent obesity
and develop individual approaches to the treatment of this condition.

Key words: children, girls, obesity, lipids, antioxidants, Buryatia.
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K30T€HHO-KOHCTUTYLIMOHA/IbHAsE ¢opMa — Hau-
0osiee pacrpocTpaHEeHHasi B CTPYKTYPE OXXUPEHUsI,
XapaKTepU3yeTCsl BbIPAXKEHHBIM JMCOATaHCOM  MEXIy
noTpe0sieMbIMM KaJIOpUsSIMUA U MX pacxomoBaHuem |[1].
B cBsI31 ¢ MOMATUOIOTMYHOCTBIO 3a00JIeBaHMS MIPU JaH-
HOIl (popMe OXMpeHUsT TpeOyeTcs] OMHOBPEMEHHO KOM-

IJICKCHBIA Y MHAWBUIYAIBbHBINA TTOAX0 B iedeHuu. Oco-
60ro BHUMaHUSI 3aCITy>KMBAIOT MALIMEHTHI TTOAPOCTKOBOTO
BO3pacTa, TaK KaK 3a4acTyl0 CTPajaloT 3abojieBaHUEM
U BO B3POCJIOM BO3pacTe, C pa3BUTHEM PA3TMIHOTO pona
OCJIO)KHEHUI, B TOM YHCJIE TSKEBIX CepAeYHO-COCYIU-
cThix 3a0osieBaHuil [2]. Cpeau MOAPOCTKOB 3K30r€HHO-
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Konecrurxosa JI.U. u coaem. CocTostHUE TMMMAHOTO 0OMEHA M aHTUOKCUAAHTHBII CTaTyC MPHU 3K30T€HHO-KOHCTUTYLIMOHAJIBHOM OXKUPEHUN Y AEBYIIEK Eypf{TI/II/I

KOHCTUTYLIMOHAJIbHAsI (popMa oXMpeHusi Hanbosee pac-
npoctpaHeHa y AeBodeK. OCHOBHBIMU TIPEAMKTOPAMU
ITOIPOCTKOBOTO  OKMPEHUSI TOMHMMO HACJIEICTBEHHBIX
(akTOpOB ciyXKaT r’MIoauHaMusl, TucOaIaHC IHepreTuye-
CKOro oOMeHa, OTSTOIIEHHbIN CEMEWHBII aHaMHe3, TICU-
XO3MOLIMOHAJIbHOE HampstkeHue |3, 4].

HccnenoBanue MaTtou3UOJOTMUYECKIX MEXaHU3MOB
(opMUpoBaHUST OKUPEHUS B HACTOSIIEE BpeMsl TIPUOOpe-
TaeT Bce OOJIBIIYIO 3HAYMMOCTh. YCTAaHOBJIEHO, UYTO OXM-
peHUe CBSI3aHO C XPOHUYECKUM BOCIAJICHUEM XUPOBOM
TKaHW, aKTUBALME MPOBOCHAUTEbHBIX peaKIvid, T1C-
JIAMUIEMUEN, pa3BUTHEM OKUCIUTEILHOTO CTpecca U T.II.
[5, 6]. CiencTBueM MpOrpecCUpOBaHUS OKUCIUTEIBHOIO
cTpecca SIBJISICTCS HAKOIJIGHWE B OpPraHW3Me LIMTOTOK-
CUYHBIX COCIMHEHUI, B TOM YUCJIe SHIOTEHHBIX aJIbIeTH-
JIOB, BBICTYIAIOIIMX B KaueCTBE MEIMATOPOB MOBPEXKIIE-
HUS U TMIPOBOLIMPYIOIINX XapaKTepHbIE CIBUTM B OOMEHe
BemiecTB [5, 7, 8]. OcoOyo poib B JTAaHHOM CJTy4ae MOXET
WUrpaTh CHWXKEHWE MOIIHOCTM MHOTOKOMIIOHEHTHOM
AHTUOKCHIAHTHON CHUCTEMBbI OpraHM3Ma, COCTOSIIEeH
n3 (GakTopoB (pepMEHTATUBHON U HedepMEeHTaTUBHOM
npupoasl [9]. K 4uciay cuibHENImMX aHTMOKCUIIAHTOB
9K30T€HHOTO TIPOUCXOXACHUSI OTHOCST JXKUPOPACTBOPH-
MBI BUTAaMUHBI — 0-TOKO(MEpPOJ M PETUHOJ, SHIOTEH-
HOTO — TJIYyTaTMOH M (PepMEHTHI, 00eCIeunBalolIe ero
¢yukumonuposanue [10, 11]. HemocrarouHasi akTuBs-
HOCTh aHTUOKCHIAHTHBIX KOMIIOHEHTOB U COOTBETCTBYIO-
11ee HEKOHTPOJIMPYEMOE YBEJMYEHUE COJEP>KAHUSI CBO-
060IHOpATUKATBHBIX IIPOLYKTOB MOTYT UTPATh PEIIAIOIIYIO
pPOJIb B Pa3BUTUU IU3ANANITUBHBIX PEaKIUil B YCIOBUSX
MaTOJIOTMYECKOTO mpoiiecca [12—14].

WHauBuIyanbHBIA TIOOXON B JICYCHUU OXUPEHUS
rnoapasyMeBaeT yueT pa3IuvHbIX (haKTOpOB, B TOM YMCIIC
MPUHAIJICXKHOCTH TIAallMeHTa K OMNpeNeJeHHON HalMo-
HajnpHOCTH [15, 16]. B mocnenHue mecaTWICTHS Cpenu
MpeACTaBUTeIeld MOHTOJIOUWIHOW pachl OTMEUYAETCsl POCT
320071€BAEMOCTM OXMPEHMEM, ellle HeAaBHO HE Xapak-
TepHOTO IS JaHHOUW pacoBoii rpymmbl. Tak, B Kwurae
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YKCIIO 3a00JIEBIINX JETEH COCTaBIISIET yKe Oojiee 15 MiIH
M UMeeT TeHISHLMIO K JaJlbHelIeMy yBeaudeHuto [15].
HccnenoBaHust yCTAaHOBWIIN, YTO KapAMOMETa0OIMIeCcKe
OCJIOKHEHUSI TIPU OXMPEHUU Cpeiy a3uatoB (hOpMUpY-
JOTCS TIPM MEHBIIMX 3HAYEHUSIX M30BLITKA MAacChl TeJa;
a MOAPOCTKU-KUTANIBI UMEIOT 3HAYMTEJIBHO O0Jiee BBICO-
KU TIPOLIEHT KMpa, YeM TMOAPOCTKU — IpeACTaBUTEIN
eBponcongHoi pacel [17, 18]. Cpenu 1mogpoOCTKOB-MOH-
TOJIOMIOB, TNPOXMBAIOLINX Ha Tepputopuu Poccuiickoi
Depepanuu, Takke 0OHaPYKEHBI OTIPeIeIeHHbIE 0COOCH-
HOCTH TeYeHUsT 3a00JieBaHUsI, B TOM YHCIIe KacalolIuecst
XapaKTepHBIX I JAHHOTO 3THOCAa IHpeaukropos [19].
IIpu 3TOM HEIOCTATOYHO CBEAECHUII O OMOXMMUYECKUX
XapaKTepUCTUKAX Y TOAPOCTKOB-MOHTOJIOMIOB C 3K30-
T€HHO-KOHCTUTYLIMOHAJILHBIM ~ OXHUpeHUEM. B cBa3u
C OTUM LIEJTbIO HACTOSILETO MCCIICIOBAaHMS ObUT aHau3
COCTOSIHMSI JIMITUIHOTO OOMEHA M YPOBHS aHTUOKCHUIAHT-
HBIX KOMITOHEHTOB Y JIEBYILIIEK OYPSITCKOrO 3THOCA C 9K30-
Te€HHO-KOHCTUTYLIMOHAJILHBIM OXUpeHUeM | cTteneHu.

XapakTtepucTuka getei u MeToabl UCCnefoBaHus

bom  oOciemoBanbl 44  meBymIKA — OypsSITCKOTO
39THOCA TIOAPOCTKOBOTO BO3pacta (CpeaHUil BO3pacT
14,26+2,31 roma) ¢ 3K30r€eHHO-KOHCTUTYLMOHAJIBHBIM
oxupeHueM | crerieHn (ocHoBHas rpymnmna). B kauectse
KOHTPOJILHOM TPYIMITbI ObUIM UCTIOJIB30BaHbI TaHHBIE 48
MPaKTUYECKU 3M0POBBIX JEBYIIEK-TIOJIPOCTKOB TOTO XK€
9THOCa W Bo3pacta (cpenHuii Bo3pact 14,25+2,42 rona).
HaGop cyObekToB B TpyIbl MPOU3BOAWICS B TeUEHUE
2015—2016 TT. Ha TEPPUTOPUU CEJIbCKUX paiioHOB Pec-
nyosvku bypsaTtusi Bo Bpemsl €XerogHoro IiaHOBOTO
ocmortpa. Mamepsim poct (cM), maccy Tena (KT), paccum-
THIBAJIM MHAEKC MACChI Teja (Kr/M?), 4MCI0 CTaHIapTHBIX
oTKJIoHeHu# (standard deviation score, SDS) uHaekca
Macchl Tejla, OKPYXXHOCTb Tajiuu (CM), YPOBEHb CUCTO-
JINYECKOTO M JMACTOJIMYECKOTO apTepraJbHOTO JaBjie-
HUS (MM PT. CT.), OLICHUBAJIM YPOBEHD IIIOKO3bI B KPOBU
HaToIllaK (MMOJIb/JI).

Hnsa nuarHoctuku | cTeneHu 3K30reHHO-KOHCTUTY-
LIMOHAJIBHOTO OXUPEHUS OMpeessid 1oKa3aTe/lb CTaH-
JAPTHOTO OTKJIOHEHUsI MHIEKCa MacChl Tejia C TIOMOIIbIO
nporpamMMmbl  BcemMupHO#i opraHuszanuy - 3apaBooXpa-
HeHust Antro Plus, 2009. [InarHo3 oXupeHUsl yCTaHaB-
JIBAJIM TIPY YMCJIe CTAaHIAPTHBIX OTKJIOHEHWI MHAeKca
macchl Tena 6ojsee +2,0 (I crenens) [1, 20]. Kputepuu
BKJIIOUEHHUS B TPYMITYy MALUEHTOK C 9K30r€HHO-KOHCTU-
TYLIMOHAJIbHBIM OXUpeHueM | cTerneHu: 4YUCIO0 CTaH-
IapTHBIX OTKJIOHEHMM WHIeKca Macchl Tena 2,0—2,5;
WUCKJIIOUEHHUE Ha Havajo oOciienoBaHusl wiu 3a | Mec
JIO0 HEro OCTPBIX UJIM O0OCTPEHUS] XPOHMYECKHUX 3a00J1e-
BaHMI; HAJIMUKE B IBYX MTOKOJIEHUSIX — POAUTENICH OTHOM
HalMOHAJIBHOCTU (OYpsIThI); MOCTOSIHHOE TPOXMBaHUE
MOAPOCTKA HAa TEPPUTOPUN JTAHHOTO MYHMUIUMATLHOTO
o0pa3oBaHUsl; TMOANMCAHUE POAUTENSIMU WU 3aKOH-
HBIMU TPENCTaBUTENSIMU, a TAKXKE MOAPOCTKAMU CTapliie
15 ner mHMOPMUPOBAHHOIO coOIIacUsl O BKJIIOYEHUU
B uccienoBaHue. Kputepum WMCKIIIOUEHUsI M3 TPYIITbI
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MalMeHTOK: 3a7epXKa (hU3MUEeCKOro pa3BUTHS, nehu-
LIMT MaccChl Tejla, TeHETUYECKUEe M CUMITTOMATUYeCKUe
(opMBI OXUpeHMs, TIpUEeM JEeKapCTBEHHBIX CPEICTB,
MOTEHIIMAIIBHO BIMSIOIIMX HAa Maccy Tejla U OlLleHUBae-
Mble OMOXMMHWYECKUE XapaKTePUCTUKH.

MatepuanaoM HMCCAeIOBaHUST CIYKWIN TIa3Ma KPOBU
n remoym3ar. OOpaslibl KpPOBU Ul aHAJIW30B Opaiu
13 JIOKTEBOI BEHBI C Y4€TOM OOIIETIPUHSITHIX TPEOOBAHMIA.

YpoBHM 00I1IeTO X0JIeCTepHUHa, XOJIeCTepUHA JIUTIOPO-
TEUHOB BBICOKOM TIJIOTHOCTH, TPUALIMJITIIMIIEPOJIOB OTIpe-
JIEJISUTA ¢ TIOMOIIBbIO HabopoB Cormay Ha aBTOMaTHUYECKOM
anammsaTope BTC-330 meromom doromerpun. Comep-
>KaHWEe XOJIECTEpUHA JIMTMOMPOTEMHOB HU3KOM TJIOTHOCTH
PaCCYUTBIBAJIM 11O (DOPMYJIE: XOJIECTEPUH JIMIIOPOTENHOB
HU3KOIM TUIOTHOCTM = OOIIMI XOJecTepuH — (XoJiecTe-
PUH JIUTTONTPOTEMHOB BBICOKO TUIOTHOCTH + XOJIECTePUH
JIUTIOTIPOTEMHOB OY€Hb HU3KOM TUIOTHOCTH), TJe YPOBEHb
XOJIECTEpUHA JIUTTONIPOTEMHOB OYeHb HU3KOW TJIOTHOCTH
PacCYNTBIBAJICSI KAaK XOJIECTEPUH JIUTIONPOTEMHOB OYEHb
HM3KOM TUIOTHOCTM = Tpuamwirauiepon/2,2. Koad-
(GUIIMEHT aTepOreHHOCTH, OTPAKAIOIINI OajJaHC MEXIy
YPOBHEM aTePOTEHHBIX M AHTMATEPOTEHHBIX JIMTIOIIPOTEH -
HOB, ompenessuii 1Mo ¢opmysie KodhGUINEHT aTeporeH-
HOCTU = (001U XOJECTepUH — XOJIECTEPUH JIUTIONIPOTEU -
HOB BBICOKOW TUIOTHOCTH)/XOJIECTEPUH JIMIIOIPOTENHOB
BBICOKOI TUIOTHOCTU. [lokaszarenu JUIMIHOTO COCTaBa
KPOBU OLIEHMBAJIM B COOTBETCTBUU C PEKOMEHIALIMSIMU
Bcepoccuiickoro HayyHoro oOlecTBa  KapauoJOoroB
1 Accouuanuu Aetckux kapauoaoros Poccuu (2012) [21].
CornacHO JaHHBIM KPUTEPUSIM TIOBBIIIIEHHBIMU YPOBHSIMU
CUMTAIM OOLIMIA XojecTepuH >4,39 MMOJb/J, XoJjecTe-
PUH JIMMOMPOTEMHOB HU3KOM TUIOTHOCTU >2,84 MMOJIb/JI,
tpuanwiruiepona  >0,99 MMoib/a; BBICOKMMM  ypPOB-
HSIMM — OOIIMiA XojiecTepuH >5,19 MMOJIb/J1, XoJjecTe-
PUH JIMMOMPOTEMHOB HU3KOM TUIOTHOCTU >3,34 MMOJIb/JI,
TPUALMIITIIALIEPOT >1,3 MMOJIB/II. YpOBEeHb XOJecTeprHa
JIUTIOTIPOTEMHOB BBICOKOHM ToTHOCTH <1,30 MMOJIB/JI
pacueHuBaIu Kak Hu3Kui [21, 22].

CocTosiHe CHCTEMbl AHTMOKCHUIAHTHOM  3alllUThI
OLICHMBAJIN TIO CJICAYIOIIUM TTOKa3aTesIsIM: OOIlasi aHTHU-
OKMCJIUTEJIbHAsE aKTUBHOCTh KPOBH, COIEPKaHUE 0-TOKO-
(epona, peTHHONAa, aKTUBHOCTh CYITEPOKCUIIUCMYTA3bI,
coliepkaHe BOCCTAHOBJIEHHOTO M OKHCJICHHOTO TJIyTa-
TUOHOB [23—26]. AKTUBHOCTb TJIyTAaTHOHIIEPOKCHIA3BI,
JIyTAaTUOHPEAYKTa3bl U INIyTaTUOH-S-TpaHcdepas3bl OIe-
HMBAJIA C TIOMOIIBI0O KOMMEPUYECKMX HabOpOB (DUPMBI
«Randox» (BenukoOputanusi). M3mepeHust npoBoawin
Ha cnekrpodoopodotomerpe Shimadzu RF-150 (Smno-
HUSI), KOTOPBIII COCTOMT M3 JIBYX OJIOKOB: CIIEKTPOdOTO-
metp UV-1650PC u cnekrpodiyopumerp RF-1501.

HccnenoBaHue TpoBeIeHO B COOTBETCTBUU C XeJb-
CUHKCKOW jekJapanueid BcemupHOl MenMIIMHCKOMN
accounanuu (1964, 2013 pen.) u 0m0OPEHO KOMUTETOM
o 6uomenunimHckoi atnke npu ®TBHY HII TT3CPY
(BBITICKA U3 TIpoTOKOJa 3acenanus Ne9 ot 8.10.2014).

Jns  aHanM3a TOJYYeHHBIX JaHHBIX MCITOJIb30-
BaJIM CTAaTUCTMYECKWII MakeT mporpamm Statistica 6.1

OPUINHAJIbBHbBIE CTATbU

(«StatSoft Inc», CILIA; npaBoobaanarens — ®T'BHY HIJ
IM3CPY). Jlng omnpeneneHWs: HOPMAJbHOCTH pacrpe-
JeJIeHUsT KOJWYECTBEHHbBIX TMPU3HAKOB MCIIOIb30BaIN
BU3YaJIbHO-TpapuueCcKUil MeToA U KPUTEPUM COTJIacUsl
KonmoropoBa—CMupHoBa ¢ mormpaBkoit Jlummuedopca
u anupo—Ywika. JlaHHbIE MpecTaBIeHbI B BUIE CPel-
Hero 3HauyeHus1 (M), nucnepcuu (o), meauaHsl (Me),
MEXKBApPTWIbHBIX MHTEPBAJIOB [25-i1 TPOLEHTUIIb;
75-i1 mpouieHTWIb|. [Tpy aHamM3e MEXTPYNIIOBBIX Pa3v-
YUl 1J1s1 He3aBUCHUMbBIX BBIOOPOK MCIMOJIb30BAIN Mapame-
Tpuueckuit kputepuii CThlOIeHTa WM HelapaMeTpuie-
ckuit kputepuit ManHa—YutHu. Kputnueckuii ypoBeHb
3HAYMMOCTH MPUHUMaIU paBHbIM 5% (0,05).

Pesynbrathbl M 06CyXaeHne

AHaIN3 aHTPOITIOMETPUYECKUX JAHHBIX Y JEBYIIEK-
TTOIPOCTKOB OYPSITCKOTO 3THOCA ¢ 3K30TEHHO-KOHCTUTY-
LIMOHAJILHBIM OXMPEHUEM ITOKa3aJl CTATUCTUUYECKH 3Ha-
YHMOE YBeJIMUeHEe OCHOBHBIX IOKa3aTeJieii — MacChl Tejia
(»<0,0001), nnnexca maccol Tena (p<0,0001), uncna craH-
JApTHBIX OTKJIOHEHUN uHIekca macchl Tena (p<0,0001)
un okpyxHoctu Tanuu (p<0,0001) y neByiek-naimeHTOK
B CPaBHEHUHU C TPYINoil KOHTpoJist (Tab. 1). B oTHome-
HUU OCTAJIbHBIX KIMHUYECKUX XapaKTePUCTUK CTaTUCTHU-
YeCKHM 3HAUYMMBIX Pa3IM4uil BeISIBJIEHO He ObL10 (p>0,05).

B mapameTpax qunuagHoro ooMeHa y 1eByIlIeK OCHOB-
HOI TPYNITBI OOHAPYKUBAJIUCH CIIEAYIONINEe U3MEHEHUS:
MOBBIIIEHHBIE YPOBHsI oOI1Iero xojectepuHa (B 1,22
paza; p=0,0017), Ttpuanunrauuepona (B 2,16 pasa;
»<0,0001), xonecrtepuHa JUIOINPOTEMHOB OYEHb HU3-
koii tuotHoctu (B 3,13 pasa; p<0,0001), cHuxeHHas
KOHILIEHTpALIMS XOJIECTepUHA JINTIONPOTEMHOB BBICOKOIM
mioTHocTH (B 1,26 pasa; p=0,0018), yBenmnueHne MHTe-
IpaJbHOTO TTOKa3aTeslss — Koa(UIMeHTa aTepOreHHO-
ctu (B 1,74 pasza; p<0,0001) B cpaBHEHUN C KOHTPOJEM
(tabs. 2). [lpy 2TOM YaCTOTHBII aHAJIU3 TApaMeTPOB
JIMTTAIHOTO COCTaBa KPOBU B OCHOBHOM TpyTiIie IMOKa3as
CTATUCTUYECKU 3HAUMMOE YBETMYCHUE YMCIa MallueHTOK
¢ nucunuaemMusimu (taos. 3).

KoMITOHEeHTBl aHTMOKCUAAHTHOM 3allUThI Y AeBYIIEK
OCHOBHOIM TPYIIITBI B CPAaBHEHUM C KOHTPOJIeM OOHapy-
SKABAJIA CTATUCTUYECKU 3HAYMMBIE PA3TUIUS TT0 YPOBHIO
a-Tokodepona (B 1,41 paza Huke; p=0,0262), petuHoNIa
(B 1,12 pasza Hmke; p=0,0306), aKkTUBHOCTH CYIIEPOKCH/I-
nucmyTtasbl (B 1,28 paza Huxe; p=0,0004), riyraTuoH-
nepokcunasbl (B 1,8 pasa Brite; p=0,0002) 1 rayraTuoOH-
S-tpancdepassl (B 1,71 paza Huxe; p<0,0001; tad. 4).

Takum oOpa3om, aHAIM3 JTUTTUIHOTO OOMEHA Y NIEBY-
IIeK OYPSITCKOTO 3THOCA C OXKUPEHUEM TToKa3ajl HaJIuune
B IJAHHO TPYIINe MOBBIIIEHHBIX YPOBHEN psila KOMITO-
HEHTOB: OOIIETr0 XOJIECTePUHA, TPUALMIITIIUIICPOJIOB,
JINTIOTIPOTEMHOB OYeHb HU3KOW TUIOTHOCTH, KO3(Dbhu-
LIMeHTa aTePOTeHHOCTH, a TaKXke CHIKEHHOTO YPOBHSI
JINTIOTIPOTEMHOB BBICOKOM TUIOTHOCTU. Hamuume nuc-
JINTTUAEMUN Y TIAIIMEHTOK C OXHUPEHUEM TOATBEPKIa-
JIOCh ¥ YaCTOTHBIM aHaM30M. [ToydeHHbIe pe3yIbTaThl
COTJIACYIOTCSI C JaHHBIMU O HAJIWUYMU JUCTUTTAICMUN
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Konecrurxosa JI.U. u coaem. CocTostHUE TMIMAHOTO 0OMEHA 1 aHTMOKCUIAHTHBII CTaTyC MPHU 3K30T€HHO-KOHCTUTYLIMOHAJIBHOM OXKUPEHUN Y AEBYIIEK Eypf{TI/II/I

y OosibHBIX ¢ oxupeHuem [4, 5, 22, 27]. CyuiecTBeH-
HBIM (AKTOPOM, BIMSIONIMM Ha pa3BUTUE TUCIUIIH-
IeMUU B YCJIOBUSIX OXUPEHUSI, SIBISIETCSI HEKOHTPOJIM-
pyeMoe BbICBOOOXIEHUE XUPOBOW TKaHbIO, OCOOEHHO
BUCLIEPaJIbHOM, CBOOOMHBIX XMPHBIX KUCJIOT, KOTOpPbIE
B M30BITKE IIOCTYMAIOT B MMOPTAJbHYI LMPKYJISLIUIO
u niedyeHsb [27]. B meyeHun u3 cBOOOIHBIX KUPHBIX KUCIOT
aKTUBHO CHHTE3UPYIOTCS TPUIIMLEPUIBI, YTO COIPO-
BOXKIIA€TCs1 MOBbIIEHUEM KOHLIEHTPALIMU B KPOBU JIUIIO-

MPOTEMHOB OYE€Hb HU3KOW IIJIOTHOCTM W CHUXKEHUEM
COIEp>KaHUS  JIMTIONIPOTEMHOB BBICOKOW  TIJIOTHOCTH.
IloBblllIeHHBIE YPOBHU CBOOOAHBIX >KMPHBIX KMCJIOT
MoryT cHuxartb 3kcrpeccuto MPHK wiu aktuBHOCTH
JINTIONIPOTEMHJIMIIA3bl B >KUPOBOM TKAHU U CKEJIETHBIX
Mmblax [28]. YBenuueHue cHUHTE3a JIMITIONPOTEUHOB
OYEeHb HM3KOMW TIJIOTHOCTU B TMEYEHU MOXET MHTMOUpPO-
BaTh JIMTIOJIU3 XUJIOMUKPOHOB, UTO CITOCOOCTBYET TUIIEP-
TPUTTULIEPUIEMUU.

Tabauya 1. KnuaMdecKas XapakKTepUCTHKA NMANUEHTOK OYPATCKOro 3THOCA ¢ 9K30TeHHO-KOHCTUTYHOHAILHbIM oxkupenneM (M=o,

Me, kBapTiim [25-ii IpOLEHTHIb; 75-ii MPOIEHTHIB])

Table 1. Clinical characteristics of patients with exogenous constitutional obesity (M=o, Me, quartile [25th percentile; 75th percentile])

1-s rpymna (n=31)

2-4 rpymna (n=30)

e 161+0,04 162+0,07
’ 161 [160; 163] 162 [156; 168]
AR 54,4+5,49 7548,02*
’ 54,2[49,9; 57,2 73,3 [67; 82]
20,85+1,59 28,67+2,13*
2 ) 9 9 9
VMT, xr/m 20,73 [19,49; 22,3] 27,6 [26,9; 31,23]
—0,060,51 2,240,7*
SDS UMT 0,14 [—0,37; 0,39] 2,1[2,01; 2,4]
R ——— 68,79+3,07 87,7412,29 *
Pyx ’ 68 [66,5; 72,5] 91 [74,1; 98]
106,58+8,54 111,26+9,91
ALl BRI T 110 [98,12; 111,23] 104,87 [102,6; 115,8]
JALL vt pr. o1 63,24+4,2 69,58+6,92
» MM PT. CT. 64,38 [60,6; 65,74] 65,21 [64,39; 72,56]
THioK03, MMOTS,/1 3,89+0,62 4,11£0,66
> 3,61[3,09; 4,56] 3,74[3,3; 5,2]

Ilpumeuanue. * — cTATHCTHYECKHN 3HAYMMbIE PA3THYMS MEXKIY MOKa3aTesisiMu uccieayemsix rpymm (p<0,05). UMT — unnekc
Maccal Tesia; SDS UMT — unciio cTaHaapTHRIX OTKJIOHeHMIi HHaeKca Macchl Tea; CAJl — cucromyeckoe apTepHaibHOE JIaBJie-

Hue; JIAJl — nuacToIMyecKoe apTepHabHOE 1aBJIeHHe.

Tabauya 2. YpoBeHb JUNKIOB B CHIBOPOTKE KPOBH M KOI(D(PUIMEHTA ATEPOreHHOCTH Y IeBYLIEK OyPATCKOro 3THOCA C 9K30reHHO-
KOHCTHUTYIIHOHAJIbHBIM OkupeHneM (M=o, Me, kBapTuim [25-ii npoueHTHIb; 75-ii NpomeHTHIb|)

Table 2. The level of serum lipids and atherogenic coefficient in girls of the Buryat ethnic group with exogenous constitutional
obesity (Mo, Me, quartile [25th percentile; 75th percentile])

,Z[esylmm C 3K30r¢eHHO-KOHCTUTYIIMOHAJIbHBIM

IToka3aTenn Kontposs T
3,7340,8 4,55+1,00*
OXC, yo1B/1 3,64 [3.11; 4,42] 4,89 3.3: 5.3]
0,740,41 1,51+0,56*
TAT, Mmmonb/n 0,57 [0,34; 1,00] 1,771,215 1,89]
1,29+0,28 1,0240,31*
XC JHIBII, MMOTB/1 1,31[1,11; 1,42] 1,110,9; 1,2]
2,07+0,7 2,29+0,78
XC JITTHIT, MMonb/1 1,99 [1,54; 2,5] 2,3[1,7;2,95]
0,3240,19 1,00+0,45*
ACLLOR L L aie 0.26 [0.15: 0.45] 1,05 [0,59; 1.4]
o 1,92+0,54 3,35+1,71*
1,78 [1,55; 2,23] 2,911,85; 3,8]

Ilpumeuanue. * — CTaTUCTUYECKU 3HAYMMbBIC pa3IU4Msl MEXIy MokaszareassmMu ucciaemyembix rpynn (p<0,05). OXC — oOuiuii XoJaecTepuH;
TAT — tpuanmnrauuepos; XC JITIBIT — xonectepuH JUNONPOTeMHOB BbIcoKoii mioTHocTH; XC JIITHIT — XonecTtepuH JIMMONpOTeMHOB HU3-
kot otHocTH; XC JITTOHIT — XosecTeprH TUMONPOTENHOB OYeHb HU3KOM TIIOTHOCTH; KA — K03 UILIMEeHT aTepOoreHHOCTH.
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AHAJIOTUYHBIE ~ M3MEHEHUsI  3aperucTPUPOBAHbI
U B Halleil BBIOOpPKe MalueHTOK. M3BecTHO, 4TO AucC-
JIUTIUAEMUST TIPU OXHUPEHUU OOYCIOBJIeHa, B TIEPBYIO
odepenb, YBEJIMYEHUEM YIOTPeOIeHUs TUIIKM, OoraToi
HACBILIEHHBIMU XUPHBIMU Kuciotamu [29]. B naHHOM
clydyae MOXHO TOBOPUTH O HETaTUBHON TEHIEHIIUU
B MUIIEBBIX TPUBBIYKAX y OeBylIeK Bypsatuu, uto, 6e3-
YCJIOBHO, BJIeUeT 3a cO0Oil pe3Koe HapylleHWe MMero-
IIXCSI MEXaHU3MOB MeTabo/IM3Ma.

AHTUOKCHUIAHTHBIM CTaTyc Yy JEBYIIEK OCHOBHOM
TPYIIIBI C OXUPEHHEM TaKXKe XapaKTepu3oBajcsl Hera-
TUBHBIMM M3MEHEHUsSIMU. B rpymme MmanueHToK ObLIo
3a(pMKCUPOBAHO 3HAYMTENILHOE CHIDKEHUE COmep KaHUsI
SKUPOPACTBOPUMBIX BUTAMMHOB W YMEHbIIIEHHbIE KOH-
LIEHTpallMi aHTUOKCUIAHTHBIX (EpMEHTOB — cCyrep-
OKCUJIIMCMYTa3bl W TJIyTaTMOH-S-TpaHcdepasbl. YcTa-

OPUINHAJIbBHbBIE CTATbU

HOBJICHO, YTO HealeKBaTHas aHTUOKCHIAHTHAs 3alluTa,
Hapsiy ¢ JApYrMMM  (haKTopaMM — JUCIUITUAEMUEH,
TUTIEPIJIMKEMUE, XPOHUYECKUM BOCIAJICHUEM, TUIep-
JIETITUHEMHUE U AP., CIIOCOOCTBYET Pa3BUTHIO CUCTEMHOTO
OKHCIIUTEJILHOTO CTpecca MPU OXUPEHWU, TIpUYeM JaH-
HbIe (paKTOpPhI B3aMMOIOIIOIHSIOT apyr apyra [5]. Coue-
TaHHasl HEJIOCTATOUYHOCTh psda aHTMOKCUIAHTOB MOXET
CITOCOOCTBOBATh HAPYIICHUIO AKTMBHOCTU 3aBUCSIIHMX
OT HUX (hePMEHTATUBHBIX IMPOIIECCOB U (PU3MOTOTUUECKUX
(yHKIMIA, TeuyeHUs] aganTWBHBIX peakuwii. Tak, maxe
He3HAUYMTEIbHOE TaJieHre aKTUBHOCTH (hepMeHTa Iep-
BOI JIMHUY 3alIUThl — CYNEPOKCUIIUCMYTa3bl — CITYKUT
BaXXKHBIM CUTHAJIOM CIIBUTa PeaKInii B CTOPOHY ITpeBaji-
pOBaHUS TPOOKCUIAHTHBIX TpoluieccoB [5, 9]. CHuxeH-
Hasi aKTUBHOCTb IJTyTaTUOH-S-TpaHcdepasbl y MallMeHTOK
C OXHPEHUEM TaKXKe MOXET MMETh HEeraTUBHBIE TOCTIE/I-

Tabauya 4. AHTHOKCHIAHTHBINA CTATYC Y IeBYIIEK OYPITCKOTO 3THOCA C 9K30reHHO-KOHCTHTYIIMOHAIbHBIM oxXupeHneM (M=o, Me,

KBapTWIH [25-ii mponieHTHIIb; 75-ii MPpONEeHTHIb|)

Table 4. The state of antioxidant status in girls of the Buryat ethnic group with exogenous constitutional obesity (M=o, Me,

quartile [25th percentile; 75th percentile])

,Z[esylmm C 3K30Ir¢HHO-

HOKa3aTeJ'll> KOHTPOHB KOHCTUTYIIHOHAJIbHBIM OZKHUPEHUEM
OO011as1 aHTUOKHUCIUTEIbHAS aKTUBHOCTD, YCII. 10,3243,68 11,54+5,13
el 9,46 [7,6; 11,74] 10,34 [8,24; 13,57]
8,4+4,79 5,96+2,23*
e LG Bon, el 6,14[5,5; 9,3] 5,18 [4,22: 6,58]
PetuHoM, MKMOJIB/ T D Uoeet 1
’ 0,5510,51; 0,64] 0,49 [0,44; 0,55]
1,6240,22 1,2740,46*
AKIMBHOCTE COTL, yorca, 1,6311.55: 1,74] 1,22 [1.00: 1,66]
2,330,51 2,23+0,57
GSH, mmore/n 2,25[1,91;2,62] 2,12[1,76; 2,78]
2,140,41 2,03+0,59

GSSG, MMoutb/It

AKTHUBHOCTh TJIYTaTUOHIICPOKCUIAa3hbl,

2,07 [1,86; 2,28]
853,5+307,84

2,08 [1,72; 2,52]
1540,38+771,72*

GSH/r Hb 733,6 [391; 1046] 1268 [1113; 1798]
AKTHUBHOCTbD IJTyTaTHOH-S-TpaHcdepassl, 1071,51+134,84 625,026+250,49*
MMOJIb/T Hb 1087,45 [987,86; 188,93] 584,84 [454,62; 761,29]

71,93%9,13
71,1 [65,7; 78,3]

70,19£17,83
70,65 [59,1; 78,95]

Ipumeuanue. * — CTAaTUCTUYECKU 3HAUYMMBbIC PA3JINYUsT MEXIY MOKa3ateasiMu uccieayembix rpymi (p<0,05). COJ — cynepokcumancmyrasa;
GSH — rnyratuoH BocctaHOBIeHHBII; GSSG — rIyTaTMOH OKUCIEHHbIN.

AKTHUBHOCTb TJIyTaTUOH-PEIYKTa3bl, MKMOJIb/MJT

Ta6auya 3. YacToTa BbISIBICHUS TUCIUNMIEMHIA Y JIEBYIIEK OYPSITCKOTO 3THOCA € IK30T€HHO-KOHCTUTYIIMOHAIBHBIM oxkupenueM (%)
Table 3. Dyslipidemia frequency in girls of the Buryat ethnic group with exogenous constitutional obesity (%)

‘YpoBuu nokasareunei

ITokasarenn ) ; ) )
ONTHUMATbHBI HOBbIIIEHHBII BBICOKHII HU3KHi
OXC 36 14 50 =
TAT 18 14 68 * =
XCJITBIT 9 = = 91 *
XC JITHIT 41 23 36 =

Tpumeuanue. * — cTAaTUCTUYECKU 3HAYMMBbIEC PA3IUIMST MEXKIY YACTOTAMU COOTBETCTBYIOIIUX Moka3zaTeneit (p<0,05). OXC — o6muii xonecrte-
puH; TATI — tpuatmnriauuepon; XC JITIBIT — xonectepuH iunonpoTenHoB Bbicokoii mioTHocTH; XC JITTHIT — XonecTepuH JUNIONPOTEMHOB
HU3KOM IJIOTHOCTH.
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Konecrurxosa JI.U. u coaem. CocTostHUE TMMMAHOTO 0OMEHA M aHTUOKCUAAHTHBII CTaTyC MPHU 3K30T€HHO-KOHCTUTYLIMOHAJIBHOM OXKUPEHUN Y AEBYIIEK Eypf{TI/II/I

CTBUSI IIPU peaIM3aliii €ro MHOTOUMCICHHBIX I€TOKCHKA-
LIMOHHBIX 3(P(HEKTOB, TaK KaK JaHHBINA (DEPMEHT SIBJISICTCSI
OCHOBHBIM ITIpEICTAaBUTEIEM CEMEeCTBA MHOTO(YHKIIMO-
HaJIBHBIX OEJIKOB, OCHOBHAS (DYHKIIMS KOTOPBIX — 3alllUTa
KJIETOK OT KCEHOOMOTHMKOB M IPOAYKTOB IEPEKUCHOIO
okucieHus ununos [30].

OTneabHOTO BHUMAaHUS — 3aciy’KMBaeT HeJIOoCTa-
TOYHOCTb  BUTAMUHOB-aHTUOKCUIAHTOB Yy  JIEBY-
LIEK-TIOAPOCTKOB, TaK KaK M3BECTHO OO0 MX MOMIYJIM-
pYIOIIEM BIMSHUM Ha KEHCKYIO PEIpOAYKTUBHYIO
cuctemy [31]. OTmeueHa TakKe BaxkHasl pOJib JaHHBIX
(hakTOpPOB Kak peryJsiTopoB pocTa U MOP(MOJIOTUIECKOM
nuddepeHINPOBKY TKAHEHR, BCIEICTBUE YETO MPEACTaB-
JISIETCSI CYLIECTBEHHOM BBICOKAsl HAMPSIKEHHOCTb B yKa-
3aHHOM 3BeHe MeTabosM3Ma y JeBYIIEK-ITOAPOCTKOB
OYpSITCKOTO 3THOCA C OXMUPEHHEM. YBEJIUYEHUE aKTHB-
HOCTHU TJIyTaTUOHIIEpOKCHAA3hbl Ha (DOHE OOIIero CHIKE -
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Meauko-counuaibHOe UCClIeI0BAHAE MHEHUI poauTelieil (3aKOHHBIX MpeIcTaBUTeJIei)
0 nmpodsieMax OpraHu3anuyu MeJUIUHCKONH MOMOIIM JETSIM C OHKOJIOTHYeCKMMHU
3a0oJeBanusivMu B Poccuiickoii @enepamun

M.IO. Poios’, O.A. Maneposa’, U.A. Typa6os’, B.B. Koznog', B.A. Pewemnurog’

'®OrAQY BO «[NepBblii MOCKOBCKMIA rOCYAaPCTBEHHBIN MEAMLIMHCKUIA yHUBepcuTeT um. .M. CeuyeHoBa» MuHagpasa Poccun
(CeueHoBckuin yHnBepcuteT), Mocksa, Poccus;
2Pre0Y BO «CeBepHbIii rocynapCTBEHHbI MEONUMHCKIUI yHUBEPCUTET» MuH3apasa Poccuu, ApxaHrensck, Poccus

Medico-social study of the opinions of parents (legal representatives) on the medical care
for children with cancer in the Russian Federation

M.Yu. Rykov', O.A. Manerova’, I.A. Turabov?, V.V. Kozlov', V.A. Reshetnikov’

'Sechenov First Moscow State Medical University (Sechenov University), Moscow, Russia;
2Northern State Medical University, Arkhangelsk, Russia

enb uccaenosanus. U3yuntb MHeHHe poauTeJieil (3aKOHHBIX MPeICTABUTEJIEN) 10 MPOdIeMaM OpraHu3alui MeJMIUHCKOI TOMOIIM
JIeTSIM C OHKOJIOTHYECKHMH 3200JI€BAHHSIMA.

MeTtoapl. MccnenoBanue npoBefeHO MO Pa3pabOTaHHOI <«AHKeTe y4eTa MHeHHS poiuTeseil (3aKOHHBIX NpeACTaBHTeeil)
10 COBEPHICHCTBOBAHHIO OPrAHM3ANMH MeIUIMHCKOI MOMOIIM Pe0eHKY ¢ OHKOJIOIHYeCKHM 3a00JieBaHMeM». AHKETa COCTOSIIA
U3 27 BONPOCOB, PECNIOHAEHTAM MPEAIAraoCh BHIOPATD OMH MM HECKOJIBKO BADUAHTOB OTBETOB LIl KAXK/I0T0 M3 HUX MJIU BIHU-
caTh CBOI BApUAHT.

Pesyasrarsl. [IpoBenenHoe MeqUKO-CONMANBHOE HCCIEJ0OBAHNE MOKA32aJ10, 4T0 81,111,9% pecnoHieHTOB He YIOBJIETBOPEHBI
OTHOLIEHHEM K HUM M UX JIeTSAM Bpayeii M CpeHero MeANIMHCKOro MepcoHaa, yA0BJIeTBOPe bl Julb yacTuuno 15,9+1,8%,
yaoBieTBopenbl moJgHOCThI0 310,8%. B KauecTBe NPUYMHBI HEYJIOBIETBOPEHHOCTH OTMEYEHbI TPy0OCTh B OOLIEHHH
(35,8+2,4%), orcyTrcTBHE 1OCTATOYHOTO BHUMAHUS MeIMIMHCKOro mepconana (21,312,0%) m orcyrcTBue 3aMHTEpPECOBAH-
HocTH B ycnexe Jiedenus (19,7+2,0%). Couetanue aAaHHbIX BapuaHtoB otMeTnim 23,21+2,0% pecnonnenToB. B kauectse
NpPeaNnoYTHTETLHOTO MeCTa JieueHus: ux aeteii 63,7+2,4% pecnoHIEeHTOB OTMETHIN MEIMIMHCKYI0 OpraHu3anuio genepaib-
Horo mopumnenus, 33,91+2,4% — MeIMUMHCKYI0 OPraHM3amMIO, PACHOJOKEHHYI0 3a mpeaeiamMu Tepputopun Poccuiickoit
®enepanuu, u3 Hux 57,4+2,4% pecnoHAeHTOB B KaueCTBe MPUYMHBI BHIOOPA OTMETHJIM BO3MOXKHOCTD MOJIyYeHHsI cepBuca,
OPHEHTHPOBAHHOIO HA NMALMEHTA, U CJIOXKHYI0 MApPIIPYTH3AaLHI0 BO BpeMs JieYeHHs MeXKIY MeJAUIMHCKUMH OPraHu3auusMH
Ha Tepputopun Poccuiickoii @enepamun. HenoBepue K KBamnpukanum MeJUIUHCKOT0 nepconaia B Poccuiickoii Denepanun
B KauecTBe NPpUYHHbI yKa3amu 12,71+1,6% pecnoHIeHTOB, OTCYTCTBHE KOM(OPTHBIX YCIOBHIA LIS IPOXOXKIEHNUS 00CIeJ0BAHUS
u jgevyenns — 11,8+1,6%, orcyrcrBue HE0OXOAMMBIX METOAOB AMATHOCTHKM M Jedenuss — 5,3+1,1%, coyeranue mepeduc-
JIeHHbIX BapuanTos — 12,8+1,6%.

3akmouenue. IloyyeHHble pe3yIbTaThl CBUAETEILCTBYIOT O HEOOXOAMMOCTH BHEAPATH NOAXO/IbI, OPHEHTHPOBAHHBIE HA MALMEHTA,
U COBEPIIEHCTBOBATh MAPUIPYTH3ALMIO OOJIBHBIX JIeTell ¢ OHKOJIOrHYeCKHMHU 3200J1eBAHUSMHU.

Karoueeote caosa: demu, demckas oHKoA02US, 310KAHECMBEHHbIE HOB000PA306AHUS, OPeAHU3AUUS MEOULUHCKOU NOMOWU, MeOUKO-
COUUANbHOE UCCAeO08AHIUe.

Ans umtupoBaums: PoikoB M.1O., ManepoBa O.A., Typabos UN.A., Kosnos B.B., PewetHukos B.A. Meavko-coumasibsHoe NccneaoBaHne MHe-
HWIi poauTeneli (3aKkOHHbIX NpeacTaBuTenelt) o npobaemax opraHn3aumm MeanLMHCKOVM NOMOLLUM AETSIM C OHKOI0rM4eckumm 3ab6o1eBaHnsIMm
B Poccwiickoii eanepaummn. Poc BecTH nepuHaton v neamarp 2021; 66:(1): 87-93. DOI: 10.21508/1027-4065-2021-66—1-87-93

Objective. To study the opinion of parents (legal representatives) on the problems of medical care for children with oncological diseases.
Methods. The study was based on the Questionnaire for parents (legal representatives) on medical care children with cancer.
The questionnaire consisted of 27 questions, the respondents were asked to choose one or several answers or to enter their
own option.

Results. This medical and social study demonstrated that 81.1+1.9% of respondents are not satisfied with the attitude of doctors
and nurses towards them and their children, 15.9+1.8% of respondents are partially satisfied and only 310.8% of respondents are
fully satisfied. The reasons for dissatisfaction were as follows: rude communication (35.8+2.4%), inadequate attention of medical
personnel (21.31+2.0%) and lack of interest in the treatment success (19.7+2.0%). The combination of these options was noted by
23.212.0% of the respondents. 63.712.4% of respondents would prefer to treat their children at a medical organization of federal
subordination, 33.9+2.4% — at medical organization outside the territory of the Russian Federation, of which 57.4+2.4% would
like to receive a patient-oriented service and simplified routing between medical organizations during treatment. 12.7+1.6% mis-
trust in the qualifications of medical personnel in the Russian Federation, 11.8+1.6% of respondents indicated the lack of comfort-
able conditions for examination and treatment, 5.31+1.1% of respondents indicated the lack of necessary diagnostic and treatment
methods and 12.8 1.6% of respondents indicated a combination of the above options.

Conclusion. The results obtained indicate the need to implement patient-oriented approaches and to improve the routing of children
with cancer.

Key words: children, pediatric oncology, malignant tumors, health care organization, medical and sociological study.
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pobJieMbl  yBEJIWYEHUS  MPOIJOJKUTEILHOCTU

KM3HU M COKpalleHUs] CMEPTHOCTH, B TOM
qucje OEeTCKO Hamboyiee BaXXHBI MJIsI 3IpaBooXpa-
HeHus [1—3]. B ¢BsI3m ¢ 3TUM 0COOEHHO aKTyaJbHBI
MmpoOJieMbl JIETCKOMl OHKOJIOTMM, TIIOCKOJBKY 3JI0-
KayeCTBEHHBIE HOBOOOpa30BaHUS BO BCEM MUpE
JI0 HACTOSIIIIETO BPEMEHM JIMAUPYIOT B CTPYKType
CMEpPTHOCTM JETEi, yCTyIasl JUIIb BHEIIHUM IPUYM-
HaM (JOPOXHO-TPAHCIIOPTHBIE MPOUCIIECTBUS, OTPAB-
JIeHusl, HecuyacTHble ciydau) [4]. JleTckasi OHKOJIO-
Ml — MYJABTUAMCLUTIMHAPHAS 00JaCTh MEIULIMHBI,
IMOCKOJIBKY TMAarHOCTUKA M JieYeHUe IeTell co 3J10Ka-
YeCTBEHHBIMM HOBOOOPA30BaHUSIMU TPeOYyeT TPUBJIE-
YeHUs] Bpauyeil pas3JMYHBbIX CIEUMATbHOCTEN: AETCKUX
OHKOJIOTOB, NETCKUX XMPYPTOB, JYYEBBIX TMArHOCTOB
U TepaneBTOB, MaTOJOroaHaTOMOB [5].

BMmecTe ¢ TeM 3HaYMTeNbHBIE TeppuTOpUn Poccuii-
ckoit Pemepald ¢ pa3HOOOPA3HOW YUCIEHHOCTBIO
U TUIOTHOCTBIO HAacCeJeHUsl OIpeNesIsaioT pa3IudHbIe
permoHabHbIe TTPOOJEeMbI 3APaBOOXPAaHEHUS, B KOTO-
PBIX JeTcKasi OHKOJIOTHUSI MOXKET He MMETh IMepBOCTE-
MMEHHOTO 3HA4YeHUs IS 3ApaBOOXpaHEHUs CyObeKTa
[0 CpPaBHEHUIO C APYruMu, 0OoJjiee pacHpOCTpaHEH-
HbIMU 3ab6osieBaHugMU [6, 7]. [Ipu 3TOM ycrex jeue-
HUs 3aBUCHUT, TIpeXKae BCEro, OT TECHOTO B3aWMOJIEi-
CTBUSI TAallMEHTa, €ro pOAUTEIC U MEIULIMHCKUX
pabOTHUKOB.

HznoxeHnHoe OOBSICHSICT aKTyaJlbHOCTH M Cylle-
CTBEHHYIO 3HAUMMOCTb MHEHUIA MAalMEHTOB U UX 3aKOH-
HBIX TPEACTaBUTENIEl O KayecTBe OKa3aHWSI MEIULIMH-
CKOU TTOMOIIH.

Ienp wWcclenoBaHus: WM3y4UTh MHEHUSI POIUTENCH
(3aKOHHBIX TIpeACTaBUTENICi) O TpodieMaM opraHu3a-
LMY MEIULMHCKOM MTOMOIIN JETSIM C OHKOJIOTUYECKUMU
3a00J1eBaHUSIMU.
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OPUINHAJIbBHbBIE CTATbU

MaTepuan n metoabl uccnenoBaHUs

IMpoBenmeHO  MEIMKO-COIIMAIBHOE — MCCIIeIOBaHKE
Mo pa3paboTaHHOU <«AHKeTe ydeTa MHEHUS pPOIUTe-
Jieli  (3aKOHHBIX TIPEICTABUTENE) IO COBEPIIEHCTBO-
BaHWIO OpraHW3alMi MEIWIIMHCKON TTOMOIIM PEeOeHKY
C OHKOJIOTMYECKMM 3aboyieBaHMeM». AHKETa COCTOsIIa
u3 27 BOMPOCOB, PECTIOHICHTAM Ipenjiarajoch BEIOpaTh
OIMH WJIM HECKOJbKO BapUaHTOB OTBETOB UISI KaXKIOTO
W3 HUX WIK BITACATh CBOM BapuaHT oTBeTa. i1 00BheKTUB-
HOCTH aHKETHI 3aITOJTHSUTMCH PECTIOHIEHTaAMU aHOHUMHO.

OObeKTaMM UCCICIOBAaHUSI ObLIM pOAMTENN (3aKOH-
HbIE TIPEICTABUTEIIN) JIETEll ¢ OHKOJOTMYECKUMU 3a00Jie-
BaHUsIMM, TionydaBimimx B 2011—2018 rn MeauMHCKYIO
TTOMOIIb B OTACJICHUSIX IETCKOW OHKOJIOTUU METUITUTHCKIX
opraHuzanuii cyorektoB Poccuiickoit Menepaunn: LleH-
TpajbHOrO (heaepambHoro okpyra (LIPO), CeBepo-3arman-
Horo ¢enepanbHoro okpyra (C3dP0), FOxHoro denepaib-
Horo okpyra (KO®O), CeBepo-KaBkasckoro ¢eneparbHOro
okpyra (CK®O), TIpuBoskckoro denepaibHOr0 OKpyra
(IT®dO), VYpansckoro deaepaibHoro okpyra (YPO),
Cubupckoro ¢enepanbHoro okpyra (CPO) u JlaabHeBO-
cTouHoro deaepaibHoro okpyra (JIBDO).

O0BbeM BBIOOPOYHBIX COBOKYITHOCTE JIJIsI UCCIIeI0Ba~
HUST pacCUUThIBaIN 1Mo Gopmyiie A.M. Mepkosa (1962)
C U3BECTHBIM YMCJIOM HAOJIOICHUI B TeHEPaIbHOI COBO-
KynHocTH [8]:

2
_ (p*g*t’xN) Iae

NxA+pxgxf

n — MAHUMaJbHBI 00beM BBIOOPKHU;

t — noBepuTebHbIN KoabduimeHt (=2 nipu p=0,05);

p — 4JacToTa TOSBJICHUS TTPU3HAKa B COBOKYITHOCTH,
MoKa3aTeib BEPOSITHOCTU M3y4aeMoro sIBieHus (B JaH-
HOI CUTyallud HEM3BECTEH, ITOTOMY ITPUHUMAETCS PaB-
HBIM MaKCHMaJIbHOMY BO3MOKHOMY 3HaueHu1o 50%);

g = 100 — p — nokaszateJib aJTbTEPHATUBHOCTHU, AJlb-
TEePHATUBHBIN IMOKa3aTesb p;

A — mipenenbHast omrbka mokasatens (5%) [9];

N — 4HCIIEHHOCTD TeHEePabHO COBOKYITHOCTH.

PacueTel 111 ompenesieHUs] PeNpe3eHTaTUBHOCTU
BBIOOPKM MUHUMAJILHOTO YHUCIa POIUTENEH (3aKOHHBIX
MpeacTaBUTeNIeil) neTeid ¢ OHKOJIOTMYECKMMU 3abosie-
BaHUSIMU:

N=3850 — uncyo nmepBuuHbIX namreHToB B 2018 T. [10]

_50%50x22x3850
3850%52+50x50%22

n =362,35.

Takum ob6pazom, st obecrieueHust perpe3eHTaTUB-
HOCTU UCCJIeOBaHUSI MUHUMAJIbHOE YUCIO POAUTEIIei
(3aKOHHBIX MPENCTaBUTENEH) NeTeil ¢ OHKOJOTMYECKUMU
3a00J1eBaHUSIMU, BKJIFOUEHHBIX B UCCIIEIOBAHUE, TOJDKHO
OBbITH He MeHbIIe 363 ¢ y4eToM CTpaTU(UKALIUK TT0 YUC-
JICHHOCTM TepBUYHBIX TanueHToB B 2018 . B (henepanb-
HbIX oKpyrax Poccuiickoit Deneparmu: uz PO — 22,1%,
C3d0 — 8,6%, FODO — 10,4%, CKDO — 8,4%, [TDOO —
22%, YOO —9,1%, CDPO — 14,3%, ABDO — 5,1%.
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Puios M.1O. u coaem. Menuko-conuanbHoe cciefoBaHne MHEHUI poauTeNeil (3aKOHHBIX MpecTaBUTeNelt) 0 TpodieMax OpraHu3aii METUIIMHCKOIL. .

CraTuctuueckyro oOpabOTKy TOJYYeHHbBIX JaHHBIX
BBITTOJIHSIIM ¢ Mcnonb3oBaHueM IporpamMm Office Excel
2013 («Microsoft», CIILIA) u SPSS 22.0 («<IBM», CIIIA).

Pe3ynbraTthbl

Cpeau pecroHACHTOB Tpeobamain KEHIIUHBI —
79%£2%. Tlo Bo3pacTy peCHOHIECHTHI pPaCIpPEacTUINCh
caeayomnM obpaszoM: mosoxke 20 smer — 1,3+0,2%,
ot 21 go 30 ner — 39,4%2,41%, or 31 roma no 40 ner —
27,3%£2,2%, or 41 roga no 50 ner — 11,2+1,6%, or 51 rona
1o 60 ner — 13,7£1,7%, 61 ron u crapime — 7,1+1,3%.
CpenHuii Bo3pact coctaBui 27,2 roga (puc. 1).

Y 73,242,2% pecnioHIAEHTOB WMEJIOCh BBICIIEE
obpasoBanue, y 21,5%2,0% — cpenHee crenuajbHOE,
He3aKoHYeHHoe Bbicuiee — y 3,9%£0,95% u cpenHee —
y 1,4%0,6%. Tlo cdepe aeATEIBHOCTU PECHOHAECHTHI
pacrpenenanch ciaeaylommuMm obpasom: 29,6£22% —
skoHOMUCTHI; 21,3+2,0% — paboTHUKU cepbl 00CTy-
xuBaHus; 11,1+1,6% — paOOTHUKKA TYpUCTUYECKOMN
orpaciu; 9,4%+1,4% — nmomoxo3ssiiku; 6,9+1,3% — opu-
cThl; 6,7+1,2% — Bpaun; 6,6+1,2% — paOOTHUKU UHIY-
cTpuM Kpacotel; 5,3%£1,1% — MeOULIMHCKUE CECTPHI;
1,7£0,6% — paGOTHUKU JIECHON TPOMBILLICHHOCTH;
1,1£0,5% — coTpyaHUKM TpaBOOXPAHUTEJBHBIX Opra-
HoB; 0,3+0,3% — paGOTHUKU IEJTIOJI03HO-0yMasKHOM
MTPOMBIIIIJIEHHOCTH.

Cpeau neTeil pecrnoHIEHTOB HE3HAYUTENbHO TIpe-
obnamanu Mambuuku — 56,4+2.5%. Ilo Bo3pacty aetu
pacripeielMINCh  CICAYIOIIUM  00pa3oM:  MOJIOXe
1 roma — 9,3+1,4%, or 2 o 5 ner — 17,4+1,9%, or 6 ner
1o 10 ner — 31,6%2,3%, or 11 ner no 14 ner — 29,1£2,2%,
ot 15 net mo 17 mer — 12,6+1,6%. Cpennuii Bo3pacT
cocraBui 6,2 roza.

IlpeobGnaganu netv ¢ TMOBTOPHBIMU TOCTIATAIN-
saumsimu  — 71,3£2,2%, amOynaTopHO HaOJII0JaIUCh
11,5+1,6% pecnionnentoB. Y 84,3+1,8% pecnioHIeHTOB
JIETU TIPOAOJIKAIIN JISYCHUE.

Ananu3 omnpoca nokasan, uto 71,3%2,2% pecnoH-
JIEHTOB TIOJIYYUJIM MH(MOPMAIIUIO O 3a00JIeBAHUM CBOETO
pebeHKa U MeTojax ero jieueHus. [Ipu 3TOM TOTOJHU-
teabHo 30,11+2,3% pecnoHAEHTOB yKasajiu, 4To TIOJy-
YMJIN HETIOJTHYIO MH(MOPMALIHIO.

MHudopmaiio o 3aboseBaHuM pebeHKa M MeTomax
ero jedeHus 86,3%1,7% moayyuand OT AETCKUX OHKO-
qnoroB. HMHdopmammio Kak OT OETCKUX OHKOJIOTOB,
Tak ¥ OT Bpayeil, MPOBOAMBIIMX MCCIEAOBaHNE TOCIIE-
orepalMoHHOro (OMOICUItHOTO) MaTepuasa, MoJyduIn
13,7£1,7% pecnionnenToB. I[leanarpoB U MeAULIMHCKUX
cecTep HU OIWH U3 PECITOHICHTOB He yKa3al B KaueCTBe
HUCTOYHUKA MH(POpMALIVN.

WMHudpopmaiys Obuta TIOHSITHA JIMIIb YaCTUYHO
78,6+2,0%  pecriOHACHTOB, TIOHSITHA  TTOJIHOCTBIO
5,4%1,1%, nenonstHa 16+1,8%. ITpu stom 83,9+1,8%
PECTIOHJCHTOB OTMETUJIU, YTO MH(bOPMaIUs 0ObsiCHeHA
CJIOKHBIM CITOCOOOM C MCITOJIb30BAaHUEM HEM3BECTHBIX
HayYHBIX TepMUHOB, 17,2+1,9% oTMeTnIN, 4TO TIpeIia-
rajgoch HeCKOJIbKO BapMaHTOB JICYCHUsI, OLIEHUTH 3P PeK-

m<20 m21-30

31-40

41-50 51-60 m>61
Puc. 1. PacnpeneneHue pecrioH/IeHTOB 10 Bo3pacty, %.
Fig. 1. Distribution of respondents by age, %.

TUBHOCTb KOTOPBIX U ClIeJIaTh BBIOOP HE MPEACTaBIISIIOCH
BO3MOXHBIM.

He oOpamanuch B opraHbl MCIIOJTHUTEIBHON BIACTU
B cdepe oxpaHbl 310poBbs 60,7+2,4% pecrOHAEHTOB,
npu atoM 11,4+1,6% obpamanich B AIMUHUCTPAINIO
IIpesunenta Poccuiickoit Pepepauuu, 9,3+1,4% —
B TocymapctBeHHyo nymy DemepaibHOTO COOpaHUS
Poccuiickoit ®eneparuu, 10,1+1,5% — B MuHwucrep-
cTBO 3mpaBooxpaHeHuss Poccwuiickoit  ®Denepanuu,
8,5+1,4% — B agMMHUCTpaLMI0 cyObekTa Poccuiickoit
®epepanuu. B 61arorBoputebHbIe (POHIBI 0OpAIIATUCh
13,4+1,7%. CouetaHne pa3IMYHBIX BAPUAHTOB OTBETOB
ormetuin 1,1+0,5% pecrnoHaeHTOB.

IMpuunHoO oOpallleHusl CIYXXWIA OTKa3 B JICUCHUU
B CBSI3M C HEOJIarONPUSATHBIM ITPOTHO30M TeUeHMSI 3a00J1e-
BaHug — 67,4%£2.3%, OTCyTCTBME BO3MOXKHOCTH OILIATUTh
npoesn a0 Mecta jedeHust — 21,9£2.0% u orka3 B roc-
mutanusauun — 8,311,4%. Psan pecrioHmIeHTOB B Kaue-
CTBE TPUYMHBI OOpalleHusT yKasaJld HeOoOXOIUMOCTh
JTOTIOJTHUTEJIBHOTO (DPUHAHCUPOBAHUST JICUCHUSI U3 JINY-
HbIX cpeactB — 2,440,8%, oTcyTcTBUE B MEIMIIMHCKOM
OpraHu3aly HeoOXOINMBIX JIEKAPCTBEHHBIX TTPerapaToB
wim MeauuuHekux uzaennit — 1,9+0,7%. Coueranue pas-
JIMYHBIX BapuaHToB otMeTun 0,5+0,3% pecrioHIeHTOB.

K xnmmHMYecKoMy TICMXOJIOTY 3a KOHCYJIbTaluei
obpamanuck auib 23,7+2,1% pecnoHIEeHTOB, U3 HHUX
71,842,2% oTMeTWIM, 4YTO TIPUYMHON OOpalleHUs
MOCTYXXWJIX OTCYTCTBUE YBEPEHHOCTHU B yCITEXe JICUCHMS,
TpeBOXHOCTh — 15,3+1,8%, HapyllleHue TPUBBIYHOTO
ob6pa3za xu3Hu — 6,7+1,2% u ctpax cmeptu — 6,2+1,2%.

OTMETWJIM, YTO HE YIOBJIETBOPEHBI OTHOIICHUEM
K HAM U WX JIETSM Bpayeil U CpelHEero MEIULIMHCKOTO
nepcoHana, 81,1£1,9% pecnoHIEHTOB, YIOBJIETBOPEHBI
JIAIIB YacTUIHO 15,9+1,8%, ynoBieTBOPEHBI MOJTHOCTHIO
3+0,8% (puc. 2). PecrioHmeHTBHI yKa3ajiu B KadecTBe
CIIELIMAINCTOB, OTHOIIEHWE KOTOPBIX UX HE YCTPOWMIIO,
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H He yA0BNETBOPEHbI OTHOLLEHMEM MEAMLMHCKOrO NepcoHana

B Y0BNETBOPEHBI YaCTUYHO

YpoBnetsopeHbl NOJHOCTbIO

Puc. 2. Y1oBJ1eTBOPEHHOCTH POAUTEICH (3AKOHHBIX MPEICTABUTE 1) NAIIMEHTOB OTHOIIEHNEM MeTMIMHCKOTO ePCOHaIa

K HUM U MX JeTaM, %.

Fig. 2. Satisfaction of parents (legal representatives) of patients with the attitude of medical personnel towards them

and their children, %.

JIETCKUX OHKOJIOTOB (41,7%+2,4%), reauaTpoB
(13,1£1,7%), pentrenonoroB (3,9+0,9%) u nydeBBIX
tepaneBToB (12,3+1,6%). CodetaHue OAHHBIX BapHvaH-
ToB oTMeTiin 29+2.2% pecnioHaeHToB. Kpome TOTO,
JIaHHAsT KaTeTOPUST PECITOHACHTOB B KauyeCTBE MPUIMHBI
yKazayja rpybocth B obOmeHun (35,8+2,4%), otcyr-
CTBHE JOCTATOYHOTO BHUMAaHUS MEIUIIMHCKOTO TepCo-
Hanma (21,3+2,0%) u OTCYTCTBUE 3aMHTEPECOBAHHOCTHU
B ycrexe JedeHust (19,7+2,0%). CouetaHne yKa3aHHBIX
BapuaHTOB oT™MeTHIN 23,2+2.0% pecrioHIEeHTOB.

KayecTBOM  MEOWIIMHCKOM  ITOMOIIM,  OKa3aH-
HOI WX peOeHKY, IOJIHOCTHIO YIOBJICTBOPEHBI JIUIIb
16,2+1,8% pecroHACHTOB, YOOBJIETBOPEHbI YaCTHUUHO
13,3£1,7%, we ynmosnerBopeHnl 70,5+2,3%. B kaue-
CTBE OCHOBHOW IMPUYMHBI OTCYTCTBMS YIOBJIETBOPEHUS
PECTIOHACHTHl OTMEYaIM OXMIAHWE TOCIUTATIU3AUN
13-3a OTCYTCTBUSI CBOOOMHBIX Koek (71,1£2,2%) u HeoO-
XOOUMBIX ~MeIUIMHCKMUX mpernapatoB  (19,3+1,9%).
OrcyrcTBUe 3 deKTa OT JIeYeHUST B Ka4yeCTBE MPUINHBI
ykazanu 9,6%1,5% pecrioHIeHTOB.

B xauecTBe TIPEOITOYTUTEILHOTO MeECTa JICUCHUS
UX pebeHKa MEIUIIMHCKYI0 OopraHuzanuio denepaib-
HOTO TOAYMHEHUsT oTMeTwin 63,712.4% pecnioHaeH-
TOB, MEIMIIMHCKYIO OpraHu3aluio, pPacIoJOXKEeHHYIO
3a mpenesiamu Tepputopun Poccuiickoit Deaepauuu,
33,9+£2,4%. JIuwp 2,4+0,8% OTMETUIN MEIULIMHCKYIO
OpraHM3alLMIo0 10 MECTY KUTEJIbCTBA, YKa3aB B KaueCTBe
MIPUYMHBI COKpallleHWe (PMHAHCOBBIX 3aTpaT Ha TPOEe3JI
u npoxuBaHue (puc. 3). Psaa pecrioHIeHTOB B YCTHBIX
Gecenax oTMeYaIn HeJOBEpUe K perioOHaIbHOMY 3/1paBO-

OXpaHEHUIO U OoJsiee KOMMOPTHBIE YCIOBUS TOJYYSHMUSI
MEIULIMHCKOM TTOMOIIH 3a pyOeskoM, a TaKKe OIaceHUsI
B OTCYTCTBUHM 3(PheKTa OT XUMHOTEPANIeBTUIECKHX TIpe-
MapaToB POCCUNCKOTO TIPOM3BOACTBA (JDKEHEPUKOB).
B rpade «MHoe» 11,3+1,6% pecnioHIeHTOB yKazaju,
YTO MEOWIIMHCKAs OpraHu3alusi He MMeeT 3HaueHWUsI,
BaXXHBI JIMIIb OPUTMHAJIbHBIE XUMUOTEPATIeBTUYECKUE
MperapaThl 3apy0esKHOTO TTPOU3BOACTBA.

Ewe 57,4%2,4% pecrioHAEHTOB B Ka4eCTBE ITPUUNHBI
BBIOOpA MecTa JieueHMsT UX pebeHKa 3a mpenenamu Poc-
cuiickoit Memepaliii, OTMETUJIM BO3MOXHOCTbH ITOJIY-
YEeHMSI CepBUCA, OPUEHTHPOBAHHOTO Ha TIallMeHTa,
U CJIOKHYIO MapIIpyTU3aLMI0 BO BPeMsT JIEYCHUS] MEXKITY
MEIULIMHCKUMU OpraHu3alusIMu Ha Tepputopuu Poc-
cuiickoii Pepepaunun. Hemosepue K KBanudukanuu
MeIULMHCKOro TepcoHana B Poccuiickoit Menepanuu
B KadecTBe NMPUYMHBI yKazanu 12,7+1,6% pecrioHaeH-
TOB, OTCYTCTBUE KOMMOPTHBIX YCIOBUI JUISI TIPOXOKIIE-
Hug obcnenoBaHus u edeHust — 11,8%+1,6%, orcyTcTBuUE
HEOOXOMMMBIX METONOB JUATHOCTUKW W JIeYeHUS —
5,3%1,1%, coueraHue IEepEeUYUCIEHHBIX BapUaHTOB —
12,84+1,6%.

BonbmmucTBo (41,3+2,4%) pecrioHIEHTOB yKa3aju,
YTO CJIeAYeT YIPOCTUTh JTOKYMEHTOOOOPOT, HEOOXOA -
MBI [IUIST TIOJTYYEeHUST MEIUIIMHCKON TTOMOIIM, a TaKXe
BHEAPUTH DJJICKTPOHHOE TIPUJIOXKEHHUE [JIST pPOJUTE-
JIell ¢ 1eNblo TIOBBIIIEHUsS WHMOOPMUPOBAHHOCTU
(31,7+2,3%), 3abmaroBpeMeHHO TIJIAaHMPOBATh ITOCTE-
nyromme rocnutanusamuu  (5,311,1%), NOBBICUTH
JIOCTYITHOCTh MH(popMaiuu 00 OHKOJOTMYeCcKuX 3ab0-
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JIEBAaHMSIX, PAHHUX CUMIITOMaX, METOIAX TMarHOCTUKU
u neyenust (4,5+1,0%), MCKIIOUUTH HEOOXOAUMOCTH
BBIOOpA MAllMEHTaMU BapuaHTOB jieueHus (17,2+1,9%).
JIump 1,7£0,6% pecrioHAEHTOB yKa3aJiu Ha BO3MOXK-
HOCTh TIPOBEICHMSI BCEX OTAIlOB JICUEHUS B CYOBEKTe
MPOXUBAHUSI.

Coracre Ha BHECEHHME JIMYHBIX JaHHBIX MX JeTei
B 3JICKTPOHHYIO 0a3y JaHHBIX JeTei ¢ OHKOJOTUYECKIUMU
3aboneBaHUsAMU BbIpaswin 91,4+1,4% pecroHIEHTOB,
3aTpyAHUIUCH OTBeTUTD 3,1% (puc. 4) [11]. B kauecTBe
MPUIMHBI oTKa3a 97,2+0,8% orMeTwsii 00SI3HB JOCTyIIA
K MepCOHATbHBIM JTaHHBIM ITOCTOPOHHUX JIULI, HEe BUACN
B 9TOM CMBbICJIa IJIsT cBoero pedenka 1,7+0,6% u mpoTus
BHECEHUs TMEPCOHAIbHBIX JAHHBIX B JIIOOYIO CHUCTEMY
yuera Bbickazanuch 1,1£0,5% pecrioHaeHTOB.

HcnonbzoBath nHdopmaiuo «JInuHoro kabuHeTa»
BJIEKTPOHHOM 0a3bl JTaHHBIX JETeH ¢ OHKOJOTUUYECKUMU
3a00JieBaHUSIMM TUTAHUPYIOT 73,9+2,2% pecrioHAeHTOB,
yXe UCIoJib3yioT 16,911,9% 1 3aTpyaHUINCH OTBETUTD
1,8+0,7%. B kauectBe mpuumHbl 78,6+2,0% pecroH-
JIEHTOB M3 YMCJIAa TeX, KTO He TJIaHUPYeT UCIOJb30BaTh
«JInuHBI KaOWMHET», OTBETUJIU, UTO UM HUYETO 00 3TOM
HeusBecTHO. OTCYTCTBHE HEOOXOIUMOTO 000PYI0BAHUS
otMetuau 5,7+1,1%, orcyTcTBUE HEOOXOMUMBIX HaBbI-
KOB ISl WCIOJIb30BaHUS TIPOTPAaMMHOTO obecrieve-
Hug — 5,1+1,0%, codyeTaHue nepevyncaeHHbIX BapraH-
ToB — 10,6+1,5%.

W3 yncia Tex Ui, KTO yKe UCTOJIb3YeT VI TIIaHM -
pyeT MCIoJb30BaTh «JIMUHBIN KaOWMHET», BCE PECIOH-
IEHTbl OTMETWJIM, UTO UCIOJB3YIOT (IJIAHUPYIOT
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WUCIIOJIb30BaTh) Bce ero (GyHKuuu: rpacduk IpuemMa
JIEKapCTBEHHBIX TpernapaToB, MHGOPMAIIUIO TI0 YXOIY
3a peOEHKOM B JIOMAIIHUX YCJIOBUSX, WHMOpPMAIIUIO
0 JaJbHEWIINX TOCIMUTANIM3AIUIX M BapUaHThl MeIu-
LIMHCKUX OpraHM3aluii s JaJbHEHIIero JedyeHus.
BonbmmucTBo pecrioHaeHToB (97,410,8%) oTmeTniu,
yto MHbpopMauusi «JInuuHoro kabuHeTa» CIOCOOCTBO-
BaJla yXOIy 3a UX peOEHKOM, 3aTpYyIHWJINCHh OTBETUTh
1,740,6% pecnionneHToB. OTMETUIIN, YTO MH(HOPMALIUS
u3JiokeHa B AocCTymHoi ¢dopme 96,7£0,9% pecrioH-
JneHToB, nipu 3ToM 17,4£1,9% B KadecTBe KeJaeMbIX
M3MEHEHUI yKa3ajld HeOOXOIUMOCTD YBEJIMUUTh 00beM
rpacdudeckoit mHbopmauuu, 11,1+1,6% — obecrne-
YUTh CBA3b C pasneiioM «MHbopmanms njist poguTeseit
(3aKOHHBIX TIpEACTaBUTEICI) MALMEHTOB» B KIMHUYE-
CKMX PEKOMEHIALIMSX, pa3MellleHHbIX B ceTu MHTep-
HeT, 3,240,9% — MOBBICUTH JOCTYITHOCTh MH(MOPMALIUU
JIJIST BOCTIPUSITHSI.

0GcyxpeHue

B coBpeMeHHBIX YCIOBUSIX pa3BUTHUSI OTEYSCTBEHHOTO
3/IpaBOOXPAHEHUSI OOJIBIIIOE 3HAUEHNE UMEET TTOMCK ITyTei
COBEPIICHCTBOBAHMS CITCIMATU3UPOBAHHON MEIUIIAH-
CKOIl TIOMOIIM, YTO OCOOEHHO BaxKHO [JISI TAKUX COLIM-
aJIbHO 3HAYMMBIX 3a00JIeBaHWI, KaK 3JIOKAYeCTBEHHBIC
HOBOOOpPA30BaHMSI Y JETeil, TTIOCKOJIbKY 3TU 3a00JIeBaHUSI
3aHUMAIOT JIUOWPYIOIIAE IMO3ULIMA B CTPYKType OCT-
ckoit cmeptHocTH [12, 13]. Cneumdnka MeIMIMHCKON
MOMOIIM JETSIM C OHKOJIOTMYECKMMM 3a00JIeBaHUSIMU
npearnojaraeT MYJIbTUAUCIUIIMHAPHBIN TTOIX0 K JMa-

W MeauvumMHcKas opraHmsauma degepasibHOro NogYnHeHna

H MeanWLHCKaa opraHn3auma 3a npegenamm Tepputopun Poccuiickoin ®egepavum

PernoHanbHoe otaeneHue ,D,eTCKOVI OHKOM10rMn

Puc. 3. TIpeanouruTeabHAs METUIIMHCKAS OPrAHU3ALMS IS JIeYeHus1 IeTeil PeCOHIeHTOoB, %.
Fig. 3. Preferred medical organization for the treatment of respondents’ children, %.
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5,5 3,1

B CorniacHbl Ha BHECEHWE INYHbIX SAaHHbIX ,ELeTeﬁ B 3/IEKTPOHHYHO 6a3y AaHHbIX

W He cornacHbl

3aTpyAHUAKUCH OTBETUTD

Puc. 4. Muenusi poaureieil (3aKOHHBIX NMPEICTABUTEIE) IeTeil ¢ OHKOJIOTHYECKMMH 3200/IEBAHUSIMH O BO3MOKHOCTH
BHECEHWs1 IMYHBIX JAHHBIX JIeTeil B 2JIeKTPOHHYI0 0a3y TaHHbIX, %.
Fig. 4. Opinions of parents (legal representatives) of children with oncological diseases on the possibility of entering per-

sonal data of children into an electronic database, %.

THOCTUKE U JiedeHuIo mauueHToB [14, 15]. CoBepiieH-
CTBOBAaHME CHUCTEMbI MEIWUIIMHCKON ITOMOIIU TpebyeT
HE TOJbKO MHTErpalliy KJIMHUYECKUX U OPraHU3aIuoH-
HBIX TIOJXOIOB, HO Y aKTUBHOTO BOBJICYEHUS B JIeUeOHBI I
MpoLIeCC MALMEHTOB U UX poaureseii [16].

OnHa W3 BaXHEWIIMX MpodJieM 3ApaBoOXpaHe-
HUST — JOCTYITHOCTh M Ka4eCTBO MEIUIIMHCKOM MOMOIIN
[17, 18]. YTo o3HayaeT 3Ta 3HAKOMasi MHOTUM (opmy-
qmpoBka? B coorBerctBuu ¢ DenepalibHbIM 3aKOHOM
Ne323-d3 or 21.11.2011 «O6 ocHOBax OoXpaHbl 310PO-
Bbs TpaxnaH B Poccuiickoit Depepaliii» — 3TO «COBO-
KYITHOCTb XapaKTePHUCTHK, OTPakKalolIUX CBOEBPEMEH-
HOCTb OKa3aHUSI MEIULIMHCKOM TTOMOIIIM, TTPaBUIBHOCTh
BBIOOpA METOIOB MPOMWIAKTUKU, TUATHOCTHKH, Jede-
HUST W peabWIMTalluyd TIpU OKa3aHUW MeIMIIUHCKOM
IMOMOIIM, CTEMeHb JOCTUMKEHUS 3aIUIaHUPOBAHHOTO
pesynbratar [19]. Ho kakoii cMbICT B 3TO TOHSITUE BKJIa-
npiBaeT naureHT? [pexke Bcero — xexaHue 4yBCTBOBATh
cebs1 HYXKHBIM Bpady, OCO3HaBaTh €TI0 3aMHTEPECOBAH-
HOCTb B yCIIeXe JIeYeHUsI, JOBEepATh Bpady. DTO MOATBEP-
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KJINMHUYECKUE CJ1YHAU

CpaBHHTeJIbeIﬁ AHAJIN3 KJIMHUYECKOI0 TCYCHUA aTAKCUHU-TECICAHTUIKTA3ZUUN Y IBYX cuodcoB

P.®. Xaxumosa', @.U. Cubeamynauna?, O.A. Cepebpskosa’

'PreQy BO «KasaHckuii rocyaapCTBEHHbIN MeAMLMHCKUIA yHuBepcuteT» MuHagpasa Poccun, KasaHb, Poccus;
2TAY3 «[leTckasa pecnybnukaHckaa 6onbHULa» MuHsapasa Pecnybnuku TaTtapcTaH, KasaHb, Poccusa

Comparative analysis of the clinical course of ataxia-telangiectasia in two siblings

R.F. Khakimova', F.1I. Sibgatullina®, O.A. Serebryakova’

'Kazan State Medical University, Kazan, Russia,
2Children’s Republican Clinical Hospital, Kazan, Russia

ATaKcHUsI-TeJeaHTMIKTa3us OTHOCHTCS K PeJKHM BPOXKIEHHBIM 3200/I€BAHUSIM C AYTOCOMHO-PELEeCCHBHBIM TUIIOM HACJIEI0BAHUS
U MYJIBTUCHCTEMHBIMU TposiBJieHnsMu. Hapsay ¢ nporpeccupyionneii Mo3:Ke4KoBOii aTaKcueid, [1a30JBUraTeJbHbIMA HAPYIIEHUSIMU,
TeJeAHTHIKTAZUAMH CKJep, SHIOKPUHHBIMH PACCTPONCTBAMH, OTMEYAIOTCS HAPYHIEHHS! KJIETOYHOTO W TyMOPAJbHOTO 3BEeHbeB
HMMYHHO# CHCTEMbI, KOTOPbIE JIeXKAT B OCHOBE KJIMHHYECKUX NMPOsIBJIeHNi UMMYHOAe(HIUTA.

Ilesb paGoThl: CPABHUTEIBHBIN AHAIM3 KJIMHUKO-HUMMYHOJIOTHYECKHX 0COOEHHOCTei TedeHus 32a00J1eBaHus Y IBYX POIHBIX CecTep.
Pe3ynbrarsl. B 0001x ciyyasx Ha0moaaeTces «KIaCCHIECKHiT» BADHAHT TeUeHHS ATAKCUM-TeJleaHrnaKTa3nu. OHaKo MeroTcs pas-
JIMYUS O CTeNeHH BhIPAXKEHHOCTH MMMYHHOI HEI0CTATOYHOCTH, YTO TPedyeT pa3jiMvHOro TepaneBTHIeCKOro nNoaxoaa st J0CTH-
JKeHHsI KOHTPOJIS HaJl peUINBUPYIOMIM HHGEKIMOHHBIM CHHIPOMOM.

Karouesvie caosa: 0emu, amaxkcus-meneHeusIKmasus, nepeuuﬂblﬁ ummyﬂoaedmuum, KAUHU4YecKue U UMMyHoa0cu4ecKue ocobenHocmiu.

Ansa umtupoBanns: Xakumosa P.®., CubrarynimHa ®.U., CepebpsikoBa O.A. CpaBHUTEIbHbIV aHa/IN3 KIIMHUYECKOro Te4eHUsl atTakCum-Tesne-
aHruakTasum y AByx cmbcos. Poc BecTH nepuHaron u neguatp 2021, 66:(1): 94-97. DOI: 10.21508/1027-4065-2021-66—-1-94-97

Ataxia-telangiectasia is a rare congenital disease with an autosomal recessive mode of inheritance and multisystem manifestations.
Along with progressive cerebellar ataxia, oculomotor disorders, telangiectasias of the sclera, endocrine disorders, this disease is
accompanied by disorders of the cellular and humoral links of the immune system, which are the basis of the clinical manifestations

of immunodeficiency.

Objective: to compare analysis clinical and immunological features of the course of the disease in two siblings.
Results. Both cases belong to a «classic» course of ataxia-telangiectasia. However, there are differences in the severity of immune
deficiency, which requires a different therapeutic approach to achieve control over recurrent infectious syndrome.

Key words: children, ataxia-telangiectasia, primary immunodeficiency, clinical and immunological features.

For citation: Khakimova R.F., Sibgatullina F.l., Serebryakova O.A. Comparative analysis of the clinical course of ataxia-telangiectasia
in two siblings. Ros Vestn Perinatol i Pediatr 2021; 66:(1): 94-97 (in Russ). DOI: 10.21508/1027-4065-2021-66—-1-94-97

AEaKCMH—TeneaHraKTamﬂ — peoKuii BapMaHT Tiep-
MYHOTO MMMYHOAE(UIINTA, KOTOPBI XapaKTepu-
3yeTCS MO3XEUKOBOW aTakcuei, TeJleaHTUIKTa3Uen,
BBICOKOW 4acTOTOU JIMMQOUIHBIX OIyXOJIeli U MMMYH-
HBIMM HapymeHusiMu. C MOMEHTa OIMCAHMS TIEPBOTO
mamueHTta B 1926 . K. Syllaba u K. Henner mosydeHbl
JIaHHble O reHetnuyeckoM naedexre (1995 r), npuBoasi-
1IeM K pa3BuTHIO 3a0osieBanus [1]. [Ipu 3ToM BbISIBJIEHBI
paznuuHbie mytauuu reHa ATM (Ataxia-Teleangiectasia
Mutated), BausitolMe Ha CTENEHb TSIKECTH, MPOTPecCu-
poBaHMe W MPOTrHO3 3a0oneBaHus [2—5]. JlaHHbIe 0 pac-
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MPOCTPAHEHHOCTU aTaKCUM-TEJIeaHTMAKTa3uu Bapua-
6esbHBIL: OT 1:20 ThIC. HOBOPOXIEeHHBIX 10 1:300 ThIC. [6].
CrnemyeT OTMETUTb, YTO OTCYTCTBUE HACTOPOXEHHOCTH
Bpaueil B ryiaHe MepBUYHBIX UMMYHOIE(MUIIMTOB, B YacT-
HOCTU aTaKCUM-TEJICAaHTUIKTA3MU, HEPEIKO TPUBOIUT
K MO3AHEeI TMarHoCTUKe 00JIe3HU, MTO3TOMY BaXKHbI aHa-
JIU3 KaXA0TO ciiydyasi 1 UH(pOpMUpOBaHUE CIIEIMATIMCTOB
paznuuHoro npodus [7].

Benymymy KIMHUYECKMMU TIPOSIBJICHUSIMU, KOTO-
pble BCTpEUalTCsl Y BCeX MALMEHTOB C 3TUM 3aboJieBa-
HUEM, CJTy>KaT MO3KeYKOBast aTaKCUsl, IU3apTPHUsI U Teje-
aHruskTasuu. HeBposornueckasi cMMIITOMaTuKa MMeEET
MPOrpecCUpYIONINii  XapakTep: C TeYeHUEM BpEeMEHU
MOSIBJISIIOTCSI  HETIPOM3BOJIbHBIC JBMXKEHUSI Pa3IuIHOMN
(OopMBbI 1 aMIUIUTYIbl, Pa3BUBAIOTCS TJ1a30/IBUTATEIbHbBIC
HapylIeHUsI, OU3apTpusi, CEHCOpPHAas W JBUTaTebHasl
HeBpornatus. TejeaHrnaKTa3uy JTOKAJIU3YITCsl Ha CKIe-
pax, HEpeAKO — Ha VIIHbIX paKOBMHAX; OTMeEYaeTcCsl
HapylIleHUe MUTMEHTAlUU KOXHW B BUIIE BUTWJIMIO JIMOO
nsiTeH «kode ¢ monokoM». Hapsiny ¢ atum, Gojee yeM
y 70% naluMeHTOB ¢ aTakCcUeli-TeleaHrIKTa3ueil HabIo-
naeTcsi KOMOMHMPOBAHHBI UMMYHOIE(MUILINT, KOTOPBIA
KJIMHUYECKN TPOSIBISCTCS TSDKEIbIMU  MHGEKIMIMU
BEPXHUX U HUKHMX JIbIXaTeJIbHbBIX IMyTei, HEPEAKO MpPU-
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Xaxumosa P.®. u coaem. CpaBHHTC]’IbeII?I AHaJIU3 KIMHUYECKOTO TEYCHHUA aTaAKCUM-TEJICAHTUIKTA3UU Y ABYX cubcoB

BOJIMT K Pa3BUTHIO OHKOJOTMYECKOro 3abosieBaHMs [8].
CucremMaTUYeCKMiI MeTaaHaU3 7 KOTOPTHBIX HCCIIe-
JIOBAaHUI CEeMEWHBIX Cly4aeB aTaKCHU-TeJIeaHTIKTa3Uu
BBISIBUJI CHUIKEHUE TTPOIOJIKUTETbHOCTH XXKU3HHU Y HOCH -
teneid myrauuu reHa ATM wu3-3a pa3BUTHSI OHKOJIOTUU
(paK MOJIOUYHOM 3KeJie3bl M paK KeJyI0YHO-KHUIIEYHOTO
TpakTa) ¥ UllIeMU4ecKoit 0oie3Hu cepana |[3].

AHanM3 COOCTBEHHOTO OIThITa BEJCHUS TaleHTOB
C arakcuei-TeJeaHrIKTa3uel IoKa3aJl, 4YTO BO3pacT,
B KOTOPOM JeOIOTUPYIOT OCHOBHBIE KJIMHUYECKHE CHM-
MTOMBI (MO3XEYKOBasi aTaKCUsl, TeJeaHTUIKTa3Ms), CTe-
MeHb TSKECTU TeYeHUs] 3a00JIeBaHMS, BBIPAXKEHHOCTh
nedekra UMMYHHOW CHUCTEMBI pa3IMyaloTcs y pPa3HbBIX
oonbHBEIX [9, 10]. Ilpm muHAMMYECKOM HAOIIOICHUN
y IBYX M3 OMKMCAHHBIX B paboTax MallMeHTOB MPUYMHOMN
JIETAJIBHOTO HMCXOAa ObLT TSDKEIbI MMMYHOAE(UILINT,
KOTOPBI TIPOSIBIISIIICS CUHOMYJIBMOHAJIBHBIMA WH(EK-
HUsAMU; Y 3 U3 5 TTalMeHTOB pa3BUJIOCh 3JI0KAYECTBEHHOE
HoBooOpa3oBaHue (B 2 ciydyass — JuMorpaHyjieMaros,
B 1 — B-kneTounas numdpoma).

C 1enplo CpaBHUTEIBLHOTO aHajin3a KIMHUKO-MM-
MYHOJIOTUYECKMX OCOOEHHOCTEN TedeHUs 3a00JieBaHUSI
MPUBOIUM ONMCAHUE KIMHUYECKUX CIy9aeB M KIWHU-
KO-MMMYHOJIOTUYECKUX OCOOEHHOCTEM TeYeHUs arak-
CUM-TEJICAHTUAKTA3UN y IBYX POOHBIX cecTep (crap-
mas cectpa O., B Bo3pacte 21 roma, mutammas — A.,
5 7er) ¢ Bepu(PUUIMPOBAHHBIM TWArHO30M IMEPBUYHOTO
UMMYHOIe(UILINTa, aTaKCUM-TeJIeaHTUAKTa3uu. Jluar-
HO3 YCTaHOBJIEH C TIPUMEHEHUEM OOIIEIPUHSATHIX METO-
JIOB JIMAaTHOCTUKM, B TOM YHCJIE WUMMYHOJOTHMUYECKUX
U MOJIEKYJSIPHO-TEHETUUYECKUX HCClIeJoBaHuil (J1a0o-
patopusi JHK-gmarHocTukyn Mennko-reHeTUIecKOoro
HaygHOro IieHTpa; Poccmiickast meTckasi KIMHHMYECKast
OosibHHMIIA), B TIEpBOM ciydae B Bo3pacte 4 yier 10 mec,
BO BTOPOM — B Bo3pacTte 1 roza (1o MosiBIeHUsT KIMHIYE-
CKUX CUMIITOMOB). MMMyHoJornueckoe ooOcieqoBaHue
BKJTIOYAJIO aHAJIN3 KIMHUKO-aHAMHECTUYECKUX TaHHbBIX,
Pe3yJbTaTOB MCCIeIOBAaHUS UMMYHHOTO CcTaTtyca ¢ Ipu-
MeHeHueM TecTtoB | ypoBHs ((heHOTMIIMpPOBAHUE JIUM-
(oimToB, oOIpeneIcHUe COAECPKAHMUS CHIBOPOTOUYHBIX
UMMYHOTJI00yIMHOB A, M, G, OT/IeJIbHBIX KOMITOHEHTOB
CHCTEMBbI KOMILUIEMeHTa, (harouuTapHON U OKMCIUTEb-
HO-BOCCTAHOBUTEJIBHON ~aKTUBHOCTU HEUTPOMUIIOB).
C 1enpl0 XapaKTepUCTUKU CTETIEHM TSKECTU aTaKCUU
Hamu ucnojb3oBaHa mkana BARS (Brief Ataxia Rating
Scale), KoTtopass peKOMEeHIyeTCsl il ObICTPO OLIEHKU
aTakCUW M YYMTBIBAeT B OayljlaX CTeNeHb HapyIIeHUS
OCaHKU U TIOXOOKH, BBIPAXKEHHOCTb AM3apTPUU, TIa30-
JIBUTATEJIBHBIX HapyIIeHU (MaKCUMaJlbHOe YUCIO Gay-
JioB 30, 4TO cCOOTBeCTBYeT Tsikenoit arakcuu) [11]. OnHo-
BPEMEHHO C BTUM [UJII COBMECTHOM OIICHKU aTaKCUu
U JPYIMX CHUMIITOMOB, TaKMX KaK O3KCTparvMpaMUIHbIC
paccTpoicTBa, MPUMEHSUIUCH IIIKAJIbI, alalTHPOBAHHBIC
NI CUHApPOMa aTaKCUM-TesleaHruakrasuu [12].

Knunnueckoe naomonenue 1. CorjmacHo aHaAMHECTH-
YeckKMM JaHHBIM cTrapiias cectpa O. pomuwiach or 1-it
OGepeMEeHHOCTH, MpOoTeKaBIlIei Ha GoHe XKeJle30AehUITUT-

HOIf aHeMUHM, 3aKpuyJalia cpasy, OlleHKa IT0 IKajie Anrap
5 OamnmoB. Macca Ttena mipu poxumenuu 3810 1, mimHa
53 cm. Pocna u pasBuBanach 10 1 roma COOTBETCTBEHHO
BO3pacTy: Hayaja CaMOCTOSITEJIbHO CHUIeTh ¢ 6 Mec,
XOmUTh — ¢ 9 Mec. [Io yCTaHOBJIEHHS AUArHO3a aTaKCHU-
TeJeaHTUIKTAa3U1 BaKIIMHUPOBAHA IO KaJIeHIapIo, B TOM
YKCJI€ XUBBIMU BaKLMHAMM, MOCTBAKLIMHAJIBHBIX peakK-
11 1 OCJIOXKHEHMI He oTMedaynochk. B Bo3pacrte 1 roma
2 MecC pOoAMTEM OOpaTW/ii BHUMaHKWe Ha IMolIaTbIBaHUE
MpU XOAb0E, HETOYHOCTD TIPU JABMKEHUSIX PYK, B CBSI3U
¢ 4yeM 00paTUIMCh K IeTCKOMY HeBpoJiory. [Tocie obce-
JIOBaHMS JIeBOYKA HAOJI0IaIach HEBPOJIOTOM C KJIMHUYE-
CKHM IMaTHO30M «IIeprHaTaIbHAs MaTOJIOTUSI TOJIOBHOTO
MO3Ta B BUAE MO3XEYKOBOM HEIOCTATOYHOCTH», MOJIY-
yaja JiedeHre, B TOM Yicjie HEeOMHOKpaTHbIe KypChl pea-
ommmranun, 6e3 addekra. KimmHudeckue IposIBICHUS
MMMYHHOU HEJIOCTaTOYHOCTH IeOI0TUPOBAIM B BO3pacTe
2 1et 6 Mec U 10 4 JIET MPOSIBIISUINCH TTOBTOPHBIMU TSTKE -
JIBIMU BUPYCHO-0aKTeprabHbIMU 3a00sieBaHusiMU JIOP-
OpraHoB (TraiiMOPUTHI, OTUTHI) W IbIXaTETbHON CUCTEMBI
(TpaxeuThl, JIApUHTOTPAXEUT, OPOHXUTHI, MTHEBMOHUN).
WMeHHO B CBSI3UW C PELMIUBUPYIOIIUM HMHOEKIIMOH-
HBIM CHHIPOMOM peOeHOK ObIT HamlpaBjIeH MeauaTpoM
Ha KOHCYJIBTALIMIO aJUIeProJiora-MMMYHOJIOTa, KOTOPbIiA
MPEATIONOXWI  HaJIMUKMe TIEPBUYHOTO WMMYHOIeDU-
LIUTa B COYETAHWM C HEBPOJOTUYECKOM CUMITTOMATH-
KO M PEeKOMEHIOBaJI He TOJBKO OIpelneeHre YPOBHS
anbda-deronporenHa, HO U aHaIU3 MMMYHHOTO CTa-
Tyca. [To pe3yiasraTaM UMMYHOJOTUYECKOTO HMCCIIeI0Ba-
HUST BBISIBIICHBI BhIpaKeHHbIE HApYIICHUS KaK KJIETOY-
HOTO, TaK ¥ TYMOPaJIbHOTO 3B€HbEB UMMYHHOI CUCTEMBI.
Y manueHTKM OTMeYajoch CHIKEHHE abCONIOTHOTO
KOJIMYEeCTBA TIOMYJISIUMUA W CcyOomomyasuuii  aumdo-
uutoB (Mumdoruro CD3+, CD4+, CD8+, CD19+),
NK-xierok (CD16+/56+), THITOUMMYHOTTIOOYTMHEMHUST
MO0 BCEM KJjaccaM, CHIDKEHHME (aroluuTapHON aKTHB-
HocTU HeiTpoduiioB. [ToydeHHbIE pe3yabTaThl B COBO-
KYITHOCTH C KJIWHUKO-aHAMHECTMUECKUMM JaHHBIMU
MOCTYXWIM OCHOBAaHMEM [UIsl HaIpaBlIeHUs pebeHKa
Ha MOJIEKYJIIPHO-TEHeTUYECKOe MCCIIeOBaHUE C IIEJIbIO
Bepu(UKALIMM OMarHo3a TEPBUYHOTO WMMYyHOIeDU-
uTa. MoJeKyIsapHO-TeHeTUYECKOe UCCIeIOBaHNE MTPO-
BelleHO B Bo3pacTe 4 yieT 10 Mec ofHOBpeMEeHHO ¢ o0cIie-
JIOBAaHMEM POIUTENIC IO TMOJUMOPGHBIM MapKepaM,
cuerieHHbIM ¢ reHoM ATM. CorjnacHO MoOJIyYeHHbBIM
pe3yabraTaM 00a pOIMTENIS SIBISIOTCS TeTEPO3UTOTHBIMU
HOCHUTEISIMA MyTaHTHoro reHa ATM, pebeHOK — romo-
suroteH. Cembe ObUTa PEKOMEHIIOBAHA B MOCJIEIYIOIIEM
MpeHaTajabHast JMarHOCTHKA.

Knunnueckoe HaOaomenude 2. Mianiasg cectpa A.
poanunach OT 4-ii  OepeMEeHHOCTH, IMpoTeKaBllei
06e3 ocobeHHOoCTel (2-51 U 3-51 — 3M0POBbIE MAIBYUKHU),
CpouHBIX pomoB ¢ maccoit 3200 r, muHoit 53 cm. Ilpe-
HaTaJbHasl ITMarHOCTMKAa He MPOBOAWJIACH (pelleHue,
MPUHSITOE POIUTEISIMU), MOJEKYISIPHO-TEHETUIECKOE
HcciIeaoBaHNe TTPOBeIeHO B Bo3pacTe | roma (0 MOsIB-
JIEHUsT KJIWHWYECKUX cuMIToMoB). Ilo pesynabratam
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KJIMHUYECKOTO 3K30MHOro cekBeHupoBaHust JIHK
BBISIBJIEHA, KaK y CTapllieil CECTPbl, TOMO3UTOTHAsI MyTa-
1ust B 9k30He 5 reHa ATM (chr11:108106510ATTCT>A),
paclieHeHHas Kak MaToreHHas. B omiumuue oT crap-
el MUHUMAaJIbHbIE TIPU3HAKM MO3XKEUKOBOW aTaKCUU
y MJIaJIIIel CECTPhbl POAUTENIN 3aMeTWIN Oinke K 1 romy
6 Mec. 1o aTOro Bo3pacTta pa3BUTHE IEBOYKU HE OTIM-
4aJioCch OT TAKOBOTO Y CBEPCTHUKOB, HE BaKIIMHMPOBaHA
¢ poxneHus (0TKa3 ponuTeeit).

IlepBbIii 3MM301 OCTPOI PECIIMPATOPHOI BUPYCHOM
nH(pEeKI Habmogaacs B Bo3pacTe 7 Mec, 10 HacTOsI-
ILIEr0 BPEMEHU YacTOTa OCTPBIX PeCIIMPATOPHBIX BUPYC-
HBIX MH(EKIMI COCTaBsIeT 10 4 pa3 B rofl, OTMEYaJIuCh
2 snu3oja ocTporo OpoHxuTa U | 3MM307 JapUHTOTpa-
xeuta. MccneqoBaHue MMMYHHOTO cTaTyca, MPOBEICH-
HO€ HEOJHOKPATHO 3a BpeMsl HaOJIOACHMS, BBISIBUIO
CEJIEKTUBHBIN AeULMT UMMYHOIJIOOYIMHA A TIpU HOP-
MaJIbHOM  COJEPXAHUM HMMMYHOTJIOOYJIMHOB JIPYTUX
KjaccoB B chiBopoTKe KpoBu (ot 30.01.2020 r: IgA — 0,
IgM — 1,37 mr/ma, IgG — 8,29 mr/mo).

0GcyxaeHue

AHanu3 rokasajl, 4To B 000ouX ciydasix 3a0ojieBaHME
MaHU(ECTUPOBAJIO B BO3pacTe A0 2 JIeT U XapaKTepu-
30BajJIOCh TIOSIBJICHUEM HEBPOJOTUYECKUX CUMIITOMOB,
YTO COOTBETCTBYET TEUEHUIO «KJIACCMUECKOTO» BapUaHTa
aTakCUM-TeJleaHraKTa3uu. OgHAKO y MIIaieil CecTphbl
M0 CPaBHEHUIO CO CTapllieli OTMEYeHO OoJjiee T03aHee
TMOSIBJICHNE HEBPOJIOTMYECKUX CUMIITOMOB. B mociemyio-
IIEM CPaBHUTENIbHBIN aHAI3 CBUIETEIBCTBYET O CXOTHOM
TeYeHUM 3a00JIeBaHUS A0 S5 JIET: TIPOrPecCUpPOBaHNE MO3-
SKEUKOBOI aTaKCUM, HapyLIEHUsI pe4M, TIOSIBJICHUE Telle-
aHruaKTasuii. HeoOXomuMo OTMETUTh, YTO IO Pe3yJib-
TaTaM MCCJIEHOBAaHMI y cTapiieii cecTpbl B Bo3pacte 19
jer (2018 1) BbIsIBIeHA aTpodusi YEpBs W TIOJNyLIApUit
MO3XeuKa, YTO 3aKOHOMEPHO TP JaHHOM 3a00JIeBaHUU.
C 10 sier O. 3aBrCHMA OT UHBAJIMIAHON KOJISICKU. Y MJIaji-
el CecTpbl aHAJOTMYHbIE M3MEHEHUSI OTCYTCTBYIOT,
JIeBOYKa aKTHBHA, CAMOCTOSITeJIbHA, afalTUPOBaHA.

JuHamMyKa HEBPOJIOTMYECKUX CHMIITOMOB, OIle-
HEHHasl OJJHOBPEMEHHO Y CecTep B BO3pacTe 110 5 JieT,
aHajiornyHa. B Hactosiiiee BpeMsi MIianiiasi cecrtpa,
KaK M cTapliiasi B 3TOM BO3pacTe, XOAUT 0e3 MOIIePKKH,
OTMEUaeTCs ITU3apTPUsl JIETKOM CTEIeHM, TJIa30[BHTa-
TeTbHBIX HapylleHuii HeT. IlporpeccupoBaHue HEBPO-
JIOTUYECKOI CUMITOMATUKM C TEUEHUEM BPEMEHU OTpa-
JKaeT CpaBHUTEJIbHAS OIIEHKA TSIKECTH aTaKCUU 110 IIKaJIe
BARS: y crapuieii cectpbl — 28 6ayuioB (BBILIE CPEIHUX
3HAYCHUI 11T OOJIbHBIX €€ BO3pacTa, CBHMIETEIbCTBYET
0 TSDKEJIOM BapuaHTe aTaKCHUM); y MJafiiieir — 8 6auios,
YTO YKJIagbiBaeTcs B cpenHue 3HauyeHus [10]. [To pe3ynb-
TaTaM OLEHKH COCTOSTHUS TTAlIMEHTOK C UCITOJIb30BaHUEM
aJanTUPOBAHHOM JJIsI CUHIPOMA aTaKCUH-TeJIeaHTH-
SKTa3MM IIKAJIbI: COCTOSTHUE MJIAIIEH CeCTPhl COOTBECT-
BYET «MSITKOMY» TEUYEHUWIO aTaKCWUU, CTaplieii — O4YeHb
TsikesioMy TedeHuto [12]. Takum oGpa3oMm, BbISIBJICHHBIE
C TIOMOIIBIO INKaJ pa3indus MOXKHO Ha3BaTh BIIOJHE
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JIOTMYHBIMM, TIOCKOJBKY XapaKTepU3YIOT TIPOrpecch-
PYIOILIMIA XapaKTep MO3KEeUKOBOI aTaKCUU Y TAllMeHTOB
C JaHHbBIM 3a00JIEBAHUEM.

H3BecTHO, 4TO IJIsT OOJBHBIX aTaKCUel-TeJeaHTH-
9KTa3Weil  XapakTepHO TIOBBILIEHHOE  COAepKaHMe
ambda-deronporenHa B ChIBOPOTKE KpoBU. B HacTos-
Iee BpeMsi MPUYMHA TaKoro (peHoMeHa He YCTaHOB-
seHa. TeM He MeHee 3TOT J1abOpaTOPHBIN IMOKa3aTelb
KaK JIOCTYITHBIM METOJ JMArHOCTUKU pPEKOMEHIYETCS
HCTIOJIb30BaTh B KavyecTBe AUMGEepeHINaTbHO-IUarHO-
CTUYECKOTO KPUTEPUST IO TMPOBEACHUS MOJIEKYISIPHO-
TEHEeTUYECKOro 00C/Ie0BaHUs TMallMEHTa C MO3XKEYKO-
Boil arakcueil. Kak mokaswiBaloT HaOmoaeHus, y 95%
MallMeHTOB C aTaKCUel-TelleaHTMdKTa3ueil ypOBeHb
anb@da-(PeTorpoTeHa OCTAETCS BHLICOKMM IIOCJIE IBYX-
JIETHETO BO3pacTa, B TO BpeMsl KaK y 3IOpPOBBIX IeTeit
OH CHIXaeTcd K 18 Mec Xu3HU. DTO ITOATBEPKIACTCS
U B HaIlUX KJIMHUYECKMX ciydasix. [1pu obciienoBaHun
crapleil cecTpbl B Bo3pacte 4 JieT ObLI BbISIBJIEH BBICO-
KWii ypoBeHb ajibda-deronporenHa (116,7 ME/mi).
ConepkaHue ajibtha-(peTonporerHa B CBIBOPOTKE KPOBU
y Miaaiieit cectpel B Bo3pacte | roma 8 mec cocra-
Buio 135,3 ME/mn (npu Hopme menee 12,0 ME/mn),
B JaJbHEWIIIEM OTMEYaIOCh €ro MOBBIIIEHNE: B 2 Tofa —
192,3 ME/mn, B 4 rona — 333,8 ME/miu. B ananusupye-
MBIX HAMU KJIMHUYECKUX CIIydasX MHTEPECHO pa3jInuue
10 KOHIIEHTpallMM ajb(ha-(heTonpoTerHa B CHIBOPOTKE
KpPOBHM y CTapllieil U MJIaJllIei cecTep B Bo3pacte 4 JeT:
116,7 ME/ma u 333,8 ME/Mn cooTBecTBeHHO. BHISIBUTH
B3aMMOCBSI3b TaKOTO BBIPAXKEHHOTO pas3indus YPOBHS
anbda-deTonporenHa U KIMHUYECKON KapTUHBI 3a0051¢e-
BaHUs y TALIMEHTOK He MPEACTABIISIETCS BO3MOXHBIM.

NmmyHHas HEIOCTaTOYHOCTb, HaOoaaemMast
y MMallMEHTOB C aTaKCHEH-TeJleaHTUIKTa3ueil, o0CyI0B-
JieHa neeKTOM CHHTe3a UMMYHOTJIOOYJIUHOB OTIEIb-
HBIX KJIacCOB (B OOJIBIIMHCTBE CydyaeB HaOJto1aeTcs
CEJICKTUBHBIN 1e(ULIUT UMMYHOIJIO0yJIMHA A TIpU HOP-
MaJIbHOM COJIEPXXaHUU MMMYHOTJIOOYJIMHOB JPYTUX
KJ1acCOB WM AeuIuT uMmMyHoriooyanHa G), a Takxe
CHUXEHMEM KOJIMYecTBa M (PYHKIMOHAIBHON aKTHUB-
Hocth JuMpounToB. OmnucaHHble AedEKThl Jiexar
B OCHOBE KJIMHUYECKUX TMPOSIBICHUI TaK Ha3bIBAEMOTO
MHMEKIMOHHOTO CUHAPOMAa, KOTOPBIN TPOSIBISICTCS
yalle BCeTo PelUAMBUPYIOIIUMU UHOEKIUSIMHA PECII-
paropHoro TpakTa [3, 13].

ITpoBeneHHbBIIT HAMU CPAaBHUTEIbHBIN aHAIN3 KIMHU-
YECKOTO TeYeHUsT UMMYHHOI HEIOCTATOYHOCTH Y CecTep
B BO3PACTHOM TMEPUOJE 10 5 JIET BbISIBUII HEKOTOPBIE OTIU-
yus. UMMyHHBIE HapylIeHUsI B COUYETAHUU C PELIMINBHU-
PYIOIIMM MH(MEKIIMOHHBIM CUHIPOMOM Y CTaplIeil CeCTPhI
MOTPeOOBAIM TIEpeCMOTpa TaKTUKU JICYEHUST U pellle-
HUSI BOIIPOCa O TIPOBENECHUM 3aMECTUTEIbHOU Tepartmu.
C 2004 r. maleHTKa moJiy4aeT 3aMEeCTUTEJIbHYIO Tepariuio
BHYTPUBEHHBIMU WMMYHOIJIOOYJIMHAMU, YTO ITO3BOJISICT
B HACTOsIIee BpeMsI KOHTPOJIUPOBATh TedeHUe MH(DEK-
LIMOHHOTO CHUHIpOMa W TIOMIEPXMUBATh TpeTpaHchy3u-
OHHBIIl ypoBeHb MMMYyHorooynmmHa G 6omee 6,0 r/1
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Xaxumosa P.®. u coaem. CpaBHI/ITeJIbeIfl AHaJIU3 KIMHUYECKOTO TEYCHHUA aTaAKCUM-TEJICAHTUIKTA3UU Y ABYX cubcoB

(ot 31.01.2020 r.: IgA — 0,53 mr/mi, IgM — 0,7 mr/mi,
IgG — 9,6 mr/mu). Yacrora BBemeHHUS] BHYTPUBEHHBIX
WMMYHOTJIOOYJIMHOB cocTaBisieT 1 pa3 B 4 Hell B MOIEP-
xuBatolein 1o3e 0,4 r/kr macchl Tesna Ha Kypc. [1obou-
HBIX peakliMii Ha BBeICHUE IMPErapaToB HE OTMEYasoCh.
HeobGxomnmMo OTMETUTBH, YTO C MOAPOCTKOBOIO BO3pacTa
TedyeHre 3a00JIeBaHMS Y CTapIIeil CeCTPhbl OCIOXKHSIIETCS
nvcarueit, KoTopasi IPUBOAUT K TTOBTOPHOI acTIMPAIINH,
YTO TAaK3Ke MOXKET OBITh ITPUYNHOM 3a00J1€BaHII pecIipa-
TOPHOW CUCTEMBI.

OOpaniaeT BHUMaHME OoJiee OJaronpusiTHOe Teue-
HUe WHMEKUMOHHOTO CHUHAPOMA y MIJIAIIIell CeCTphI.
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KJINMHUYECKUE CJ1YHAU

CucreMHas KpacHasi BOJJYAHKA C HEHPONCHXHYECKHUMH NPOSIBJICHUSIMHU Y PeOeHKA: ONUCAHUe
KJIMHHYECKOTO CJIy4asi M 0030p MeXKIYHAPOIHbIX PeKOMEH/IALINIA 110 TMATHOCTHKE U JIEYEHHIO
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Systemic Lupus Erythematosus with neuropsychiatric manifestations in a child: case report
and review of the international recommendations for the diagnostics and management

E.M. Kuchinskaya', Yu.A. Yakovleva’, M.A. Rakova’, N.A. Lyubimova’, E.N. Suspitsin®*, M.M. Kostik’

'Almazov National Medical Research Centre, St. Petersburg, Russia;

2Bekhterev Psychoneurological National Medical Research Centre, St. Petersburg, Russia;
3St.Petersburg State Pediatric Medical University, St. Petersburg, Russia;

“Petrov National Medical Research Center of Oncology, St. Petersburg, Russia

IIpuBeneH KIMHMYECKMIi CIIydaii CHCTEMHO# KPACHO# BOTYAHKH, A0 THPOBABIIEl C HEPONCUXUYECKUX NMPOSBIICHHIl, Y J1€BOYKH-
noapocTKa. B 0030pHoii YacT onMcanbl COBpeMeHHbIE TOIXO0/IbI K IMATHOCTHKE U JIEYEHNI0 CUCTEMHOI KPACHOI BOJMAHKY C TOpa-
JKeHHEM IeHTPAJIbHOI HEPBHOM cucTeMbl Yy ieTeil. O0CyKaeHbl AefiCTBYIONINE POCCHIICKHE 1 MEXKIYHAPOIHbIE KIMHHYECKHE PEKO-
MeHAanuu, 00JbII0e BHUIMAHKE y/IeJeHO HeCOBEPUIEHCTBY U MPOTHBOPEYMBOCTH KIacCH(PMKANMIA, pa3InyusM TePMUHOIOTHIECKUX
cucTeM, 0COOEHHOCTSM I0X0/1a PEBMATOJIOTOB U ICMXUATPOB K BeJIEHUIO TAKUX MALMEHTOB B KJIMHNYeCKOii npakTuke. [Tpeanoxenst
PeKOMeHIalK 0 KOPPEeKTHOI (hopmMyIMpoBKe AMArHO3a y JieTeii ¢ ICMXOHEeBPOJIOTHYECKOil CUMIITOMATHKOI B CTPYKTYpe OCHOBHOTO
ayTOMMMYHHOTO 3200sieBaHusA. O00CHOBaHA HEOOXOIMMOCTb MEXIUCIMILTHHAPHOTO MOIX0/1A H COTPYAHUYECTBA JETCKMX PEBMATO-
JIOTOB, ICMXUATPOB, HEBPOJIOTOB, KJIMHUYECKUX NICHXO0JIOTOB B TAHHOM 00J1aCTH NeANATPUM.

Karoueesvte caosa: demu, cucmemnas Kpachas 60A4aHKaA, Heliponcuxuyeckue Hapyuienus, denpeccusroe paccmpoticmeo, MKB-10,
Kaaccugukayuu.

Ansa umtupoBanus: KyynHckas E.M., SkosneBa l0.A., Pakosa M.A., Jllo6umoBa H.A., CycnuubiH E.H., Koctuk M.M. CuctemHas kpacHasi Bos-
4aHka C HeMpPONCUXNYECKUMU MPOSIBJIEHVSIMU Y peBeHKa: ONMMCcCaHne KIIMHNYECKOro Cy4asl u 0630p MEXAYHapOAHbIX PEKOMEHAAUWI o ava-
rHocTuke v nedeHuio. Poc BectH nepuHaron v neamatp 2021; 66:(1): 98—105. DOI: 10.21508/1027-4065-2021-66—-1-98-105

The article describes a clinical case of a teenage girl with systemic lupus erythematosus with neuropsychiatric manifestations.
The overview part describes modern approaches to the diagnosis and treatment of children with systemic lupus erythematosus with
central nervous system lesions. The authors describe actual Russian and international clinical recommendations, they pay particular
attention to the imperfection and inconsistency of classifications, differences in terminological systems, and the features of the rheu-
matologists’ and psychiatrists’ clinical practice. They provide the recommendations on the correct diagnosis wording in children with
neuropsychiatric symptoms as a part of autoimmune disease. The article substantiates the necessity of an interdisciplinary approach
and the cooperation of pediatric rheumatologists, psychiatrists, neurologists, clinical psychologists.
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Ky‘{MHCKa}l E.M. u coaem. CuctemHas KpacHasd Bo4yaHKa C HeﬁpOHCHXH‘{CCKHMH TIPOABICHUAMU Y pCGCHKaZ OIMUCAHUE KIIMHUYECKOTO CIyJasd...

CI/ICTCMHaH KpacHasi BOJlYaHKa — ayTOMMMYH-
Hoe 3abojieBaHME C MYJIbTUOPTaHHBIM BOBJIEUYE-
HueM. B nmerckoM Bo3spacTe cucrtemHasl KpacHasi BOJ-
yaHKa MMeEET TEHIECHLMIO K 0oJjiee TSIXKEeJIOMY TEYEHMIO;
COIJIaCHO  pe3yJibTaTaM KOTOPTHBIX  HUCCeAOBaHUI
TaKkMe TPOSIBIICHUS] TIOPaXEHUST LIEHTPaJIbHONW HEPBHOM
cuctembl (LIHC) kak cynoporu, xopesi, ocTpoe Hapyliie-
HUE MO3TOBOTO KPOBOOOpAIIEeHUs Yy IeTell BCTPEeUaroTCs
yaiie, yeM y B3pocibix [1, 2].

Y OGonblIMHCTBA JAeTeil ¢ CUCTEMHOM KpacHOM BOJI-
YaHKO OTMeyYaeTcsl MHOXECTBEHHasi M pa3HooOpa3Hast
TICUXOHEBPOJIOTMYECKasi CUMIITOMATUKA: TPEBOXHOCTb,
KOTHUTHBHBIE AUCHYHKINM (CHIDKEHUE ITaMSITH, BHUMA-
HUsI, 3aMEeUIEHHOCTh TICUXOMOTOPHBIX peakiivii), Hapy-
meHue HacTpoeHMsi. OOBIYHO TOMOOHBIE ITPOSIBJICHUS
MPOTEKAIT B MSTKON (popMe M He OoTpaxaloT CTENeHU
BosieueHus LIHC B maTomornueckuii mpouecc [3].

HauGonee cepoe3nnie mopaxenust LIHC y nereit
C CUCTEMHOII KpacHOI BOJYAHKOM — OCTpOE€ Hapylle-
HUE MO3roBOTO KpOBOOOpaIlleHUSs, BHI3BAHHOE TPOMOO-
30M B CTPYKType aHTU(HOCHOIUTTUIHOTO CUHApOMa JINOO
1epeOpaIbHOrO BaCKYJIUTA, a TAKXKE TaKHE BOCTIATUTEb-
aele u3MeHeHuss IHHC kak acenmTtmyeckuii MEHWUHTUT,
MOTIEPEUYHbIN MUEJINT, HEBPUT 3pUTEILHOTO HEPBA, IepU-
depuueckasi HeHMpoIaTusi, CyIOpOTU, OCTPbIE TICUXOTU-
YecKMe COCTOSIHUSI, B TOM YucJe AeJupuii, apdeKTuBHbIC
paccrpoiictBa. CumnTombl nopaxeHusi LIHC pasHoii
CTENMEeHU BBIPAKEHHOCTHW Y TALIMEHTOB C CUCTEMHOM
KpacHOU BOJIYAHKOI MOTYT BO3HUKATh OJHOBPEMEHHO
U B J000M couyetaHuu. VX nuarHocTMKa OCIIOXHSIETCS
OTCYTCTBMEM €IMHBIX CTAaHAAPTU3MPOBAHHBIX MTOAXOI0B.
MarnutHo-pe3oHaHcHass Tomorpadus (MPT) ronos-
HOTO MO3ra He MO3BOJISIET BU3YAIU3UPOBaTh Bce (DOPMbI
nopaxenus LIHC, a oonapyxeHHbie ipy MPT usmene-
HUsI MOTYT OBbITh HecrneuudUIeCKMMU IS CUCTEeMHOM
KpacHoil BomyaHKu [4]. B Hacrosiee BpeMsl He BBISIB-
JIEHO creln(pUuIecKnuX ayTOAaHTUTE, KOTOpbIe CleIyeT
WCIIONIb30BaTh i1  auarHoctukyu mnopaxenus LHC
MPU CUCTEMHON KpacHOW BojvaHke. B mpenbraynimx
HCCIIeI0OBaHMSIX TTOKa3aHa orpeie/ieHHasl CBSI3b ITopaxe-
Hus HHC c anturenamMmu K pubocomam, 0JTHAKO ISl Auar-
HOCTUKM JAaHHBII TECT He sIBJsieTcs BaauaHbIM [5]. Kpyr
nuddepeHInaNIbHbIX TUAarHO30B MPU CUCTEMHOM Kpac-
HOl BOJYAaHKE C HEWPONCUXUYECKHMM BOBJICYCHUEM
BKJIIOUaeT HEWpOUH(EKUNU, HexXenaTeJlbHbIE SBICHMUS
MPU MpUEMe JIEKapCTBEHHBIX MpernapaToB U MeTaboInye-
CKMe HapylIeHUsI, UTO JIeJaeT BelieHe 00JIbHOTO C TTopa-
xxeHueM LIHC npu cuctemMHoO# KpacHO# BOJTYaHKE CJIOXK-
HOI 3aa4eit IS Jieyalero Bpava.

Knunuyeckuii cayvaii. [laumentka 17 et BrepBble
oOpaTuiach 3a MOMOIIBIO K TICUXUATPY B CBSI3U C TTIOBTOP-
HO# cymuuaaabHoil momnbiTkoi. C 7-ro Kjacca oTMeyva-
JIOCh CHUXK@HME HACTPOCHUSI IJTUTEbHOCTHIO HECKOJIBKO
MecsieB (B repuoa oO0ydyeHus), KOTOpOoe COIpPOBOXKIa-
JIOCh 4YYBCTBOM TIOBBIIIIEHHOW TpPEBOTW, IIOAABJICH-
HOCTbIO, TIOCTOSIHHOM YCTaJOCTbhlO, HApyIIEHWEM CHa.
B netHmMit mepuon cocTostHue yaydmiaiochk. B 9-m kiacce

CHUXEHUE HACTPOEHUsI CTaJlo COIPOBOXAAThCS arna-
THE, TUTAKCUBOCTBIO, YYBCTBOM «CIABJICHUSI B TPYIN»,
«KOMa B TOpJie», Havajla «HEHaBUAETh cebs 3a JIWII-
HUIl BeC», TMbITAJIaCh XylIeTb, COOJIIONAsI CTPOTUE ITUEThI
M BBI3BIBasl PBOTY TOCJIe TIPUEMOB TTUIIN; OSCITOKOWMIIN
yacTele rojoBHble Oosu. [locie okoHuaHust 9 KjaaccoB
MOCTYITWJIA B KOJUIEK, HO YYUTHCS HE CMOIJIA: TPYAHO
afanTUpoBajiach B KOJIJICKTUBE, MPOTYJIMBaIa 3aHITUS,
HaCTPOEHNE OCTaBaJIOCh CHUKEHHBIM, TOSIBUJIUCH CTOM-
KW€ CYWIUAHBIE MBICIH, TPEANPUHUMAIUCH TTOIBITKU
cyniuaa (MOIHUMANIAach Ha KPBIIIY BBICOTHOTO 3IaHUSI,
YTOOBI CITPBITHYTh, TTBITAJIACh OTPABUTBLCSI CMECHIO JieKap-
CTBEHHBIX TIpernaparoB). Ilociae OmHON U3 TOMBITOK
OTpaBJIEHUST ObLJIa TOCITUTATM3UPOBaHA.

B craumonape mummtenbHOE BpeMsl ObUIa TOHaBJIeHa,
araTM4YHa, OTMEYaJIUCh TPOSIBJICHUS ayToarpeccuu (HaHe-
CEeHUE CaMOIIOBPEXKICHUIT), MOHOTeparnusl aHTUAeTIpec-
caHTOM (cepTpayiuH) 6e3 acekra, 1pu 100aBICHUN aHTHU-
MCUXOTUKA (CYJIBITUPUIT) COCTOSIHUE YIyYIIMIOCh, HO U3-3a
nobo4yHbIX 3¢dekToB npernapar Obul OTMeHeH. B mocie-
JyIOIlIeM TiepeBefieHa Ha KJIOMMpaMuH, Ha (poHe Tpuema
KOTOPOTO BO BpeMsT ypoKa (PU3KYJIBTYPHI Pa3BUIOCH CUH-
KOTNaJIbHOE COCTOSIHUE C MoTepeit co3HaHus1. Bo Bpemst roc-
MUTAIM3ALMA B HEBPOJIOTUYECKMII CTallMOHAp TP 3JIeK-
TposHILedatorpadun BhISIBICHBI UM dY3HbIE U3MEHEHMSI
OMORJIEKTPUUYECKON AKTUBHOCTU TOJIOBHOTO MoO3ra (Ornu-
CaHbl TeHepalM30BaHHbIE Pa3psiIbl BHICOKOAMILTATYIHOM
3a0CTPEHHOI aKTUBHOCTH ), AMarHOCTHPOBAHA IOHOIIIECKAsT
MMOKJIOHMYeCKasl ariencus (cuHapoM AHxma).

TIpu MPT ronoBHOTro Mo3ra BbIsSIBJIEH €TMHUYHBIIA o4yar
11032 B 6eJ10M BellleCTBe ITpaBoii T00HOo# 1o, B ananmzax
KpOBU oOpalliajla BHUMaHKe TUITOXPOMHasi aHeMUST JIETKOM
CTETIeHU: TeMOTJIO0MH 96 T/71; YpOBEeHb XeJie3a ChIBOPOTKU
2,9 MxMosb/11 (HopMa oT 9 10 30 MKMOJIb/JT) 1 MIOBBILLIEHYE
YpOBHSI peBMaTougHoro (akrtopa g0 125 ME/mn (Hopma
1o 20 ME/min). Havarast B ctaiimoHape TTpOTMBOCYI0POXK-
Hasl Teparys (JieBeTupaleTaM) Iocjie BBITACKY ObLTa caMO-
CTOATENILHO TIpepBaHa MALMEHTKOM; ToJyJaia THAPOKCHU-
3UH U KJIOMUTIPAMUH.

Ilpu amOynaTopHOM HaOJIOAEHUM COXpaHsIach
TUIIOXPOMHAsI aHeMUs JIETKOM CTeNeHM, OTMevaiach
TEHAECHIMS K JIeHKOomeHun (JIedkouuTsl 10 4,2-10°/i).
JIarHo3 <«3IMUJIETICUSI» BBI3BAT Y JIEBOYKU CUIJIBHBINI
CcTpecc, yJ4acTWIMCh CCOpBI JIoMa M3-3a OTKasa MalM-
€HTKM OT Tepanuu, IOocjie OMHOW M3 CCcop JeBOYKa
HaHecJia ce0e HEeCKOJbKO MIyOOKMX MOpe30B, B CBSI3U
¢ yeM ObUTa TOCTIUTAIM3UPOBAaHA B OTIEJIeHNUE peaHuMa-
MU ¢ reMopparndeckuM mokoM I crenenu. ITomydywmna
3aMeCTUTEJIbHYI0 TeMoTpaHchy3uto. 3a BpeMsi Haxo-
KIEHUs B CTallMOHAape B KIMHUYECKOM aHaJln3e KPOBH,
IMIOMMMO THUIIOXPOMHOM aHEMHMH, OTMeYaslach JIEWKO-
renms (1o 2,3-10°/1), Heiirportenus (xo 0,7-10°/71), KoTo-
pble OBLIM paclieHeHbl KaK HeXeJaTeJIbHbIe SIBJICHMS
AHTUIICUXOTUYECKUX TpernapaTtoB. OOpalajio BHUMa-
HUE TIOBBIIIEHUE COMEepKaHWSI PEeBMATOMIHOTO (pakTopa
no 211 ME/mn. Ilpu umMMmyHosornuyeckoM obciieaoBa-
HUU BBISIBJIEHO TIOBBIIIEHNE aHTUHYKJIeapHOTO (DakTopa
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B TuTpe 1:2560 (sImepHbIil TpaHyJISIPHBIN TUIT CBEUECHUST),
Mpyu 3TOM MMMYHOOJIOT aHTUHYKJIEApHBIX AaHTUTEII,
BKJIIOUAIOIIMit aHTuTeNa K aBycniupaibHoit JIHK, orpu-
LIaTeIbHbIN; aHTHUTeNa K KapAWOJUIMHY OTpUIIaTelTb-
Hoie. [lo pesyasratam MPT rosoBHOro mMosra BbIsSIBJICH
eIMHUYHBIN OYar TUIePUHTEHCUBHOTO MarHUTHO-PE30-
HaHcHoro curHaia B pexumax T2B u FLAIR — B cy0-
KOPTUKAJIbHBIX OTIEJax JIOOHOW MOJu CIipaBa, pa3Me-
pom 0,75 cM (CM. pUCYHOK); 3JeKTposHIiedanorpadusi
TUTTMYHOM OYaroBOil M SMUIENTU(HOPMHON aKTUBHOCTH
He 3aduKcupoBaia. AHaJIM3 MOYH, YPOBHU KOMITJIEMEHTA,
JIaHHBIE PEHTIeHOTpahy IPYITHON KIIETKH, DJIEKTpOKap-
JUorpaMMa M JaHHbIe 3XoKapauorpadguu ObLTA B TIpe-
Jiesiax HOpMbI. [1py yTOUHeHMM aHaMHe3a CTajlo U3BECTHO,
YTO B TeUCHUE JUIUTEIIBHOTO BpeMeHU (He MeHee 2 JIeT)
OTMEYaJIMCh TIEPUOANYECKIE BBICBITAHUS Ha KOXe (Mell-
Kasl TIATHUCTO-TIAITyJIe3Hasl ChIITb Ha KOXe Oenep, TPpyIu,
KUBOTa) U (POTOUYBCTBUTEJILHOCTh, YTO JJIATELHOE
BpeMSI TPAKTOBAJIOCh KaK aJUIePTUIeCKUIA IEPMAaTHUT.

PebeHOK TTPOKOHCYJIBTUPOBAH PEeBMATOJIOTOM, JMAar-
HOCTMpPOBaHAa CHCTEMHasl KpacHasl BOJYaHKa C Topa-
xkenneM LIHC. ITocne mepeBoga B peBMaTOJOTrMYSCKUIA
CTallMOHAp HayaTa MyJIbC-Teparusl METUIPETHU30JI0-
HoM — 3 BBemeHus 1o 1000 Mr BHYTpMBEHHO, C Iiepe-
BOJIOM Ha TIepOpaIbHBIN TpUeM TIPEIHU30JI0HA B J103€
1,4 Mr/Kr ¢ mocTeneHHbIM CHUXeHueM. B kadecTtse
0a3ucHOU Tepanuu BbIOpaH 1uKIodochamun 1000 mr
BHYTpUBeHHO (700 Mr/mM?) B KOMOMHAIIMKM C TUAPOKCHU-
xsiopoxuHom 400 mr/cyt. [lpoBeneHa 3ameHa aHTUIE-
npeccaHta Ha ¢uayokcetuH 20 Mr/cyT M TpomoJiKeHa
AHKCHOJIUTUYECKAas Teparus TUIAPOKCU3UHOM 25 MT/CYT.
[Tocne Broporo BBeneHus 1ukiaodochamMuaa 1 METHII-
npeaHu3ojoHa (4epe3 1 Mec) TOSBUIUCH KaaoObl
Ha TIOTEPI0 MAacChl Teja, MbIIIEUYHYIO ci1abocTh, 00
B KOHEYHOCTSIX, UYTO OBUIO pacleHeHO KaK IpPOSIBICHUS
CTepoUIHON Muomnatuu. [lalMeHTKa oTMevana 3Ha-
YUTEJbHOE YJIy4YllIeHWe 3MOIMOHalIbHOrO (hoHa (CBOE
HAaCTpOEHHME XapaKTepru30oBajia Kak pOBHOE, CIIOKOIHOE).
Hnsa noobcnenoBaHUsI U KOPPEKIIMM Teparuy rocrura-
jymsupoBaHa B DI'BY «<HMMUII um. B.A. Anma3zosa»

IMpu mocTyIuIeHNN: MalMeHTKa TTOHMKEHHOTO TTHTa-
HusT (MHOEKC Macchl Tena 16,4). KoHTakTHa, He arpec-
CHBHA; TIPY 3TOM, HECMOTPS Ha yJIy4YIlIeHe HACTPOSHMS,
araTU4YHa, MaJIOTIOJABIIKHA, CO CHUKEHHBIM WHTEpe-
coM K Xu3HH. KoxXHbIe TTOKPOBBI C TUIEPITUTMEHTHPO-
BaHHBIMU TISITHUCTO-TTAMYJIE3HBIMU 3JIEMEHTAMU CHITTH
Ha TYyJOBUIIE W KOHEYHOCTSIX, ITOCTTpaBMaTUYECKUE
pyoubl B obiactu nipearuieunii. OTMmevarorcsi 60Je3HEH-
HOCTb IPU TaJIbIIAllK MBI BEPXHUX U HUXKHUX KOHEY -
HOCTel, 6OJIM TP MaKCUMaJbHOM CTMOaHWUU B JIEBOM
KOJIECHHOM cycTaBe. MbIllIeuHasi CHjia B BEPXHUX U HUK-
HUX KOHEYHOCTSIX CHIDKEHA, BCTaeT U3 TOPU30HTAIBHOTO
MOJIOKEHMSI ¢ MUOTIATUYeCKUMU TipueMaMu. OuaroBoii
U MEHUHTeaJIbHON HEBPOJOTMYECKON CUMITOMATHUKU
HeT. KoopaumHalmoHHBIE TIPOOBLI BBITMIOJHSIET HETOYHO.
B mnosze Pombepra HeycToitumBa, MHTEHLIMOHHBIN Tpe-
MOp. M03XXeUKOBOM CUMIITOMATUKH HET.

KJINMHUYECKUE CJ1YHAU

Pucynox. Oyar runepuHTEHCHBHOTO MATHHTHO-PE30HAHCHOTO
CHTHAJA B CYOKOPTHKAJIBHBIX OT/ENAX JIOOHOW [OJIM cnpaBa
(MarHuTHO-pe30oHaHCHAs ToMorpadus, pexkxum FLAIR).

Figure. Subcortical FLAIR hyperintensity in the right frontal
lobe on cranial magnetic resonance imaging.

IIpu oOcnenoBaHUM BBISIBJICHBI OTCYTCTBHME ITOBBI-
meHust COD u ypoBHs1 C-peakTMBHOTO Oejika B KPOBH,
CHIXXEeHUEe B IWHAMUKE TUTpa aHTUMHYKJIeapHOTro (ak-
topa — 1:1000 (Hopma meHee 1:100) u peBMaTouaIHOTO
dakropa — 37,9 ME/mn (Hopma menee 20 ME/mn),
OTCYTCTBHME TIOBBIIICHUSI AKTUBHOCTU JIAKTaTACTUAPO-
reHasbl U KpeaTuH(pOCGhHOKNHA3bl, HOPMaJIbHbIE MOKa-
3aTeqiM KoaryjorpamMMbl. ModeBoii ocanok 0e3 M3Me-
HEHMI, CyTOUHOI motepu Oeyika HeT. B kimnHMueckoM
aHajm3e KpoBu JeiikoreHuss o 3,1-10°/n mpu Hopme
(4,0-9,0)-10°/n, KoTOpasi MOSIBWIACH IOCJIE BBEICHUSI
mukiodochamuna. Ilo pesynsratam MPT romosHOro
MO3Ta — eIUHUYHBIN oJar B IIpaBOi JIOOHOI J0Je, BEPO-
SITHO, COCYIMCTOTO TeHe3a — 0e3 NIMHAaMUKU (CM. pucy-
HOK); TI0 CPaBHEHHWIO C TPEIbIIYIIUM HCCIeI0BaHUEM
OTMEYAIOTCSl HEOOJIbIIOE YBEIMYEHUE Pa3MEpOB Keily-
JIOYKOBOM CHCTEMBI M PaCIIMpEeHNE HAPYKHBIX JTUKBOP-
HBIX IMPOCTPAHCTB, BEPOSITHO, BCJIEACTBUE aTPODUIECKUX
U3MEHEHU BEIIeCTBA MO3ra.

Ilo pesynabraram 3neKTpoHelipomuorpaduy AaH-
HBIX, MOATBEPKAAIOIINX TOJUHEHPONAaTUIO, TTEPBUIHO-
MBbIIIIEYHOE TIOpaXeHue, He TosydyeHo. KiamHuuecku
U MO JAHHBIM YJIBTPa3BYKOBOTO HCCJIEJJOBAaHUS — yMe-
PEHHO BbIPaXXEHHbIE TPU3HAKW CUHOBUTA JIEBOTO KOJIEH-
HOTO M JIEBOTO TOJICHOCTOTTHOrO cycrtaBa. Mwmeroras
MblIlIEUHas] CUMIITOMaThKa paclieHeHa KakK CTepouIHasl
MMOTIATHSI.

3a BpeMsl HaXOXIIeHUsI B OT/AEJEeHUU YCKOPEHO CHU-
JKeHME J03bl MEPOPaTbHOTO MPEAHU30I0HA (K MOMEHTY
BBITTMCKM ToJTydaa 0,7 MT/KT/CyT), OCYIIECTBIEHO OYe-
penHoe BBeneHUe HUKIodochamMuaa B MPEeXHENH 103e
u 1000 Mr mMeTwinmpenHM30J0HA BHYTPUBEHHO, COMYT-
CTByIOLLIAsl Tepamnusi MpojoyikeHa. B nuHamuke orme-
4yajioch YBEJWUYEHUE MBIIIEYHON CUJIbI; IeBOYKa cTaja
aKTUBHEE, SMOIIMOHAIbHBIA TOHYC TIOJOXUTEIbHBIN,
Ha TPOTSIKEHUU BCEro Tepuoja npedbIBaHUSI B CTAlIMO-
Hape rnoceliaia Je4eOHyo (PU3KyIbTypYy.
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AwMOynmatopHo HabmogaeTcs rcuxuarpoM. OTMedaeTcst
3aMeTHOE YJIydllieHUEe COCTOSTHUST: HACTPOCHUE POBHOE,
CIIOKOIHa, J00poXesaTelbHa, KOHTAKTHA, HACTpOEHa
Ha COTPYIHMYECTBO, MHMMHUKA >KWBas, peyb HEMHOTO
THXas, OOBIYHOTO TeMIla, SMOLMOHATLHO aJeKBaTHA,
COH, anmeTuT B HopMme. MHTeutekT B HopMme. Cynuyaaib-
HBIX W OINACHBIX TEHACHINI He BBISIBICHO. [MAPOKCU3UH
OTMEHeH 6 Mec Hasal, IMoyydaeT Tepanuio (pJIyoKCeTMHOM
(20 mr/cyr). IMocne TpeTbero BBeaeHUs Lukiaodochamuna
(kymynsituBHast no3a 3000 Mr) Oblj1a MHULIMUPOBAHA Tepa-
nus putykcumaboboM B mo3e 500 Mr B Hemesro, Ha Kypc
4 BBefeHMSI, B KaueCTBe 0Aa3MCHOM TepaItiy IIPOIOKEHO
MpUMEHEHNE TUAPOKCUXIIOPOXMHA.

06cyxpeHue

IIpencraBineHHBIM KIMHUYECKUI CiIydail IeMOH-
CTPUPYET JUIMTEJIbHBIA M CJIOXHBINA MYyTh YCTAHOBJICHMS
JIMarHO3a CUCTeMHOW KpacHOM BOJYAHKM y TAIlMeHTKU
C TIpeolJiaaloliMMKU  HEMPOTICUXUYECKUMU  TIPOSIBIIE-
HUSMHU B 1e010Te 3a001eBaHusl U HapacTaHUEM TCUXOoIa-
TOJIOTUYECKOW CUMITTOMATUKM B AMHaMUKe. OnucaHHbI
cllyyail TakKe yKa3blBaeT Ha HEOOXOIMMOCTh MOApo0-
HOTO WM3Y4YeHMsI COMATHMYECKOIro cTraryca W JaHHBIX
WHCTPYMEHTAJIbHBIX M JIaDOpPaTOPHBIX UCCIeAOBaHU
crneraIMCTaMU TICUXOHEBPOJIOTMYECKOTO TTPOhUIIS.

3aboysieBaHre AEOIOTUPOBAJIO C TPOSIBICHUN Liepe-
OpacTeHUYEeCKOro cuHapoma (YTOMJISIEMOCTb, 3MO-
LIMOHaJbHAsl JaOWJIbHOCTb, TPYAHOCTM B OOY4YEHUH,
HapyllleHWEe CHAa) U <«IIePepociio» B HEBPO3OIIOAO00HbIN
TPEBOXHO-ACTIPECCUBHbBIN CHUHIPOM, KOTOPBIA B CBSI3U
C OTCYTCTBHEM I1aTOreHETUYECKOI Tepanu TpaHc(hopMu-
pOBaJICSl B TSDKEJIOE JIETPECCUBHOE PACCTPONCTBO C aHO-
PEKTUYECKUM CUHIPOMOM U CYMIIMAATbHBIM ITOBEICHUEM.
INosiBneHne HSMUAENITUYECKUX TIPUCTYIIOB TMOIIEePXKAIO
HamnpapjieHUe JIMarHOCTUYECKOrO TIOMCKa B CTOPOHY
3a00J1€BaHUI TICUXOHEBPOJOTUYECKOTO Mpodust; ycra-
HOBJIGHHBI TMAaTHO3 «3MWIETICUST» ObLT TSKEJIO BOCTIPU-
HSIT TALMEHTKOM, YTO YCWJIMIIO JIeTIPECCUBHBIE TTPOSIBIIC-
HUSI U MPUBEJIO K TMOBTOPHOW CYMIIMAAIBHOM TMOMBITKE,
Ha3HAYEHMUIO JIOTIOTHUTEIbHON Hea(h(PEKTUBHOM Teparnuu
¢ ¢dopmupoBaHMeM (hapMaKOPE3UCTECHTHON IEIpPEeCcCUu.
IIpu 3TOM BBIPaKEHHOCTb IMCUXOHEBPOJOIMUECKON CUM-
MTOMAaTHUKW U COOTBETCTBYIOIIASI TEPATTUSI IPUBEJIU K TOMY,
YTO Jpyre CUMIITOMBI 3a00yieBaHUsl (KOXKHbIE TPOSIBIIE-
HUSI, UBMEHEHHUS B aHAJIM3aX KPOBM) OLIEHUBAJIMCh Hease-
KBaTHO. B ueM Xe mpuuymMHa TPYyIHOCTEH NMArHOCTUKU
JTaHHO# (hOPMBI CUCTEMHOI KpaCHOM BOTYaHKU?

Onpenenennst n Knaccuukamm. B xiaccudukaimnoH-
HbI€ KpUTEPUY CUCTeMHOM KpacHOM BomyaHKu ACR (Ameri-
can College of Rheumatology) B penakuuu 1997 r. Bxonsit
2 ¢GopMbl MOpaKeHWsS] HEPBHOW CHUCTEMBI: CYIOPOXXHbIE
MPUCTYIIBI U TICUXOTUYECKOEe COocTosiHMEe. B HOBBIX KpuTe-
pusix SLICC (Systemic Lupus Collaborating Clinics) 2012 .
K 9TUM (opmam 100aBJIEHbI MUEJTUT, MOHO- U TIOJIMHEB-
PUT, MaTOJIOTUSI YePEITHBIX HEPBOB, a TAKXKE JEIUPUO3HBIC
COCTOSIHUSI, BOHMKILIE B OTCYTCTBUME M3BECTHBIX TOKCHU-
YeCcKMX M MeTabojmyeckux npuunH [6, 7]. Hama nauu-

eHTKa ctajiia cootBeTcTBOBaThH KputepusiMm SLICC (4 u3 11)
TOJIBKO IOCJIE TIOSIBJIEHUSI apTPUTA, a 10 ITOTo ee 3a00J1eBa-
HUE MOTJIO OBbITh KJ1aCCU(UIIMPOBAHO JIMIIb KaK HEeToJTHasI
dopMa CUCTeMHOII KpaCHOI BOJYAHKM: Ha TEepPBBINA IIIaH
B Te4eHUM 3a00JIeBaHUSI BBIXOIWUJIO JENPECCUBHOE pac-
CTPOMCTBO, KOTOpOe B KiacCU(UKALMOHHbIE KPUTEPUU
CHCTEMHOI KPacHO BOJIYAHKU HE BXOJIUT.

B peanbHOl KIMHWYECKOW TpaKTUKE HEHMPOIICUXU-
yeckasi CUMIITOMaTUKa TMpeacTaBjieHa Topasio IIupe.
CornacHO JEHCTBYIOIIMM B HAcTOsIIMI MOMEHT B Poc-
cuiickoit Denepanuy KIMHUYECKUM PEKOMEHIALIUSIM
MopakeHue BBICHINMX TICUXWYECKUX (PYHKUMN y nerei
C CHUCTEMHOW KpacHOI BOJIYAHKON MpeICTaBIeHO CJe-
TYIOIIMMU COCTOSIHUSIMU [8]:

— OCTPBIiA TICUX03 C TIOSIBJICHUEM TTPOYKTUBHOM CUM-
NTOMATUKW B BUJIE 3PUTEJIBHBIX U CIYXOBBIX TaJUTIOLIM-
HaIWIA;

— IM30(PEeHOI0T00HbIE PACCTPOICTBA;

—addexTuBHbBIC CUHIPOMBI (MaHVaKaJbHBIN
U IEIPECCUBHBIN);

— IBUTATEJIbHOE OECIIOKOMCTBO;

— HapyllIeHUs CHa.

MoryT BBISIBASTBCS ~ CUMITOMBI  OPTaHUYECKOTO

MOpakeHUsl TOJOBHOTO MO3ra, CO CJAEAYIIIMMU TIPO-
SIBJIEHUSIMU

— IIporpeccupylolee  yXyAalleHue  KOTHUTUBHBIX
byHKUMH (MTaMsITH, BHUMaHUS, MBILIUICHUS )

— 3aMETHOE CHUXKEHME MHTEJIJIEKTa, YXYIILIeHHE yCIie-
BaeMOCTH B IIIKOJIE; yTpaTa Orpee/IeHHbIX HABbIKOB;

— BMOLIMOHAJIbHO-JIMYHOCTHBIE paccTpoiicTBa (3MO-
LIMOHAJIbHAsI JTaOWJILHOCTD, araTusl, JAeTrpeccusi, MHOTIa
aiicdopusi u 1p.).

IIpuBeneHHbIE OIpeAeieHNUs] OCTaBJISIIOT TPOCTOP
IUISI TOJIKOBAaHW M MOTYT BpayaMU paclieHUBaTbCs
C OIpe/ieJIEeHHOM 10Jieil CyObeKTHBU3MA.

B 2017 r. eBporeiickoii pabodeii TpyIIioi 3Kcmep-
toB SHARE (Single Hub and Access Point for Paediatric
Rheumatology in Europe) ObL1 BbIMyIlleH BapuaHT PeKO-
MeHJaLUMi, pa3pabOTaHHbIN C 11eJIbI0 YHU(DUKALIAY TTO-
XOMOB K JIMArHOCTUKE W JIEYEHUIO CUCTEMHON KpacHOM
BOJIYAHKM Y JeTeil B pa3NInM4HbIX cTpaHax [4]. B 2018 .
0030p 1 KOMMEHTap1U 3TUX PEKOMEHIAIINI ObUIN OMy0-
JukoBaHbl B Poccum B kypHane «HayuHo-TmpakTude-
cKasl peBMarTojiorusi». Bcem maimeHTam ¢ Moao3peHueM
Ha CHCTEMHYIO KPacHYIO BOJYAaHKY C ITpU3HAKaMU Topa-
JKeHUSI HEPBHOW CUCTEMbl PEKOMEHIyeTCsl TIpOBEACHUE
KOHCYJIbTAlIM HEBPOJIOTOM, C TIpU3HAKaAMU CTEPOM]I-
HOTO TICHX03a — TICUXUATPOM, T.€. IICUXUATp Tpurjiaiia-
eTcsl K TalMeHTaM C yXe€ YCTaHOBJEHHBIM JMarHO30M
CUCTEMHOU KpacHoi BosyaHku [9]. OpHaKo TaiueHThb
C IOMUHMPYIOLIIUMHA TICUXOHEBPOJOTUUYECKUMU CUMIITO-
MaMHU B CTPYKTYype CUCTEMHOM KpPacHOW BOJIYAHKU MOTYT
CaMOCTOSITEIbHO TIEPBUYHO OOpaTUTHCS 32 TMOMOIIBIO
K HEeBPOJIOTY WJIM TICUXUATPY, @ HE K PEBMAaTOJIOTy U TOTr1a
MMATHOCTUKA 3a00JIeBaHUSI MOXET TOWTU B HEBEPHOM
HarpaBJIeHUM U Teparnus (Kak B MpPeICTaBICHHOM KIIM-
HUYECKOM ciydae) oyneT HeapdpeKTruBHa.
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B pexomennauusix SHARE ynomsiHyTo HecoBepiieH-
CTBO OIpeeIeHUI, UCITOJIb3YeMbIX B HACTOSIIIEE BpeMmsi
IIJISI OTIMCaHUS TOpakKeHUsI HEPBHOW CHUCTEMBbI Yy JAeTeit
C CHCTEMHOI KpacHO¥ BojyaHKoi. OHM ITO3aMMCTBO-
BaHbl M3 3aKJIIOYeHMs criermaibHoro kKomuteta ACR
U W3HAYAJIbHO TMpeaHa3HaYeHbl JIS MCIIOJb30BaHMUS
y B3poCIIbIX MaieHToB (tads. 1) [10].

ACR pekoMeHIyeT WCIOJb30BaTh JACMCTBYIOIILYIO
HOMEHKJIATypy TICUXMUYECKUX OOJIe3HEeW, yIUThbIBas BTO-
PUYHOCTb CUHAPOMOB 110 OTHOIIIEHUIO K OCHOBHOMY 3a00-
sieBaHMi0. Cpeli OTEUECTBEHHBIX M 3apyOesKHbIX JIETCKUX
TICUXMATPOB OTCYTCTBYET €NMHbBIN METONOJIOTMUECKUI MO~
xo11 K (hOopMyJIMPOBKE psifia AUATHO30B U, KakK CJIeACTBUE,
MMeeTCsl TEePMUHOJIOTMYECKasl HEOTPEIEJICHHOCTb B CBSI3U
C WCIOJIb30BaHUEM pa3HbIX Kiaccudukaumii: B CILIA —
310 DSM (Diagnostic and Statistical Manual of mental dis-
orders — JInarHOCTMUYECKOE U CTATUCTUUYECKOE PYKOBOJCTBO
Mo TICMXWYEeCKUM paccrpoiictBaM), B Poccun — Mexmy-
HaponHas kiaccudukauust Oone3Heit 10-ro mepecmotpa
(MKB-10). B koHTeKcTe HEUpPOICHUXUYECKUX TPOSIBIIE-
HUIA CUCTEMHOM KPAaCHOM BOJYAHKHW Yy JETEU W MOAPOCT-
KOB 3TO MOPOXKIAET TEPMUHOJIOTMYECKYIO TTyTaHUILy. Tak,
B Poccuu mno Hacrosiiiee BpeMsi MCIOJb3YeTCsl TEPMUH
«OpraHUYECcKOoe TOpaXKeHUe TOJOBHOTO MO3ra» (COIIaCHO
3aKIIOYeHUIO crienuaibHoro komutera ACR cuunraercs
ycrapeBiM), kotopomy B MKB-10 coorBeTcTByeT nuar-
HOCTUYECKHUI 010K «OpraHudyecKrie, BKITIOYAIOIIe CHUM-
NITOMaTU4YeCKue rcuxmdeckye paccrpoiictsa FO0—09».

JI1s1 nTMarHOCTUKY TICUXUUYECKUX PACCTPOMCTB B CTPYK-
Type COMaTMYeCKMX 3a00JIeBaHUI MOAXOMSAT JAUATHO3bI
u3 pyopuku F06 («Ipyrue TCUXUYecKue paccTpoiiCTBa,
00YCJIOBJIGHHBIE TTOBPEXIEHUEM U AUC(YHKILIMEH TOJI0B-
HOTO MO3ra MJIM COMaTU4YecKoi 00Jie3HbI0»). B 3Ty pyo-

KJINMHUYECKUE CJ1YHAU

PUKY BKJIIOYEHBI CMEIIIAHHBIE COCTOSTHYS, IPUIUHHO CBSI-
3aHHBIE C MO3TOBBIMU HApYIICHUSIMU, O0YCIOBICHHBIMU
MEePBUYHOM OOJIC3HBIO TOJOBHOIO MO3Ta, CUCTEMHBIM
3a00J1€BaHKEM, BTOPUYHO MOpaXKalolIUM IOJIOBHON MO3T,
BO3JIEIICTBUEM SK30T€HHBIX TOKCUUHbBIX BEILLECTB WA FOp-
MOHOB, 3HIOKPUHHBIMU PAcCTPOMCTBAMU WJIM IPYTUMU
COMAaTHYECKUMHU 3a00J1eBaHUSIMU. [IMarHOCTUYECKUE TTO/I -
pyOpUKM, HanboJIee MMOJTHOLIEHHO XapaKTepU3YIOIIne KITn-
HUYECKYIO KapTUHY B 3aBUCHMMOCTH OT BEIYIIETrO CHMII-
ToMa, cienyromue [11]:

F06.0. OpraHnyeckuii TaJuTIOIIMHO3;

F06.2. Opranuueckoe 6penoBoe [n30(ppeHonogoo-
HOe€| pacCTpoOCTBO;

F06.3. Oprannyeckue paccTpoiiCcTBA HACTPOCHUS
[acddexTuBHBIE];

F06.4. Opranunyeckoe TPeBOKHOE PACCTPOICTBO;

F06.5. Oprannyeckoe 11CCOLMaTUBHOE PACCTPOMCTBO;

F06.6. Opranunyeckoe 3MOLMOHAILHO JIAOMIbHOE
|acTeHmueckoe| paccTpoiicTBO;

F06.7. Jlerkoe KOTHUTUBHOE PACCTPOMCTBO;

F06.8. Ipyrue yrouHeHHbIE IICUXUYECKIE PACCTPOI-
CTBa, OOYCJIOBJICHHBIE TIOBPEXACHUEM U AUCHYHKIIMCH
TOJIOBHOTO MO3Ta WJIM COMaTUIECKOM OOJIE3HBIO.

Crenyer OoTMETUTb, UTO opraHudyeckue achGeKTuB-
HbIE PACCTPOICTBA B JOTIOJTHEHUE K OOLIMM KPUTEPUSIM,
MpeaIojaraloliuM opraHndeckylo atuojoruio FO06,
JIOJDKHBI TaKKe OTBeUaThb TpeOOBAaHUSM JMArHo3a, yka-
3aHHbIM B pyopuke F30—F33 (PaccTpoiicTBa HacTpoeHUsI
[AddekTrBHbBIE paccTpoiiCTBa]), YTO PEIKO UCTIOIb3YETCs
B IeauaTpudeckoit nmpaktuke. K coxaneHuio, coBpeMeH-
Hble KJIACCU(MDUKALIMOHHBIE TTOIXOIbI B TOJDKHOM CTETIEHU
HE OTpaXkaloT BCEr0 MHOroo0pasust HETCUXOTHYECKUX
U TICUXOTUYECKUX (POpM OpraHNIeCKUX MCUXUIECKUX pac-

Tabauya 1. KnuHMYecKre KATeropuy M COOTBETCTBYIOINE MM cHHApoMbl mopazkenus IIHC npu cucTeMHO#i KPacHO# BOTYaHKE
10 IAHHBIM KOHCEHCYCA CHEeNMaIbHOr0 MEXKIMCIUITHHAPHOTO KomuTeTa [10]
Table 1. Neurologic syndromes observed in systemic lupus erythematosus by clinical category: ACR Ad Hoc Committee On

Neuropsychiatric Lupus Nomenclature diagnostic agreement [10]

Knnnnyeckas kareropus

Cunapom

TpeBOXHOE paccTpOCTBO
Henvpuii
KorHuTuBHbBIC HAPYLICHUS

TNcuxomaronornyeckue,/
HENPOIICUXOIOTHIECKIE

CUHIPOMBI PaccrpoticTBo HacTpoeHust
Tlcuxo3
Hapymenue Mo3roBoro KpoBooOparieHust
EMUETMTHU3N Wil CHHIPOM
Hesponornueckue A pytolt ay

CUHAPOMBI IMOPAKEHUA

o oo AcenTU4ecKuii MEHUHTUT
HEHTPAaJIbHOM HEPBHOU

TosoBHast 60J1b (BKITIOYAsi MUTPEHD M TOOPOKAYECTBEHHYIO BHYTPHUUYEPETHYIO THTIEPTEH3HUIO)

Xopest (IBUTATEIbHBIE HAPYIIIEHWST)

Octpas BocnajmTe/IbHas oJaupaauKyaIoHeBponatus (cunapom [uitena—bappe)

CHUCTEMBI
Cynoporu
Muenonarus
BereraruBHbIe paccTpoiicTBa
Hesponoruueckue

CUHIPOMBI TOPaXKEHMS
nepudepruyecKoii HEPBHOM
CUCTEMBbI

MuacteHust rpaBuc
HeviponaTtust KpaHuaIbHasT
Ilnekcomarus
TMonuneiiponaTus

MoHoHeitponiaTusi (MHOXECTBEHHAs!, OMMHOYHAS)
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Ky‘{MHCKa}l E.M. u coaem. CuctemHas KpacHasd Bo4yaHKa C HeﬁpOHCHXH‘-ICCKHMH TIPOABICHUAMU Y pCGCHKaZ OIMUCAHUE KIIMHUYECKOTO CIyJasd...

Tab6auya 2. CooTHOIIEHHE KJIACCU(DUKANMOHHBIX OIXO0I0B HIe(haTonaTndecKux ¢opM OpranndecKuX NCMXHIECKUX PACCTPOICTB

y nereii B.B. KoBanesa u MKB-10 [12]

Table 2. Approaches to encephalopathic forms of organic mental disorders in children: Kovalev’s classification and ICD-10 comparison

Knaccndukanus (B.B. Kosanes, 1988)

MKB-10

I1. IIpeumymecTBeHHo 3HEdanonaTnyeckue Ghopmsi
11.1. Ilepebpacmeruueckuii cunopom

11.2. Hegpo30onodo6Hsie cunopomoi:

F06.6. Oprannueckoe 3MOLMOHAILHO-TA0WIBHOE (aCTEHUYECKOE) PACCTPONCTBO

F93. BMo1oHanbHbIe pacCTpONCTBA, CrielbUIecKue I JETCKOTO BO3pacTa

[mepkuHeTHYECKUIA F90.0. [MmepkuHETMYECKNE PACCTPOICTBA
Tuku F95. Tuko3HbIe paccTpoiicTBa

3aukaHue F98.5. 3aukanue

Crpax

DHype3 F98.0. Heoprannueckuii sHype3
DHKoMpe3 F98.1. Heopranuueckuii SHKOIpe3
HcrepodopHblit

F06.5. OpraHnyeckoe TMCCOIMaTUBHOE PACCTPOUCTBO

F92. CmemiaHHble paccTpoiicTBa TMOBEACHUS W SMOLIMI

JlenpecCcUBHO-IUCTUMHUYECKUIM

CCHCCTOl'IaTI/I‘ICCKH—MHOXOHI[pI/I‘IeCKI/Iﬁ

F92.0. JlenipeccuBHOE paccTpoOiCTBa MOBEICHUS

F92.8. Ipyrue cmeniaHHbIe pacCTPONCTBA MOBENEHUS U SMOLIMI

CTPOMCTB B JETCKOM BO3pacTe, MO3TOMY OOJIBIIMHCTBO
OTEUECTBEHHBIX JIETCKMX TICUXMATPOB MCIOJIb3YIOT Kjlac-
cuUKalMoo OpPraHUYeCKUX TICUXUUYECKUX PaCCTPOKCTB
B.B. Kosanesa (1988). CooTHollleHUE KIMHUYECKUX
dopm (cuHapomoB) kiaccudukanmu B.B. Kopanesa
n MKB-10 (oTeuecTBeHHBIX MOAXOAOB M MEXKIyHAPOI-
HbIX) OTpaxkeHo B Tabj. 2. [lpencraBieHHbIE TEPMUHO-
JIOTMYECKHe pa3inuusl B KiiacCU(UKALUAX TTPUMEHSTIOTCS
B KauecTBE OCHOBBI IS KJIMHUYECKUX PEKOMEHAAluii
B Poccuu, B psiie ciydaeB MCIOJIb3YIOTCSI OTHOBPEMEHHO
nBa kona wiu 6onee uz3 MKb-10 [12].

TepmuHny «acute confusional state», KOTOpbIi BXOIWUT
B kiaccudukaunonHeie kputepun SLICC, Haubonee
cootBeTcTBYeT pyopuka FO05 («menupuii, He BbI3BaH-
HbII aJIKOTOJIEM WJIM JIPYTMMU TICUXOAKTUBHBIMU BeElle-
ctBamu»). CornacHo MKbB-10 nenupuii — 3Tros0r1ye-
CKM Hecrenuduuyecknii opraHuYecKkuii 1epedpaTbHbIi
CUH/IPOM, XapaKTepU3YIOIIMICS OJHOBPEMEHHBIM Hapy-
IIEHUEM CO3HaHUsI M BHUMAHWUS, BOCIIPUSITUSI, MbIIILIE-
HUSI, TMaMSITA, TICMXOMOTOPHOTO TOBEISHMS, SMOLIMM,
LIMKJIMYHOCTA cHa W OompctBoBaHus [11]. B poccuii-
CKOI KJIMHUYECKOM TIPaKTUKe TTOHSTHE «IeIUPUii» Jaliie
WCTIOJIb3YeTCsl B IMarHOCTUKE BK30TEHHBIX TCUXMUECKUX
paccTpoicTB (MPEeUMYIIECTBEHHO TOKCUYECKOIo TeHesa),
cootBercTBYIomMX pyopukam FO—F19. YV neteit aToTt quar-
HO3 YCTaHaBJIMBACTCSI OYEHb PEIKO, MPEUMYIIECTBEHHO
B MMOIPOCTKOBOM Bo3pacte. CaM TEpMUH «OCTpasi CITyTaH-
HOCTb CO3HAHUS» B POCCUNCKOW KIMHWYECKON TTPAKTUKE
WCTIOJNIb3YeTCsI KaK CHUHIPOMOJIOTUYECKUI U OINMCHIBACT
COCTOSIHMSI, OOYCJIOBJIGHHbBIE KakK BbINAJCHUEM DPa3HbIX
MCUXUYECKUX TPOLIECCOB, TaK U «100aBIeHUEM» TTPOIYK-
TUBHBIX CUMIITOMOB, TaKMX KaK JIBUTaTeIbHOE OECITOKOM -
cTBO, KoH(padymsimuu u ap. OcCoOEHHOCTH OTHCITbHBIX
(1o CyIIeCTBY CMeEIIaHHBIX) CHUHIPOMOB OIPEACISIOTCS
KOMOMHaIMel COOTBeTCTBYOIIMX siBieHuid [13]. B mer-

CKO-TIOJJPOCTKOBOM BO3pacTe MPU OCTPOM Hayaje TCU-
XOTMYECKMX CHUMIITOMOB HauboJjiee pacrpocTpaHEeHO
ucnosib3oBaHue pyopuku F23 («ocTpble M mpexopsinue
TICUXOTUYECKUE PaCCTPOMCTBA»), YTO OTYACTU COOTBET-
CTBYET TIOHSITHUIO «IICUX03» B pekoMeHmauusix ACR [11].
TTonoGHbBIE HECOOTBETCTBUSI B TEPMUHOJIOTUN U JUATHO-
CTUYECKUX (DOPMYJIMPOBKAX 3aTPYIHSIIOT COIMOCTaBJIe-
HUE UMEIONIEICS TTCUXOMATOIOTMUECKONM CUMITOMATUKU
1 HEHPOIICUXMUYECKUX CUMIITOMOB CHCTEMHOIN KpacHOI
BOJTYaHKU, YITOMSIHYTBIX B pekoMeHaauusx ACR.

Y onrcaHHOM MAaMEHTKN UMEETCS aKTUBHOE CUCTEM-
Hoe 3abojieBaHUE, COIPOBOXIAMOIIEECS BTOPUYHBIM
MOpakeHUEM TOJIOBHOTO MO3Ta, MOIXOASIIUM IO/ OTH-
canue moapyopuku F06.3: paccTpoiicTBa, XapakTepu-
3YyIOIIMECS] U3MEHEHUSIMM HacTpoeHMs1 uiu acddekra,
OOBIYHO COIPOBOXAAIOIIMECS W3MEHEHMSIMU OOILIEro
YPOBHSI aKTUBHOCTH, JeTpeccueil (COOTBETCTBYET KpH-
tepusim F32), HO Bo3HUMKalolMe Kak CJIEICTBUE Opra-
HU4Yeckoro 3aboneBanus [11]. [JmarHo3 OymeT dopmy-
JIMPOBaThCs cleayommuM obpazom: M32.1. CucremHas
KpacHasl BOJYaHKa C TIOpaX€HUEM JIpYyIruX OpraHoB
wim cucteM. CucteMHasl KpacHasi BoJluaHKa (C ropaxe-
HUEM LIEHTPAJIbHOW HEPBHOU CHUCTEMBI, LIUTOTICHUEH,
KOXHO-CYCTaBHBIM CHHIPOMOM), IIOJOCTPOE TEUeHUE.
ComnyrcrBytomuii nuardo3: F06.367. Hermcuxotudaeckoe
JIETIPECCUBHOE PaCCTPOMCTBO B CBS3M C APYTMMU 3a00J1e-
BaHusimu. G72.0. JlekapcTBeHHasi MMOTIATHSI.

Juardoctuka u  JuddepennmanbHas  AMATHOCTHKA.
PexoMeHmalmm Uil AMarHOCTUKU W JICYEHUsT HEWPOTICU-
XMYECKOTO BOBJIGYCHUSI y JeTell ¢ CUCTEMHON KpacHOM
BOJTYAHKOI Mo3anMcTBoBaHbl U3 pekomeHnaunii EULAR
(European League Against Rheumatism) myist B3pocibix [ 14].
CoryiacHO 3TOMY JTOKYMEHTY Ha TIepBOM 3Tare y OOJIbHBIX
C CHUCTEMHOI KpacHO# BoyidaHKoi ¢ rnopaxkeHueMm IHC
MPOBOAUTCST UCKITIOUEHNE HEpOMH(pEKILINIA, MeTadoIue-
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KJINHUYECKUE C

CKUX U SHAOKPWHHBIX HApYIIEHMI, a TAKKe HexXellaTeb-
HBIX SIBJICHUI, CBSI3aHHBIX C JIEKAPCTBEHHBIMU TIperiapa-
tamu. [Tpn crcTeMHOI KpacHOIM BOJTYaHKE CAMBIM YacThIM
TICUXUYECKUM PACCTPOMCTBOM TIPU 3TOM SIBJISICTCST «CTe-
POUIHBIN TICMX03» ONMUCAHHBIA Y 10% OOJNBHBIX, ITOJTyJalo-
IIUX TTFOKOKOPTUKOCTEPOMIBI B CYTOUHOM m03e 1 Mr/Kr/
cyr [15].

Jnst McKiTodYeHnsT HelponH(peKIui (Mpyu HaJIWuduu
JIUXOPAAKUA U APYTHUX CIIEHU(UIECKUX CUMIITOMOB) TPO-
BOISAT HCCIEIOBaHUE IepeOPOCITMHAIBHON KUAKOCTH,
JUTSI UCKITIOYEHUST SITUJICNITUUECKONM aKTUBHOCTU — 3JIeK-
TposHIedantorpammy. ONTUMAIBHBIM METOIOM HEHpo-
Busyanmn3anuu aeisietrcss MPT B pexxumax T1/T2, FLAIR,
DWI u T1 ¢ koHTpactTupoBaHueM. OnHAKO 4yBCTBUTEIIb-
HOCTb METOJIA IJISl CUCTEMHOM KpacHOM BOJTYAHKU C TTOpa-
skenreM LIHC HeBbicoka — B cpeqHeM 57%. Camast yacrast
HaxoIKa — HeOOJbIINe OYard TMIepUHTEHCUBHOTO CUT-
Hana (T2), pacnoyioxXeHHble CyOKOPTUKAIbHO WIN MEepU-
BEHTPUKYJISIPHO B GEJIOM BEIIeCTBe, KaK MPaBUIIO, B JI0O-
HBIX M 3aTBIJIOYHBIX JOJIAX. AHAJIOTMYHbIE W3MEHEHUS
TakXKe BBISIBJISIIOTCS y TMaiueHToB 6e3 BonieueHus: LITHC;
ux creuuduaHoctb coctaBister 60—82%. OmHOMOTOH-
Hasi SMMCCHOHHAsI KOMIIbIOTepHasi ToMmorpadus Oojiee
yyBCcTBUTEbHA, yeM MPT, B ciyuasx rcuxos3a M OCTpoit
criyraHHocTH co3HaHust (80—100%), meMOHCTpUpPYs 3Ha-
yrmoe cHuxeHue niepdysuu [14]. [Ipyn KOrHUTHUBHBIX
HapyIIEHUSIX TSOKECTh MPOSIBJICHUI KOPPETUPYeT ¢ KOJU -
YeCTBOM M pa3MepOM MAarHUTHO-PE30HAHCHBIX 0OYaroB,
a TaKKe CO CTeNeHbl0 aTpouu BEIIeCTBA TOJOBHOTO
mosra. B cepun MP-Ttomorpamm y maimeHToB C CUCTeM-
HOW KpacHOW BOJMAHKOW Nmaxe 0e3 O4YEeBUIHOTO Topa-
xkenuss LIHC npomeMoHCTpupoBaHa IIporpeccupyromias
aTpodusi TOJOBHOTO MO3ra IO CPaBHEHWIO C TPYIION
KOHTPOJIST (3I0POBBIE B3POCIIbIE), UTO YKa3bIBaeT Ha CyO-
knuHnueckoe mnopaxkenue IHHC. Yacto takast arpocdusi
B JWHAMUKE aCCOLIMMPYETCS C HapylleHUeM (QYHKIIU
BBICIIC HEPBHOM NESITETLHOCTA — TaMSITHA, BHUMAaHUSI,
sMoumii [16]. ¥V mpexacraBieHHoit mamueHTkn MP-kap-
TUHA Heclteunu(pUIHa ¥ XapaKTepHa JIJIs CACTEMHOM Kpac-
HOW BOJTYAHKHU C HEWPOIICUXUUECKUMU HApYIICHUSMMU.

Hnst mpoBeneHust nudepeHInaTbHON JMarHOCTUKY
C SHAOTEHHBIMU TICUXOTUYECKUMU U ahPeKTUBHBIMU
pPacCTpOMCTBAMM BBITIOJHSIOT DKCIIEPUMEHTATbHO-TICH -
XOJIOTUYECKOEe MCCIeJOBaHNe KOTHUTUBHBIX (DYHKIIWA
(maMsTh, BHUMaHWE, MBIIUICHUE), a TaKXKe JUYHOCTU
MaleHTa C UCITOJIb30BaHMeM OaTapeil CTaHIapTHBIX TICU -
XOJIOTUYECKHUX TECTOB (IMTPOBOAUTCS KIMHUYECKUM TICU-
xoyioroM) [10]. B poccmiickoii KIMHUYECKON IMpPaKTHUKE
WCTIOJIB3YETCST PSIIT IICUXOJIOTMUECKUX METOIMK IS BISIB-
JICHUSI KOTHUTUBHBIX HapyIIeHUN y AeTeil M TOIpOCT-
KOB (KOppeKTypHas npoba, Tabauisl Llynsre, 3amomu-
Hanue 10 cioB, mapHbIE acCOLMAIlMM, ITMKTOrpaMma,
MaJjiasi IpeaMeTHast KiaccubuKaiusi, CpaBHeHUE TTOHS -
THI, KOHCTPYUPOBAHWE OOBEKTOB, MPOCThIE aHAJIOTHUU,
kyouku Kooca u np.). Tect Bekcnepa (WISC) nosBoJsier
MOJIYYUTh MpPEICTaBIeHNe He TOJbKO 00 OOIleM YpOBHE
MHTEJUIEKTa, HO M 00 0COOEHHOCTSIX €ro CTPYKTYPBI, AaTh

KOJIMYECTBEHHBbIN aHAJIU3 WHTE/UIEKTYaJIbHON NesITe/b-
HocTu pebeHka. MccaenoBaHue aMolMoHaNIbHON cepbl
U WHAUBUIYATIbHO-TICUXOJOTMUYECKUX OCOOEHHOCTEN
JIMYHOCTY TIPOBOAMTCSI C TMOMOIIBIO PA3IUYHBIX CaMO-
oleHOYHbIX mKan (o Jdem6o—Pyo6eHiTeiiH, «CamouyB-
CTBUe—aKTUBHOCTb—HacTpoeHue» — CAH, omnpocHuk
baka u np.), npoekTuBHbBIX TecTOB (TecThl Po3eH1IBeiira,
BarHepa, pucyHouHble Metoauku u ap.) [12]. B CIIA
11 CKPUHUWHTA HapylIeHUI KOTHUTUBHBIX (YyHKUIMI
y JleTell ¢ CUCTEeMHOI KpacHOM BOJYAHKOW ObLIM Mpe-
NpUHATH NonbITKU Basnganuu Ped-ANAM (Automated
Neuropsychological Assessment Metrics) — KOMIIbIO-
TepHON CHUCTeMbl TECTMPOBAHMSI, KOTOpasi MOXET ObITh
UCIOJIb30BaHa Hecneuaiucramu [17].

Jleyenune u mporno3. JleueHue nereii ¢ CUCTEMHOM Kpac-
HOI BOJIYAaHKOW M HEMPOINICUXUYECKUMU TIPOSIBICHUSIMU
HamnpaBjJIeHO B OCHOBHOM Ha KYIHMPOBAaHUE CHUCTEMHOTO
BOCMAJIUTEILHOTO TIpoliecca, Jiexkalllero B OCHOBE I1aTo-
reHe3a 3TUX HapylleHU# (Mpearojaraercs, YTo TpoMOo-
TUYEeCKasl TIpupoJa CUMITOMOB MCKiItoueHa). Mcronb3y-
IOTCSI CUCTeMHbIE INTIOKOKOPTUKOCTEPOU/IbI, KaK MPaBUIIO,
B COYETAaHMU C MMMYHOCynpeccopamu (a3aTUOIPUH,
mukiodochamun). B Tsokenbix ciaydasix, pedpakTepHbIX
K CTaHIAPTHOM Teparuu, MOTYT TPUMEHSIThCSI BHYTPUBEH-
HbIII UMMYHOTJIOOYJIMH, TIJIa3MOOOMEH, TeHHO-MHXKEHEep-
Has tepanus (putykcumad) [14]. B ciiyyae KOTHUTUBHBIX
NUChYHKIMMA, TT0 MHEHUIO 3apy0eXXHbIX aBTOPOB, 3 deK-
TUBHBI TICMX000pa30BaTe/IbHbIE MPOTPaMMBbl; B POCCHIA-
CKOI MpaKTUKe JUISl JIeUeHUs] KOTHUTUBHBIX HapylleHUi
OpPraHMYecKoro TeHe3a pPEeKOMEHIIOBaHO MPOBEICHUE
MaTOreHeTUYeCKOl AeTuaApaTUpyIolIeid, COCYIUCTON, HO-
oTtporHo# Tepanuu [12, 18]. Jlins JeyeHus: ICUXMYecKnx
HapyllIeHUll TPUMEHSIETCS COOTBETCTBYIOIIAS MeauKa-
MEHTO3Hasl Teparnusi (aHTUIICUXOTUYECKHEe TIperaparbl,
aHTUIETpecCaHThl), 3((heKTUBHA KOTHUTUBHO-TIOBEICH-
yeckasl TICMXOTepanusi ¢ HCMOJb30BaHWEM OuOoJIoThYe-
CKoIi oOpaTHoOIi cBsi3u [12, 19].

BoAbIIMHCTBO clyyaeB TMCUXUMYECKOTO 3a00JieBaHUS
y OOJIbHBIX CUCTEMHOI KpacHO BOJTYaHKOMN KYTTMPYIOTCS
MOJIHOCTBIO Ha (DOHE aJeKBaTHOM Tepanuu 3a 2—4 Hel,
HO TIpUOIU3UTETHHO y 20% TAllMeHTOB MOXHO OXHUIATh
XPOHMYECKOTO HETSKeI0ro TeueHus [ 14].

3aknovyeHue

Heiiponcuxuueckue nposiBieHUs — OAUH M3 HauMe-
Hee U3YYEHHbIX aCMIEKTOB CUCTEMHOM KPacHOI BOJYaHKU
y neteit. DToMy CocoOCTBYET OrPaHMUYEHHOE YMCIIO KOH-
TPOJUPYEMBIX MCCIENOBAHWUI M BBITEKAIOIIMX M3 HUX
peKkoMeHIaluuii ypoBHS A, a TakXke HECOBEPLIEHCTBO
CyLIECTBYIOIIE HOMeHKIaTypbl. Ciydyan TmIperuMyle-
CTBEHHOT'O HEPBHO-TNICUXUYECKOTO TMOPAXEHUS] HEPEAKU
B KJIMHUYECKOW MPAKTUKE; OHU TPeOYIOT COBMECTHOI
paboThl Jieyalllero peBMaroJiora, HeBpoJora v rncuxuarpa.
Heobxonrmo ycoBeplIeHCTBOBaHUE IEUCTBYIOIIMX KITU-
HUYECKUX peKOMeHJaluit (0COOEHHO B YaCTU HOMEHKJIA-
Typbl U Kjaccudukaiuu), TpedyloTcsl JajibHEeNHIIne K-
HUYECKUE UCCIIEA0BAHMS B EAUATPUYECKON TOMYJISILIY.
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KJINMHUYECKUE CJ1YHAU

Cungpom [lonna—bappoy B npakTuke Hedposora

M.E. Axcenosa, HM. 3aiikosa, T.B. Jlenaesa, B.B. Jlnun

OCI1 «Hay4HOo-1ccnenoBaTenbCKNii KIMHUYECKUIA MHCTUTYT neguaTtpun um. akagemuka tO.E. Benbtuuwiera»
®raoy BO PHUMY um. H.W. Muporosa Muusgpasa Poccun, Mockea, Poccus

Donnai—Barrow syndrome in nephrology practice

M_E. Aksenova, N.M. Zaikova, T.V. Lepaeva, V.V. Dlin

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

Cunzpom Jlonna—bappoy — mysisTHCHCTEMHOE 3a00JieBaHMe, XapaKTepusyolneecs BapuadebHbIM COYETAHMEM BPOXKIEHHBIX
NIOPOKOB Pa3BUTHS, MPOTPECCUPYIOLIEii MUOIINM, HEIPOCEHCOPHO TYTOYXOCTH, HAPYLIEHHS MHTEJJIEKTA M NaTOJIOTHH oYeK. B craTbe
npeacTaBieHbl COOCTBEHHbIE KJIMHUYECKHE HAOJIOeHus 3a JeTbMu ¢ cunapoMoM Jlonna—Bappoy, nMeBmuMu pasHblii heHOTHI
3200J1€BAHHUS, B TOM YHCJIE PA3HbIE BAPHAHTHI NATOJIOTMH NOYeK. B 01HOM cityyae manueHT uMeJI H30,IMPOBAHHYI0 HU3KOMOJIEKYIISIPHYIO
NMPOTEHHYPUIO, BO BTOPOM — TNPOTEMHYPHMIO, TMIEPKAJIbIUYypHI0, HedpokaibnuHo3. HapymeHnne omocpeoBaHHOTO MerajduHOM
3H/IOIMTO32, PETPOTrPATHOTO IHIOCOMAJILHOTO TPAHCNIOPTA JMIAHIOB, TUC(YHKIMA MUTOXOHIPHIA, CTPECC IHIOMIAZMATHIECKOTO
PEeTHKY,IyMa MOTYT NPHBOIUTH K Pa3HOMY CHEKTDPY M Pa3HOil CTeNeHH BbIPAXKEHHOCTH TYOYJISIPHOH MUCHYHKIMM NMPU CHHADPOME
Jlouna—bappoy. Pa3Hoo0pa3ue KIMHMYECKHX MPOSIBJEHUI 3200/I€BaHUS MOXKET 00YCJIOBIMBATH HU3KYI0 TMATHOCTHKY CHHAPOMA
Jlonna—bappoy u HeaieKBaTHOe BeJleHHE MAIMEHTOB.

Karouesvte caosa: demu, cundpom Jonna—Bappoy, meeaaun, muonus, cuHopom PankoHU, HUZKOMOACKYAAPHAS NPOMEUHYPUS, eUnep-
Kanvyuypus, Hegppokanvyuros, lenm-nodobuas mybysonamus.

Ana untuposanns: AkceHosa M.E., 3avikosa H.M., Jlenaesa T.B., avH B.B. CuHapom LoHHa—bappoy B npaktuke Hegposiora. Poc BECTH
nepuHarton v neamatp 2021; 66:(1): 106-112. DOI: 10.21508/1027-4065-2021-66-1-106-112

Donnai—Barrow syndrome is a multi-system disorder characterized by a variable combination of congenital anomalies, progressive
myopia, sensorineural hearing loss, intellectual disability and renal disease. The article describes clinical cases of children with dif-
ferent phenotypes of the syndrome, including different renal disorders. One patient had isolated low-molecular-weight proteinuria,
another patient suffered from proteinuria, hypercalciuria, nephrocalcinosis. Disruption of megaline-mediated endocytosis, retro-
grade endosomal transport of ligands, mitochondrial dysfunction, stress of the endoplasmic reticulum can lead to a different spectrum
and various degrees of severity of tubular dysfunction in Donnai-Barrow syndrome. A variety of clinical manifestations of the disease
can lead to a low diagnosis of Donnai-Barrow syndrome and inadequate patient management.

Key words: children, Donnai—Barrow syndrome, megalin, myopia, Fanconi syndrome, low molecular weight proteinuria, hypercalci-
uria, nephrocalcinosis, Dent-like tubulopathy.

For citation: Aksenova M.E., Zaikova N.M., Lepaeva T.V., Dlin V.V. Donnai—-Barrow syndrome in nephrology practice. Ros Vestn Perinatol i Pe-
diatr 2021; 66:(1): 106—112(in Russ). DOI: 10.21508/1027-4065-2021-66-1-106-112

CI/IH,Z[DOM Honna—bappoy/nuiie-oKy10-aKycTUKO-pe-
HanbHbI cuHapoM (DBS/FOARS, MIM #222448) —
peaKoe ayTOCOMHO-PEIeCCUBHOE 3a00JieBaHKe, 00YCIOB-
sneHHoe myrauueir reHa LRP2 (low density lipoprotein
receptor-related protein 2), Komupyroiero MeMOpaHHBI
pelienTop MerajuH. bellok sKcrmpeccupyeTcsi Ha amu-
KaJIbHOM TIOBEPXHOCTU JIUTEIUATbHBIX KJIETOK, yda-
CTBYeT B DPELEINTOPOIOCPEIOBAHHOM 3HIOLMUTO3€ OMO-
JIOTUYECKN aKTHUBHBIX JIMITOMPOTEUHOB ((PepMEHTOB,
CTEPOJIOB, TOPMOHOB, BUTAMUHCBS3BIBAIOIINX OEJTKOB)

U aTbOyMMHA, BHYTPUKJIETOUHBIX U MUTOXOHAPUATbHBIX
CUTHaJIBHBIX TTyTsX [1].

MeranuH cOCTOMT U3 TpeX JOMEHOB: 1) aKcTparen-
JIIOJIIPHBIN JOMEH TIpeAcTaBieH 36 O0raTbIMU LIMCTEH-
HOM KOMILUJIEMEHTIIOIO0OHBIMU TIOCJIEI0BATEIbHOCTSIMMU,
obpasyomuMu 4 JIMraHACBS3BIBAIOIIMX — KJIAcTepa;
2) TpaHcMeMOpaHHbI pH-3aBUCUMBIN TOMEH, BKJIIO-
yalomuii 16 mocienoBaTebHOCTEM (haKTOpa poCTa;
3) MHTpaLEJUTIOJISIPHBIN JOMEH, TIPEICTaBICHHBIN OTHOMN
MOJOOHON 3MuAepMaIbHOMY (haKTOpy pocTa MOCIen0-
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BaTeIbHOCTHIO. BHYTPMKIIETOYHBIN JTOMEH B3aMMOMEH-
CTBYET C afalTOPHBIMU OeJIKaMU 1 00eCIIeYMBaET Pelvp-
KYJISILIMIO MeTaInHa.

B Hopme pelienTop CBSI3bIBACT JIMTaHI Ha aIu-
KaJIbHOW TTOBEPXHOCTU SIUTE/IMS, KOMIUIEKC Mera-
JIMH—JIUTaHJ WHBAarUHUPYeT BHYTPb KIJIETKU, 00pa3ys
BE3MKYJy, JOCTaBJSIIONIYI0 €ro K 3Hgocome (puc. 1).
B snpocome nox aeiictBueMm Huskoi pH, onpenensemoit
paboroit BakyonspHoit AT®a3wl, Cl-/H* korpaHcmop-
tepa (CCI5) u Na*/H* xorpancnoprepa (NHE3), npo-
WUCXOIUT Auccolraius Komriekca [2]. B GonbiimHcTBe
CJIyyaeB JIMTaH]l IOCTABJISIETCSl B JIM30COMY Uil MOCe-
NyIOILEei Terpagaliu, a MeTaJInH 4yepe3 peUKINpYyIole
MMKPOTPYOOUKHM BO3BpallaeTcsl K alMKaJIbHOM MTOBEPX-
HOCTH KJIETKHU JUISl Y9aCTUSI B HOBOM IIMKJIe SHAOLIMTO3A.
Penko KoMruiekc MeralMH—IUTaHI B HEM3MEHHOM BHIIE
BO3BpalllaeTcsl Ha TOBEPXHOCTh KJIETKU [2].

MerajvH 5KCHpecCUpyeTcsl B SIUTEIUM ILIALICHTHI,
SHI0AEpMe SMOPUOHA, B TKAHSIX TUIONA U B3POCJIOro opra-
HU3Ma: TIPEUMYILIECTBEHHO B COCYIMCTOM 000I0UKe TOJIOB-
HOrO MO3ra, LMJIMApHOM Tejie, TMUTMEHTHOM SMUTEIUN
CeTYaTKM TJIa3a, BHYTPEHHEM YXe, OKOJOIIMTOBUIHBIX
U LLIMTOBUAHOM KeJie3ax, albBeoJaX JIETKUX, MPOKCUMAaIlb-
HbIX KaHasbliax Touek [1]. Bo Bpemsi aMOprOHaNIbHOTO
Pa3BUTHSI PELICNITOP CBA3BIBACT KITIOYEBBIE MOPGHOTeHEeTH-
yeckue Oesiku: sonic hedgehog (SHH) mporeuH, dakrop
pocra ubpoodnactoB 8 (FGFS), koctHbIlT MOpdoreHeTn-
yeckuit nporenH-4 (BMP4), a Takke, siBisisicb Kopeuer-
TOopoM romojiora mporerHa Patchedl, obGecrieumBaeT cur-
HaneHbIl iyTh SHH [3, 4]. [Toatomy TkaHecnenmduuHoe
HapylleHWe  MeraJuMHOIOCPEIOBAHHOIO  BHIOLIMTO3a
B 3TOT TIEpUOJ, IPUBOIUT K (POPMUPOBAHUIO TTIOPOKOB pa3-
BUTUST. TOJIONIPO33HIEehaTu (OTCYTCTBUE TIOTYIIAPHIA,
enHas BEHTPUKYJISIPHAsE CUCTEMa, OTCYTCTBUE OOOHSI-
TEJIbHOM  JIYKOBHUIIBI), areHe3WH/TUITOIUIa3ud  MO30JIH-

Fononpo3saHuedanusa
Annasus/runonnasug MO30JIMCTOro Tena

WUHTennekTyanbHbii pebuunt

BydTanbm

@Cre?

TyGynonarus:

Axcenosa M.E. u coasm. Cunnpom [lonHa—bappoy B mpakTuke Hedponora

CTOTO Tena, TPbKU AuadparMbl, YeperHO-TULIEBOTO U3~
Mopdu3Ma (BBICTYIAIOIINKN JI0O, YBEJWYEHHBIC TJIa3HbIC
SIOJIOKW, TUTIEPTEJIOPU3M, IIMPOKOE TEPEHOCHE), TTOPOKOB
cepaua (OTKPBITHIN apTepranbHBIN MPOTOK, e(HEKTHI MEXK-
JKeynoukoBoi neperoponku). I[lopoku pasButusi Mosra,
YepernHO-JIMLEBOM JuCMOpP(U3M, aHOMAJIMKA CepAeUHO-
COCYIIMCTOM CHCTEMbI OOYCJIOBJEHBI JAe(UIIMTOM OETKOB
BMP4 u SHH B nepuon ¢opmupoBaHusi rpeOHEBUIHOMN
CKJIAIKM HeBpaJIbHOI 3KTomepMbl [3—5]. Hapyienue skc-
npeccun LRP2 B mepenHeM HEWPOIMUTETUN MPUBOAUT
K BBIPAXXEHHOMY YBEJIMUYEHMIO TJIa3HBIX SIOJIOK — Oyd-
TalbMy M, KaK CJEICTBUE, K BTOPUYHON BPOXICHHOM
MMOIIMM 3a CUET YBEJWYEHUS TepeaHe3aqHell ocu IJ1a3a,
YMEHBIICHUIO KOJIMYECTBA PETUHATBHBIX TAHTJIMEB U (DOTO-
PeLenTOPOB, XOPUOPETUHATILHOM aTpoduu 13-3a N30bITKA
SHH [6, 7]. HapyiieHne CUTHaIbHOTO TYTH PETUHOUIOB
Ha 8—10-i1 HefeIsIX recTalliy BhI3bIBAET Ne(PEKT 3aKPbITHSI
TJIEBPO-TIEPUTOHEAJIbHOTO KaHala M pa3BuTHe auadpar-
MajbHOI Tpbiku [8]. Heobxonnmo oTMeTuTh, 4TO MyTaliust
reHa LRP2 cayXuT OgHOI M3 OCHOBHBIX TIPUYUH CUHAPO-
MaJbHBIX (DOPM BPOXIEHHON auacdparMaibHON TPHIKU
¥ MMOTIMHU BBICOKOM cTerienu [9, 10].

Tlocne poxneHust neUIMT MeraJuHa 00yCIOBIMBAET
MpOrpeccupyoliee CHUKEHUE OCTPOThI 3peHusi U (op-
MUPOBaHWE BTOPUYHON BUTPEOPETUHONATUN, Pa3BUTHE
HENMPOCEHCOPHOW TYTrOYXOCTH, MHTEJUIEKTYaJIbHBIX Hapy-
IEHU W JUCHYHKIIMU KaHAJIBLIEBOM CUCTEMBI ITOYEK.
Tak kak 00K 3KCMpecCUpyeTcsl Ha IETOUYHON KaeMKe
BMUTENIUS TMPOKCMMAJbHBIX KaHaJbLEB M ob0ecrneun-
BaeT PelenTOp3aBUCUMBIN 3HIOLMTO3 JUITONPOTEUHOB,
ero aeuuUT TPUBOAMT K BO3HUKHOBEHUIO CUHIpPOMa
DaHKOHU.

Takum 00pa3zoM, TONHBINA (DEHOTUIT MALKUEHTOB
¢ cunapoMoMm JloHHa—bappoy BKiIo4YaeT BpOXKIEHHbIE
MOPOKU pa3BUTHUsI, MUOIIUIO BBICOKOI CTETIEHU, HEHpo-

BbicTynaiowmii no6
Mneptenopusm

Mwuonus BpoXxaeHHas, BbICOKOV CTeneHu, nporpeccupyioLias

TyroyxocTb CEHCOHEBpanbHas Nporpeccupyiowas

BpPOXAeHHbIe NOPOoKM cepaua

AnadparmanbHas rpbika

nynoYyHas rpbbka
rpbiXa cpeaHei IMHUMN XXUBoTa

CuHppomMm DaHKOHU
AeHT-nofo0HbI cUHAPOM

Puc. 1. OnocpenoBaHHblii MeraauHoM 3HA0UUTO3. COCTABIEHO ABTOPAMH.
Fig. 1. Megalin-dependent endocytosis. Composed by the authors.
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CEHCOPHYIO TYTOYXOCTb, HEBPOJOTUICCKUNI W WHTEI-
JIEKTYyaTbHBIA  MeDUIUT, AUCHYHKIINIO KaHATBIICBOU
cucTeMbl ovek (puc. 2). Ha mpakTuke naureHThl UMEIOT
BapuabeIbHOE COUeTaHVEe MPU3HAKOB U Pa3HYIO CTETICHb
WX BBIPAXXEHHOCTU; CUMIITOMBI MOTYT ITPOTPECCUPOBAThH
C TCUCHHWEM BpPEMEHU: TaK, YePEITHO-JIMIICBON TUCMOP-
busM craHOBUTCS OoOJiee OYCBUIHBIM C YBEIMICHUEM
Bo3pacTa nmauueHToB [11—13].

PacnipoctpaneHHocts  cuHapoma  JlonHa—bappoy
B TIOMYJISIIIMKA HEU3BECTHA, B HACTOSIIIIEE BPEMsI B JINTepa-
Type omucaHbl okojio 60 marmeHToB. OMHAKO, IPUHUMAS
BO BHUMaHHUE BBICOKYIO TEPUHATATBHYIO CMEPTHOCTD,
00YCJIOBJICHHYIO TPYObIMM TTOPOKAMMU pa3BUTHS TOJOB-
HOTO MO3Ta, IBIXaTeIbHOM HeJOCTATOYHOCTHIO BCIICACTBUE
TUTIOTUTA3WH JIETKUX Y HOBOPOXIEHHBIX ¢ nuadparMaiib-
HOI TpbDKeil U oyeHb BapuadesbHbI deHoTun 3adoe-
BaHUsI, MOXHO TIPETIOIOXNTE, YTO B HEKOTOPBIX CITydasix
CHUHIPOM OCTAETCsl HEIMAarHOCTUPOBAHHbBIM [11—14].

Mpb1 pacrionaraeM OBYMSI KJIMHAYECKUMM HaOJIO-
IEHUSAMM 3a TAIMEHTAaMU C Pa3HBIMUA (BeHOTUITaMU
cuHapoma JlonHa—bappoy. Ha oGcnenoBanue u omnm-
CcaHMe TNalUMEHTOB ObUIO MOJYYeHO WH(MOPMUPOBAH-
HOE corjlacMe 3aKOHHBIX TMIPEICTaBUTENICd JeTell.
Hapsimy co craHmapTHBIMU KIMHUKO-JTa00paTOPHBIMU
U WUHCTPYMEHTAJbHBIMM  MCCJICIOBAHUSMU,  Talv-
€HTaM TIPOBOAWJIM CIeIMaJbHOe HehPOIornIecKoe
oOciieoBaHMe, BKIIIOYABIIEe OMpPeAeSicHUE KUCIOTHO-

KJINMHUYECKUE CJ1YHAU

IIEJIOYHOTO COCTOSTHMSI KPOBWM, YPOBHSI KpEeaTWHWHA,
MOYCBUHBI, MOYEBOW KHUCIOTH, ocdopa, Karblus,
MarHus, 2JIGKTPOJIMTOB, IIeJOYHOl ¢docdarasbl, napa-
TUPEOUIHOr0 ropmoHa, 25(OH)D, kposu, cyTouyHOMN
SKCKpenuu Oenka, anb0yMuHa (aTbOyMWH/KpPEeaTHHWH,
HopMa <30 Mr/T), IJIOKO3BI, ypaToB (ypaTbl/KpeaTu-
HuH, HopMma <(,8 MMOJIb/MMOJIb), OKcajlaToB (HOpMa
<0,007 mmoab/1,73 m%/cyT), Kaiblus (Kalblinii/Kpea-
TUHUH, HopMa <1,1 MMOJIb/MMOJIb) C MOYOI, KCKpe-
uun B, -MUKPOTIOOY/IMHA B yTPEHHEH TOPLUM MOYM
(B,-MI'/xpearunuH, Hopma <40 MKT/MMOJIb), ONpeNe-
JIEHUE PAacueTHON CKOPOCTU KJIYOOUKOBOW (DUiIbTpaliuu
(pCK®D, Hopma >90 mi/muu/1,73 M?), MakcuMaabHOI
peabcopoumu  pocdato (TmP/CK®D, nHOpma 1,22—
1,66 MMosib/11), 9KCKpeTOpHOIi (pakunn markust (FE
HopMa <6%) u ypatos (FE, nopma <10%) c Mouoii.
HccnemoBanu ciiyX METOIOM ayJUOMETPHH, BBHITTOIHSIINA
MarHUTHO-PE30HAHCHYIO TOMOTpaduio TOJIOBHOTO MO3Ta
(y omHoro maiueHTa). leHeTnueckoe wucciienoBaHue
OBIIIO TIPOBEICHO METOMOM TTOJTHOIK30MHOTO CEKBEHU-
poBaHusi Ha annapare [lluminaNextSeq ¢ nocienyommum
TTONTBEPKIEHUEM TEHETHMUECKMX BapUaHTOB METOIOM
TIPSIMOTO CEKBeHUpPOBaHUsI 110 CeHTepy.

Knunuyeckuii cayyaii 1. JleBouka 2 et odciienoBaHa
B CBSI3U C TIOCTOSTHHOI TIpOTeHYpUeit (mo 1 1/1), BBISB-
JICHHOM cjlydyaiiHO B Bo3pacte 7 Mec Xu3Hu. M3BecTHO,
YTO CEeMEHWHBIN, MepUHATAIbHBIN aHAMHE3bl HE OTSTO-

X ) nuraiapl

T MeranuH

CICS—CI/H* kaHan

V-ATPase —BaKyonspHaa ATdasa
OCRL —uvHosuTon-nonudgoctpar-5-thpocaraza

Puc. 2. CieKTp KIMHUYECKUX NposBJieHuii cunapoma Jlonna—bappoy. CocTapieHo aBTropamu.
DCI'C — dokaabHbIii cerMeHTapHBbIii IIOMePY/I0CKIepo3.
Fig. 2. Clinical spectrum of Donna—Barrow syndrome. Composed by the authors.

POCCUVICKVI BECTHUK MEPUHATOJIOMN U MEANATPUM, 2021; 66:(1)

108

ROSSIYSKIY VESTNIK PERINATOLOGII | PEDIATRII, 2021; 66:(1)



IeHbI, Opak He OJM3KOPOACTBEHHBIN, paHHee (GuU3u-
YecKoe M TICMXOMOTOPHOE pa3BUTHE pebeHKa COOT-
BETCTBOBAJIO BO3paCTy, C TOJIyTOpa JIeT HabJromaeTcst
0o(TaTLMOJIOTOM 10 TTOBOAY MUOTTUU.

Ilo maHHBIM KJIMHUYECKOTO oOOCienoBaHUs, (HU3M-
YecKoe pa3BUTHE peOeHKa ObUIO BBIIIE CPEIHEro, rap-
MoHu4YHOe (pocT 90%0, Macca Tena 75%o), manmeHTKa
nMeaa (eHOTUNMMYECKUE OCOOCHHOCTM: BBICTYITAIOLINIA
JI0O, TUIEPTEIOPU3M, YTOJIIEHHOEe HM3KOEe IEPEeHOCHE,
HU3KO pACITOJIOXKEHHBbIE M Pa3BEPHYTbIe Ha3aj YIIHBIC
PaKOBUHBI, MYMOYHYIO TPBLKY, TPBIKY CpeIHEH JIMHUU
KUBOTa, MUOIUIO ABycTopoHHOK (OU —7D), coxpaH-
HbIil cyXx. JlabopaTopHoe oOcienToBaHUE BBISIBUIIO TPO-
TEMHYpHIO (CyTouHas mnotepsa Oenka 600 wmr, B,-MI/
KpeaTMHUH 595 MKIr/MMOJb, aJbOYMWH/KpeaTUHUH
300 mr/r) 6e3 Apyrux NMPU3HAKOB HapylleHUs (PyHKLIMU
noyek (pH xposu 7,4, stdHCO, 26 mmonn/n, pCK®
94 mn/mun/1,73 M2, TmP/CK® 1,62 mmons/n, FE | 7%,
[JIIOKO3YpUsSI ~ OTCYTCTBOBAJIa);  DKCKpEUUs  KaJIbIus
¢ Mouoit (kanbuuit/kpeatuHuH 0,35—0,67 MMOJTb/MMOJIb)
U yJIBTPa3BYKOBasi KapTHHA TOYeK ObLIN Oe3 MaTOJOTHH.
IToTHO3K30MHOE CEKBEHMpPOBAaHWE BBISIBUJIO BapUaHThHI
reHa LRP2 (NM_004525.2): ¢.13139dupC (p.Cys4381fs);
¢.8522T>C (p.Leu2841Ser); nepBblii — paHee omnucaH-
HBII TTATOTEHHBINM BapUaHT, MPUBOASIINIA K CIBUTY PAMKHU
CUMTHIBAHUSI, BTOPOII — paHee He ONMCAaHHBIN, BEPOSITHO,
MaToreHHbI BapuaHT. Ha ocHOBe maHHBIX 00CIeI0BaHUS
pebeHKY ObLT TTOCTaBJIeH AuarHo3: cuHapoM JJonHa—bap-
poy. BBuny Haiimuust anbOyMUHYpUU MallMeHTKa ToJryJdaa
Tepanuio SHaJalpuioM Ha MPOTSKeHUU roga (¢ TmocTe-
MeHHbIM yBeamyeHueMm no3el ¢ 0,15 mo 0,3 mr/kr/cyr)
0e3 CHIDKEHMSI YPOBHST albOyMHMHa B MOYe B AMHAMUKE.
Ilocnennee oOcimegoBaHme peOeHKa, IIPOBEICHHOE
B BO3pacTe 4 JIeT, BBIBWIO MPOTPEeCCUPOBaHUE MUOIUU
(OU —11D), coxpaHeHre M30JMPOBAHHON AUCHYHKIUU
MPOKCUMAJIbHOTO KaHAJIbIIEBOTO arllapara MmoJek B BUIE
HU3KOMOJIEKYJISIPHOM TTPOTEUHYPUU.

Kmunuueckuii cayyaii 2. JleBouka 4 siet obcieaoBaHa
B KJIMHHMKE IO TIOBOAY IBYCTOPOHHETO HeMpPOKAaTbIIU-
HO3a, BBISIBJIGHHOTO ClIydaiiHO B 9 Mec xku3Hu. M3BecTHO,
YTO MalMEHTKa OT He OJM3KOPOACTBEHHOIO Opaka,
OT 3I0POBBIX poAuTesield, poauiaack Ha 40-it Henene ¢ Mac-
coii tesa 3650 r, mmuHoii Tena 54 cM. C 4-ro Mecsiia XKu3Hu
ObIJIO 3aMEUEHO OTCTaBaHWE B (PU3MYECKOM U MOTOP-
HOM pa3BUTUU: Hadalla JIep>KaTh TOJIOBY ¢ 6 MeC, CHIETh
0e3 mommepkku ¢ 17 mec, xomuth ¢ 34 mec. Habmomaercs
SHIOKPUHOJIOTOM TIO TIOBOAY TEPBUYHOTO TUITOMUTYH-
Tapu3Ma, TOoJlydaeT 3aMECTUTENIbHYIO Tepanuio TIperia-
paTom ropmoHa pocta (0,03—0,05 mr/kr/cyT) ¢ Bo3pacra
16 mec u L-tupokcurom (12,5 mkr/cyt) ¢ 30 mec. B 30 mec
B CBSI3M C OTCYTCTBMEM pe4M ObLIa BBISBIICHA ABYCTOPOH-
HSISI CCHCOHEBpaJIbHas TYTOYXOCTh 2-11 CTeTIeHMU.

IIpy xnmmHMYecKOM 00cCiIenoBaHUM: (PU3NUECKOe pa3-
BUTHE HHU3KOe, TapMoHMYHOe (Macca Tena 11 xr, <3%o;
poct 87 cM, <3%o0), oTMeUaIMCh OTCTaBaHKE B MOTOPHOM
U PEYEBOM Pa3BUTHsI, HU3KUI MBIILIEUHBII TOHYC, (DeHOTHU-
MYeCKre 0COOEHHOCTH (KOPOTKHUIA HOC € IITMPOKUM Tiepe-

Axcenosa M.E. u coasm. Cunnpom [lonHa—bappoy B mpakTuke Hedponora

HOCbEM, TUIIEPTEJIOPU3M, HU3KO PACIOJIOXKEHHBIE YIIIHN,
BaJibrycHasi AechopmMaliivsi rojieHei, omdaroliese), MUOmusI
(OU — 5D), nByCTOpOHHSISI CEHCOHEBpPabHasl TYTOYXOCTh
2-1 crenenu. Ilo maHHBIM J1a0OPATOPHOIO MCCIIEIOBAHMS
y pebeHKa ObUTN BBISIBJIEHBI HETTOCTOSTHHBINM KOMIIEHCHPO-
BaHHBIA MeTabomyeckuit aumnos (pH 7,35-7,4, stdHCO,
20—26 mmoib/1, BE —5,7/—1,6 MMOJIB/JT), TIOBBITIIEHKE KC-
KpeLuyu BZ—MF ¢ MoYoii (93 MKr/MOJIb KpeaTUHUHA), HEeTIO-
cTosiHHast tunepkanbimypust (1,46—0,69 MMoJb/MMOIH
KpeaTHuHa), runepypukosypus (FE  11%); muypes
(1720 wu/1,73 m?*/cyr), pH moum (5,5-7), pCKD
(91 wu/mun/1,73  M?), SKCKpeuusl [IJIFOKO3bI, (oc-
dopa (TmP/CK® 1,59 mmonb/n), maruus (FE, 3,7%),
okcanatoB (0,239 mmoinb/1,73 M?/cyT) ¢ MOYOIl ObLIM
B HopMe. [opMoHaibHOe 0OC/IeIOBaHWE HE BBISIBUIO
HapyueHuit: yposHu 25(OH)D, (39 ur/mi), naparupeo-
uaHoro ropmoHa (37 mnr/mut), MHCYJIMHONOA00HOTO (hak-
Topa pocta (224,7 Hr/mi), TopmoHa pocta (1,05 Hr/mi),
TUpeocTuMyJmpytoiiero ropmona (0,7 mMken/mit), TUpO-
kcuHa (10,2 mMoJib/i1) B KpOBU COOTBETCTBOBAJIM BO3pa-
cry. [Ipu ynbTpa3ByKOBOM UCCIIEIOBAaHUM OIPEAC/IsIUCH
yBeJW4YeHUe pasMepoB ToueK (>97%o), IBYCTOPOHHMIA
MeIyJUISIpHBIN He(pOKaIBLIMHO3 3-i CTeNeHu; 1o JaH-
HBIM MarHUTHO-PE30HAHCHOI TOMorpachuu TOJOBHOTO
MO3ra OTMeJaloch UCTOHUYEHUE MO30JIMCTOro Tena. [eHe-
TUYECKOoe OO0CIeIOBaHUE BBISIBUWIO KOMIIayHJ TeTepo-
3UTOTHBIE BapUaHThl C HEYCTAHOBJICHHON KIMHUYECKOM
3HAYMMOCTBIO B TeHe LRP2 (NM_004525.2): ¢.6523C>T
(p.Arg2175Trp); ¢.4351G>T(p.Vall451Phe). VYuurbiBas
coyeTaHue JIMIEBOTo AucMopdu3Ma, MUOTIMU, HEHPOCEH-
COPHO¥ TYTOYXOCTH, TMITIOTLIa3UM MO30JIMCTOTO TeJla, JUC-
(YHKIMY TIPOKCUMAJTEHOM YacTH KaHAJIbIIEBOTO arrapaTa
MOYEK M pe3yJIbTaTbl T€HETUYECKOTO aHaiu3a, PeOeHKY
MOCTaBWJIM IHMarHo3: cuHapoMm JlonHa—bappoy; Ha3Ha-
YyeHa aHTUKPUCTA/UIo00pasylolliasi Teparnusi KOMIUIeK-
COM TMapoKapOOHaTa Kayusl, LIUTpaTa HaTpusl U3 pacueTa
1 MMOJIb/KT/CYT IO OCHOBAHUSIM.

Takum oGpa3om, MepBbIii MaLMEHT MMeEJ Haubosiee
YacTo BCTpevaroluecss Mpu3HakKu cUHIpoma JloHHa—
bappoy: yepenHo-n1uLeBO AUCMOpP(U3M, BPOXICHHAS
MMOMUST BBICOKOM CTEMEeHU, M30JUPOBAHHASI HU3KO-
MOJIEKYJIIpHAs IPOTEUHYPUsI, B TO BPeMsI KaK y BTOPOTO
BBISIBJSUTMCH  3a7iepkKKa pa3BUTHsI, HEMpOCEHCOPHas
TYTrOyXOCTb, TOPMOHAJIbHBIE HapyILIeHUsI U Oojiee TshKe-
Jlasi TaTOJIOT ST TTOYeK.

CyuTaercs, 4TO pas3Has CTeleHb CEHCOHEeBpPab-
HOI TYrOyXOCTM W CHWKEHUSI WHTEJUIEKTA BBISIBIISIIOTCS
y Bcex mauueHToB ¢ cuHapomom JlonHa—bappoy [11].
TyroyxocTb, Kak TpaBUJIO, HOCUT IPOTIPECCUPYIOLINIA
XapakTep, OYeHb pelnKo ObIiBaeT BpoxXaeHHOU. [Toaromy
Hapsimy ¢ 0(TaTbMOJOTHYECKUM KOHTPOJIEM MallieHTaM
¢ cunapomoMm JloHHa—bappoy mokasaHbl ayIMOCKpH-
HUHT M HEBPOJIOTMYECKOe OOC/ieJOBaHUEe B JMHAMUKE.
3amepkKa (DU3NYECKOro pa3BUTHSI, ONMKUCAHHAs Y HEKO-
TOPBIX TMALIMEHTOB, MOXET OBITh CBS3aHa C HapylIeHUEM
CUHTEe3a W/W1 OIOCpPeIOBaHHOW MeTaJuHOM TYOyJIsip-
HOI peabcopOLIMKM TOPMOHOB, AS(PUIINTOM IPYTUX MeTa-
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OOJIMYECKN aKTUBHBIX BEIIECTB (POCTOBBIX (HDaKTOPOB,
sienTuHa, BuTamMuHoB) [11, 12, 15]. XoTs1 MBI HE BCTpe-
TUIW B JINTEpaType YMOMWHAHUN O HaJUIUU TOPMO-
HajgbHOro nedunura mpu cuHapome [donnHa—bappoy,
O/IHAKO CHUHAPOM IYCTOTO TYPELKOIo Ce/ula, BbISIBIIsIC-
MBIl Y HEKOTOPBIX MAIIMEHTOB, MOXET COMPOBOXKIATHCS
MUTYUTapHOU HemocTtatouHocThio [16]. Tak kak LRP2
SKCIIPECCUpyeTcss B IIMTOBMIHBIX XeJie3aX, MyTalusi
reHa MOXET HEeTIOCPEICTBEHHO BIUSATh HAa 9HAOKPUHHYIO
(yHkumo opraHa. B ¢Bsi3u ¢ HEBBICOKOI TTPOTEUHYpUE
neUuIIMT TUPOKCMHA M TOPMOHA pOCTa y Hallleil Taiu-
€HTKHU CKOpEE BCEro UMEJ LIEHTPaIbHbIA TeHe3, a He ObLl
00YCJIOBJIEH UX MOTepeii ¢ MOYOiA.

Cuutaercsi, 4YTO ISl TIAlMEHTOB C CHUHIAPOMOM
JonHa—bappoy xapakTtepHa 06ecCMMNTOMHAsI U30JUPO-
BaHHasl HU3KOMOJIEKYJIIpHasi MPOTEUHYPUST BCIIEACTBUE
HapylIeHUs] KaHAJIbLIEBOW peadCcopOLMy JIUMITONPOTEU-
HoB. OHaKO B JIMTEpAType TaKKe onucaHbl JeHT-moao0-
HbII peHaJbHbIN (DEHOTUIT 3TOr0 CMHApoMa (coueTaHue
HU3KOMOJIEKYJISIPHOM TTPOTEeMHYPUH, TUTIEPKATBILIUYPUH,
HedpOoKaIbLIMHO3a), KOTOPbI Mbl HAOIIOAAIN Y OJHOTO
W3 HallMX JaeTeid, u (hoKaIbHO-CErMEHTapHbII TJIOMepy-
Jnockiepos [17—20].

B GonbimHCTBE cityyaeB BapuaHThl B reHe LRP2 ripu-
BOJST K TTOJTHOMY OTCYTCTBUIO METaJIMHA, YTO COIPOBOX-
JaeTCsl HapylleHMeM peadCcopOLUM HU3KOMOJEKYJISp-
Hbix npoTeuHoB [20]. [Ipu HEKOTOPBIX MMCCEHC-MyTa-
musix B LRP2, BeposiITHO, 3aTparuBarollldX IOC/IeA0Ba-
TEJIbHOCTh 3MUAEPMaJIbHOTO (haKTOopa pocTa, OTMEUaeTcst
HapyllleHUue SHA0COMAJIbHOW AUCCOLMALIMM KOMIUIeKCca
MEeTJIMH—JIUTaH] C TIOCJEAYIONIe peTeHIIMel MeTajlruHa
B DHAOCOMAaX 1 €ro JIM30COMaIbHOM aerpagaumeii |15, 18].
3agepxkka MerajiiHa B 3HIOIUIA3MaTUYECKOM PETHKY-
JIyM€ MOXET MPUBOAUTH K SHIOPETUKYJISIPHOMY CTpeccy
U kjiaerouHomy anonTo3dy [21]. bblio mokazaHo Takke,
YTO MErajliH OCYHIECTBJISIET PETPOTpaiHbIii TPaHCIIOPT
WHTPAaKpUHHBIX TMpoTeuHoB (aHTruoreH3uH 2, STCI,
TGF-) B MUTOXOHIPUSIX U €r0 OTCYTCTBUME YMEHbILIAET
NbIXaTeJIbHYI0 U TJIMKOJMTUYECKYI0 CIIOCOOHOCTh Opra-
Hesn [22]. PerporpamgHblii  TpaHCIIOPT OMOJIOTMYECKHU
AKTUBHBIX BEILIECTB OCYIIECTBIISIETCS ITTyTEM B3auUMOJCH-
CTBUSI MUKPOTpyOouek, armrapaTta lonbmku u docho-
nHo3uTuakuHa3el [23]. IMocaenHsas peryaupyeT Tpaduk
OCJIKOB MEXAYy pPaHHMMHU 3HIOCOMAaMM M armapaTroM
Tonpmxu, mnepekpbiBasi (GYHKIIMIO WHO3UTOJ-TTONUMOC-
dar-5-dbocdarasplr, komupyemoit OCRLI. Y wMiekornm-
TaIIMX HAJIMYKME PETPOrpasiHOTO TPAHCIIOPTa J0Ka3aHO
JUTS  TpaHCIIOpTepa TJIIOKO3bl 4-r0 THUIIA, PELIENITOPOB
SMUAEPMAaIbHOIO (hakropa pocTa, MaHHO3bI-6-hocdara
(HeoOXoauM ISl IM30COMAJIBHOTO TpaHcTopTa (hepMeH-
TOB), TpaHcheppuHa [23]. BeposiTHO, HapyllleHUE PETpo-
IPagHOroO 3HIOCOMAJIBHOTO TPAHCIIOPTA C TMOCJIEAYIOLIEiH
IUCPYHKIIME 2HO0COM OOYCIOBIMBAeT pa3Butue JleHT-
nogo6Horo deHoruna npu myrauusix LRP2. CHuxeHue
TyOyJISIpHOI peadbcopOLMM  JIM30COMAJIBHBIX  (hepMeH-
TOB MOXET MPUBOIUTH K JIM30COMAIbHON AUCGHYHKIINKA
y MALIMEHTOB ¢ 1e(UIIMTOM MerajiHa [24].

KJINMHUYECKUE CJ1YHAU

TakuM 00pa3oM, HapylleHHe OIOCPEIOBAHHOTO
METaJIMHOM 3HJOLIMTO3a, PEeTPOrPagHOro 3HI0COMAJIb-
HOTO TpaHCIOpTa JIMTaHIOB, IUCGHYHKIIUS MUTOXOH-
NIpUii, CTPECC DHAOIIA3MATUYECKOTO PETUKYJIyMa MOTYT
MMPUBOIUTH K PA3HOMY CITEKTPY U Pa3HOM CTETIEHH BbIpa-
SKEHHOCTH TYOYJISIPHBIX HApYIIEHUI Y MallMEHTOB C CUH-
npomoM JlonHa—bappoy.

PaszButie  rumnepKaJbLMypvu TIpU  HapylIeHUU
(GYHKUIMM MerajliHa MOXET OBbITh OOYCJIOBJIEHO Clie-
nyromuMu  dakropaMu: 1) TIOBBILLIEHWEM TapaTUpeo-
WIOTIOCPENOBAHHONM  MHTECTUHAJIBHOM  peabcopOoumu
Kanbuus Ha oHe aepunura 1,25(0H),D,; 2) docdar-
ypueil BCeNCTBUE HapyUIeHUS PEeUUPKYISILIUU MTOYed-
Horo Hatpuii-¢ochopHoro korpaHcroprepa tumna Ila
(NaPi-Ila); 3) cHuxxeHueM TapaleUTIosIpHOi peald-
COPOLIMY KaJIbLIWST B MPOKCUMATbHBIX KaHAIbIAX 3a CYET
HapyueHust Tpacduka u uHTepHaiusaimu Na/H™ tpaHc-
noprepa 3-ro tuna (NHE3) [25].

H3MeHeHUsT TIOYEYHBIX TJIOMEPY B Buae (POKaIbHO-
CerMeHTapHOTo TJIOMEepYJI0oCKjiepo3a OblIM OIKMCaHbI
y 2 neteii ¢ cuaapomoM JlonHa—bappoy [19, 20]. luarso-
cTUdecKass HepoOUMOTICUS OCYIIECTBIISIACH TTO TTOBOIY
MPOTEMHYPUU HEPPOTUIECKOTO YPOBHSI B TIEPBOM CIIy-
yae M CHIDKECHMSI (QWIBTPALIMOHHOW (PYHKLIMU TIOYeK
BO BTOpoM. MWMB3BeCTHO, 4YTO MerajiH 3KCIIPECCUpy-
eTcsl B TMOAOLMTAX, TJe IMOCPEACTBOM CHHAITONOAMHA
U 0-aKTHUHWHA-4 CBSI3aH C aKTMHOM; IO3TOMY Je(PULIUT
6eJIKa MOXKeT MPUBOIUTD K HAPYIICHUIO MOAOLUTAPHOTO
muTockenera [26]. Kpome Toro, moBpexneHUe MOAOLM-
TOB MOTYT OBITH OOYCJIOBJIEHBI TEMU K€ MeXaHU3MaMU,
KOTOpPBIE BEAYT K Pa3BUTHUIO NMCGHYHKIIMNA KaHAJIbLIEBOM
CHUCTEMBI MOYEK.

B Hacrosiiee BpeMs TIPaKTUYECKU OTCYTCTBYET
uHdopMalus O AOJTOCPOYHOM  He(hpPOIOTHUUECKOM
U BUTAJIBHOM TIPOTHO3€ Yy IMAIlMEHTOB C CUHIPOMOM
JlonHa—bappoy: 60JIbIIMHCTBO KIMHUYECKUX OTTMCAHUI
SIBJISIIOTCSI OMHOMOMEHTHBIMM 1 Kacarotcs aeteid. I1po-
rpeccupyolliee CHUXEHME KIyOOUKOBOW (uiabTpaliuu
onucaHo y 2 cubcoB K 20 romam xusHu [20]. U3 mpen-
CTaBJICHHBIX B JIUTepaType TalueHToB crapiie 50 jer
Yy OJHOTO OTMEYaJioCh Pa3BUTHE TEPMUHAIBHOUN CTaIuK
IMOYEYHOM HEeIOCTaTOYHOCTH K 47 romam, y BTOPOTO —
curapoM MaHKOHU, YpPOJIUTHA3 U MEIJCHHOE CHUXKe-
HUEe GUIBTPAUIMOHHON (YHKIMM TMOYeK B JUHAMMKE
[17, 27]. B HacTosiiiee BpeMsi HET YOeAUTEIbHbIX JaH-
HBIX 00 3((MEKTUBHOCTU MCIOJb30BaHUSI UWHTHOUTOPOB
AHTUOTEH3UHOBOM CHCTEMblI C AHTUIIPOTEUHYPUIECCKOM
neasto npu cuHapome Jdonna—bappoy [15]. B cayuae
OIHOTO M3 HAIWX IMAIlMEHTOB Teparus WHruOUTOpaMu
AHTMOTEH3UHIIpEBpallaloero (GepMeHTa He MOBIUSIIA
Ha CTeTeHb aTbOYMUHYPUH.

3aknovyeHue

Takum ob6pazom, cuHapoMm JlonHa—bappoy — mymb-
TUCUCTEMHOE 3a00JIeBaHKe, XapaKTepU3yolleecst BbICO-
KAM PUCKOM CMEPTHU B MEPUHATAJbHBIA NEpUO 3a CUET
rpyOBIX ITOPOKOB Pa3BUTHUSI M BBIPAXKEHHBIM KJIMHUYE-
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ckum nonuMopdusmoM. K Haubosiee yacTo BCTpeuaro-
IUMHUCS TPU3HAKAMU CHUHApOMA Yy JAETel OTHOCSTCS
YeperHo-AUIIEBOI ITUCMOPDU3M, BpOXIEHHasl IpO-
rpeccupylomas Muonus U cuHapoM MaHKOHU pa3HOM
CTENeHU BbIPAXEHHOCTHU; B JIMHAMUKE y OOJBIIMHCTBA
MalMeHTOB pa3BMBAETCsl HEHPOCEHCOpPHAsi TYrOyXoCTh
W HapylLIeHUs] UHTeJUIeKTa pa3Hoit ctreneHu. [latonorus
IMOYeK MOXKET OBbITh TPeACTaBIeHa HU3KOMOJICKYJISIPHOM
MPOTEUHYPHUEI, U30JMPOBAHHOMN UJIK B COYETAHUU C APY-
TMMU MpU3HaKaMK cuHapoMa MaHKoHU, HepOKaIbII-
HO30M, YPOJUTHA30M C BO3MOXHBIM PUCKOM CHUXKEHMSI
unbTpaliMoHHON (QYHKIIMY TTOYeK B IMHaMuKe. PazHo-
o0pasue KIMHUYECKUX TPOSIBJICHU MOXKET NMPUBOIUTH
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Knunnyeckuii coryyaii mykonosmcaxapunosa Il tuna (cunapoma Xanrepa)
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Clinical case of mucopolysaccharidosis type II (Hunter syndrome)

E.V. Savelieva'?, A.P. Pakhomov', T.A. Ilyukhina?, E.I. Gromakovskaya?

'Orenburg State Medical University Ministry of Health of the Russian Federation, Orenburg, Russia;

°Regional Children’s Clinical Hospital, Orenburg, Russia

IIpencrasien ciayyaii peakoro (opdannoro) 3adoseBanusi — mykonoaucaxapuno3a Il Tuna. B Bospacte 1 roza no JaHHbIM Yiib-
TPa3BYKOBOTO HCCJIeIOBaHUA Y pe0eHKa ObLia BbisiBjeHa renatocmienomeraausa. C 1,5 roga pedenok Haomonancs JIOP-spayom
o ooy aneHounoB I1—I11 crenenn, aneHoTOMHUS POBeEHA B BO3pacTe 2 JieT, B AaJIbHeieM HAGTI0AAJICS PeNINB TUNePILUIa3Hu
aneHonznoB. B Bo3pacte 3 et npeanonoxen Mykononucaxapuao3 II tuna. /Inarso3 011 NOATBEPIKIEH MOCe BbIABJIECHHS MOBbI-
LIEHHOTO YPOBHSI IIMKM3AMHHOLIMKAHOB (renapaHcyibpara u nepmarancyibdara) B moye u myranuu p.Lis135Glu B 3-m sk30mne
reHa IDS B reMmusurorHom cocrosinnu. HazHayena 3amecturesibHas Tepanus Daanpa3oii. Knnnunyecknii nommopdusm, pazamaHas
BBIPAKEHHOCTh CUMITOMOB B COYETAHMH C HM3KOii PACIPOCTPAHEHHOCTHIO 00YCJIOBIMBAIOT TPYIHOCTH B PAHHE! UIeHTUDUKAINK
MyKonosmcaxapunosa Il tuma. CBoeBpeMeHHAs AMATHOCTHKA KPaiiHe BAXKHA [Isl HAPABJIEHNS TAKHX JeTeil K CHeUAINCTAM MeXK-
JTMCUMIUIMHAPHOTO IEHTPa, MMEIOIUX ONbIT MpoBeAeHHs (hepMEHTO3aMeCTUTEIbHOI Tepamnuu, KoTopas Hauboiee 3¢ deKTHBHA
B paHHeil cTaauu 3a00J1eBaHus.

Karoueswte caoea: demu, myxonoaucaxapuoos 11 muna, cundpom Xaumepa, een IDS, gpepmenmozamecmumensnas mepanus, Daa-
npaza®, 2uopokopmu3soH.

Ansa untupoBanus: Casenvsesa E.B., Maxomos A.[1., UnioxuHa T.A., bomakoBckas E.UN. KnuHnyeckuii cnyqaii mykononmcaxapunaosa Il Tuna
(cuHapoma XaHtepa). Poc BecTH nepuHaton v neamarp 2021, 66:(1): 113-116. DOI: 10.21508/1027-4065-2021-66-1-113-116

The article presents a rare case of type I mucopolysaccharidosis (IMPs) in children. From the age of one and a half, the child was
observed by an ENT doctor for 2—3 degree adenoids. At the age of 2, an adenotomy was performed. In the future, a relapse of ade-
noid hyperplasia. 1 year of age according to the ultrasound revealed hepatosplenomegaly. At the age of three years, type 2 mucopo-
lysaccharidosis was suspected, which was confirmed on the basis of increased levels of heparan sulfate and dermatansulfate in the
urine, molecular genetic diagnostics (mutation in exon 3 of /DS Lis135Glu in the hemizygous state. Appointed replacement therapy:
Elaprase. Clinical polymorphism, different severity of symptoms combined with rare occurrence cause certain difficulties in early
identification of MPs-II. Timely diagnosis is extremely important for referral of such children to specialists of an interdisciplinary
center who have experience in specific treatment that is most effective in the early stage of the disease.

Key words: children, mucopolysaccharidosis type I, hunter syndrome, IDS, enzyme replacement therapy, Elaprase®, hydrocortisone.

For citation: Savelieva E.V., Pakhomov A.P., llyukhina T.A., Gromakovskaya E.|. Clinical case of mucopolysaccharidosis type Il (Hunter syndrome).
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ykomnonaucaxapuno3 Il tuma (MIM  309900),

WIM CUHIpPOM XaHTepa — TsKeJioe, Iporpec-
cupylolliee HacjeACTBeHHoe 3abojieBaHue, KOTOpoe
00yCJIOBJIEHO HapylleHMeM oOOMeHa MYKOIloJucaxa-
punoB (TJIMKO3aMUHOIJIMKAHOB). 3abojeBaHME BXO-
JIAT B TPYMIy JMU30COMHBIX OOJIe3Heil HaKOTUICHUS.
Y OonpHBIX uMeeTcsT OedUIUT GepMeHTa HIYypO-
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IpomakoBckasi Enena MBaHOBHA — Bpau-racTpo3HTEPOJIOr HEDPOJIOrHIeCcKO-
ro otaefeHus: OGJaCTHOM JeTCKON KIMHUYECKON OOTbHUILIBI.

Wmoxuna TatbsiHa AJleKCaHIPOBHA — BPAa4-TaCTPOIHTEPOIIOT HebPOIOTHIe-
cKoro otaeseHust O61acTHOI JeTCKON KIMHNYECKON OONIBbHULBI.

460006 Openoypr, yi1. PeibakoBckast, 1. 3

Har-2-cynbdara3el [1]. 3aboneBaHume KpaitHe pen-
KOe, ero 4actrora, Mo AaHHBIM pa3HbIX UCCJIEIOBaHUI,
coctaiser 1:100 000 — 1:170 000 HOBOPOXIEHHBIX
MaJlpuuKoB. Tum HaciaemoBaHusi — X-CUEIUICHHBIN
pPELIECCUBHBIN, MO3TOMY OOJICIOT JIMIla MYXCKOTO T10J1a.
OmHaKo ONMUCaHbl eIMHUYHBIE Clydad CMHApoMa XaH-
Tepa y XEHIIWH, SIBJISIOIINECS Pe3yJbTaTOM HOCUTEb-
CTBOM MYTAHTHOTO Te€Ha B COYETAaHUM CO CTPYKTYp-
HBIMU aHOMAaJIMSIMU XPOMOCOMBI X, MOHOcoMHeil X
WM HeOJaronpusiTHbIM CABUTOM X-MHaKTUBauUuu [2].
C KJIMHWYECKOW TOYKMU 3PEHUs, BBIACISIOT TSIKETYIO
dopMy ¢ TTopaxkeHNEeM LIEHTPaTbHOU HEPBHOM CUCTEMBI
u 6osiee MATKUI (heHOTUNT — Oe3 BbIpak€HHbBIX HEBPO-
JIOTUYECKUX HapylieHui [3].

Kak wu npyrue wmykomnojucaxapuiaosbl, CHHIPOM
XaHTepa — KJIMHMYECKU TeTeporeHHoe 3aboJieBaHue.
IlepBble CUMNITOMBI MOTYT IOSIBUThCSI KaK Ha Tiep-
BOM TOAy XM3HU, TaK U B OoJiee craplieM BO3pacTe,
HO uyaile Bcero B Bo3pacte 2—4 roma. HakomneHue
IJINKO3aMUHOTJIMKAHOB B OpraHaX M TKaHSX IMPWBOIUT
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K MPOrpeccupylolleMy MOPakeHUI0 Pa3IUYHbIX Opra-
HOB U CHCTEM: TemnaToCIUIEHOMEerajiuu, KapIruoMUO-
MaThu, HEAOCTATOYHOCTH MUTPAJIbHOTO M aopTajb-
HOTO KJIallaHOB W/MJIU WX CTEHO3Y, BO3HUKHOBEHUIO
OOCTPYKTMBHBIX 3a00JIeBaHUI JBIXaTeIbHBIX TYTEH,
3alepKKe TICMXOPEUYEeBOTO Pa3BUTHUSL C  IOCIEAYIO-
IIMM perpeccoM HaBbIKOB [4, 5]. [1pu 3TOM BO3MOXHO
OBICTpOE WJIM MEIJIEHHOE MpOorpeccupoBaHue OOJIe3HU
C 3aJIepxXKoii pocta, dopmMupoBaHUeM AedopManuit
cKeJeTa M CYCTaBOB, OUCMOpPGUUYECKMX YepT JIMIA,
PEUMINBUPYIOIIMMU OTUTaMU. [Ipu TsDKeTbIX (hopMmax
ropakaeTcsl eHTPaJbHOW HEPBHOW CUCTEMBI (BapuaHT
ITA) nporpeccupyeT yMCTBEHHasl OTCTaIOCTh, OOJbHbIE
K IOHOIIIECKOMY BO3PAacCTy CTAHOBATCS OCCITOMOLIHBIMU,
MPUKOBAaHHBIMU K TocTeau. [Ipu «MAarkux» hopmax
3abosieBaHusi (BapuaHT I[IB) ymcrBeHHOE pasBuTHE,
Kak MpaBUJIO, HE CTpasaeT, OHAKO BO3MOXHO pa3BUTHE
ruapouedanTuy, SMUICTICUI, HAOII0Ia0TC U3MEHEHMS
MCUXUKK. 11T B3POCHBIX OOJBHBIX MYKOIOJMCaxXapu-
no3oMm Il Tuma xapakTepeH TYHHEIbHBIN CUHIPOM Kap-
MaJIbHOW 00JIacTH, MPH KOTOPOM BO3HMKAIOT ITOCTO-
siHHasl 00Jib U JAUMCKOMMOPT B 3amsCThsIX, ocyiabjieHne
1 OHEMEHMUE PyK, OCOOEHHO J1afoHeii [6, 7].

C guBaps 2007 . mig JedyeHUs cMHApoMma XaHTepa
MPUMEHSTIOT (PEPMEHTHYIO 3aMECTUTEbHYIO Teparuio.
PexomOuHaHTHBIN (hepMeHT umypcyibhasy (Daarnpasza®,
Shire Human Genetic Therapies, Jlekcunrron, Mac-
cauycerc, CIIIA) monyyaroT U3 TEepeBMBAEMOM KYJb-
Typbl kKjJeToK uenmoBeka HT-1080 reHernuecku momu-
(uiMpoBaHHBIM MyTEM: B MpoMoTop TeHa /DS ¢ 1uenbio
MTOBBIIIIEHUS €T0 AKCIIPECCUU BBOIUTCS aKTUBUPYIOLIAST
nocnenosBaresbHocTh. C 2008 . mpemapaT WMOypCYyJib-
(aza 3apervcTpupoBaH M TIPUMEHSIETCS JUISL JICUCHUSI
MalueHToB Ha Tepputopuun Poccuiickoit denepamuu,
a ero JoJrocpoyHasi 6esornacHocTb U 3(hGEKTUBHOCTD
JUIS JICUEHUST 2KCTpaHEeBpaJIbHBIX IPOSIBJICHUM MYKO-
noiucaxapumosa Il Tuma mpoaeMoHCTPUPOBaHbI B psijie
nccaegosanuii [3]. C 2005 r. 3amymeH camblii 0OJIb-
IOl MHOTOLIEHTPOBOI PErucTp pealibHbIX JaHHBIX O
ecrectBeHHoi uctopuu MIIC Il u nonrocpouHoit 6e3-
oracHoct U 3(pdexTuBHocTn P33T ¢ umypcyibbaszoit
(Hunter Outcome Survey, HOS) [4].

Lenb: mpenacTaBUTh OCOOEHHOCTU TEYEHMST MYKOITO-
nucaxapugosa Il Tuna (cuHapoma XaHTepa) y pebeHKa
7 net, ToJydvalomero (GepMeHTO3aMeCTUTEbHYIO
Tepanuio uaypcyiabdaszoit (Dnamnpaszoii) ¢ 5-JieTHEro
BO3pacTa.

Knunnueckuit ciyvait. Ilaunment K., 2012 roma
poxneHust (7 J1eT), HaXOAWJICS Ha CTAllMOHAPHOM Jieue-
HUM B TacTpo3HTeposiorndyeckom otaeneHun ['bBY3
«OKb» (Openoypr) ¢ 10.03.2020 no 12.03.2020 ¢ aua-
rHo3oM: Mykornosiucaxapuao3 Il tuna (cunapom XaH-
tepa). ComyTcTBylolas MaTOJOTUSI: MHOXKECTBEHHBIM
KOCTHBIN AM30C¢TO3. MUKCOMAaTO3 MUTPAJIBLHOTO U a0p-
TaJbHOTO KiamaHoB. HemocTaToOYHOCTH aopTaJbHOTO
kimanmaHa | cremenm. MexxmpeacepaHoe coOOOIIeHUE.

KJINMHUYECKUE CJ1YHAU

Bropuunas kapauomuonaTus. CMellraHHast TYTOYXOCTb.
CocTosiHME TIOCTE DHAOCKOIMUYECKON ameHOTOH3UII-
goromun ot 18.04.2017. JIByCTOPOHHUI TYOOOTHMT.
OTKpbITast BHyTPEHHSIs1 TuapoLedanus, COCTOsSIHUE CyO-
komrieHcauu. CocTosTHUe Mocie JIOMOOIepUTOHEa b~
Horo 1myHTa oT 02.08.2013. IpybGast 3amepkka TEMIIOB
IICUXOPEYEeBOTO Pa3BUTHSI, HapyLIeHUEe ITOBEICHUS.
CuHIpOM 3arsICTHOTO KaHaJja ¢ ABYyX cTopoH. Hocurenb
BEHO3HOTO KaTeTepa JIMTeIbHOTo cTostHust ot 10.2018.

KanoObl mpu TOCTYIJIEHUN: Ha 3aJepXKy TICUXO-
MOTOPHOTO Pa3BUTHSI, HapyIlIeHUE TOBeIeHUsS (arpec-
CUBHOCTb, Pa3IpakUTETbHOCTh, YIPSIMCTBO), TYTOIO-
JIBDKHOCTh KPYITHBIX M MEJIKUX CYCTaBOB, CHUKEHHYIO
OCTPOTY cJiyXa, IpyOble YepThl JIMIIa, KPYITHbIE Pa3MephbI
TOJIOBBI, HOYHBIE 3TTM30bI OCTAHOBKU IbIXaHUSI.

M3 anamHe3a: peOEHOK OT TpeThell OepeMeHHOCTHU
(riepBbie 2 OEpeMEHHOCTUM — 3J0pPOBbIe MaJIbUMKW),
TPeTbUX CPOYHBIX POMOB, poausics ¢ maccoir 2900 r,
IUIMHOU 48 CM, OKPYKHOCTBIO TOJOBHI 33 CM, OIIEH-
koit no wkaine Anrap 8/9 6amwios. C poxiaeHus oTMme-
YaJuch OBICTPBIE TEMITBI POCTa OKPYXXHOCTU TOJIOBHI.
B 8 mec B ®I'BY «DenepalibHblii LIEHTP HEUPOXUPYP-
run» Munszapasa Poccuu (TioMeHb) npoBeaeHa JIMKBO-
POIIYHTHUpYIOIIAsl Omepalus ¢ TMpOBEeIeHUEM WHBA-
3UBHOTO MOHWMTOPHUPOBAHUSI C OIEHKOIW ITapaMeTpoB
JIMKBOpOOOpaIlleHUsI M ToAO0OpOM JiroMOonepuTaHe-
aJIbHOM JIMKBOPOIIYHTUPYIOIIE cucTteMbl. [Ipu mmoj-
TOTOBKE K OINEpPaTUBHOMY JICUCHUIO JMArHOCTUPOBAH
BPOXIEHHBII MOPOK CEPALA: BTOPUYHBINA 1ePEKT MeX-
npeacepaHoi neperopoaku 4,0 MM B aHeBpU3ME C YBe-
JIMYeHUEM TMpaBbix oTaeoB cepaua. C 1 roga Habio-
Jajicss XUPYproM IO TIOBOAY BOISHKU JIEBOTO SMYKa,
ObLT TMpooriepupoBaH. B aToM ke Bo3pacTe 1o IaH-
HBIM yJabTpa3ByKoBoro wuccienoaHusi (Y3M) BbisiB-
JIeHa reraTocreHoMmeranausa. B 2,2 roma nuarHocTupo-
BaHbI MYIOYHasi U MaxoBo-MoloHo4YHast rpeiku. C 1,5
rona Habmonancs JIOP-BpauoM 1o moBogy ageHOWI0B
II-III crenenun. B Bo3pacte 2 jieT mpoBefeHa ajeHO-
TOMMSI, B TaJIbHEHIIIEM Pa3BUJICS PELIMINB TUTIePILIaA3UMN
ameHounoB. C Bo3pacTa 1 roma y pebeHKa OTMedaJlCh
YacThle 3MU30AbI 3a00JIeBaHUIT: PUHWUTHI, aleHOUINTHI,
OPOHXUTHI, THEBMOHMUSI, BEeTpsTHAsI OCITa. AJUIeproJIory-
YeCcKMil aHaMHe3: JIeKapCTBeHHas aJlJIepTHsl Ha TPeHTa
B BUJIE CHITTH.

B oktsi6pe 2016 . pebeHOK OBUT HampaBlieH HEBPO-
JIOTOM Ha KOHCYJIBTAllMI0 K TEHETUKY C IOA03PEeHUEM
Ha HacJIeJCTBeHHOe 3abosieBaHue. [eHETUKOM TIpe.-
nojioxkeH Mykononucaxapuno3 Il tuma. [AmnarHos Obu1
MOATBEPKIECH TPU BBISIBICHUM TTOBBIIIEHHOTO YPOBHS
MIMKO3aMUHOIJIMKAHOB  (remapaHcyibdata U 1ep-
MataHcyibgara) B Mouye U Mytauumum p.Lis135Glu
B 3-M 5K30He reHa /DS B reMM3UTOTHOM COCTOSIHUU
(saBapp 20171). B wmapte-anpene 20171 pebeHOK
o6cnenoBaH B GTAY «<HMMULL 310poBbst mereit» MuH-
3apaBa Poccun (MockBa), e BBIIOJHEHBI HIOCKOITH -
yeckasi aJeHOTOMMS, JIBYCTOPOHHSISI TOH3WUJUIDKTOMUS.
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Casenvesa E.B. u coasm. Kninudeckuii ciyyait Mykonoaucaxapunosa I tumna (cunapoma XaHrepa)

depMeHTO3aMeCTUTEIbHAS ~ Tepamnust  IIpernapaTtoM
Dnamnpaza® (0,5 mr/kr/BBegeHue) Havara 05.09.2017 r.
B yciaoBusax OJIKDB, HebOmaronmpusiTHOW peakuun
He ObUTO. B manbHelileM BHYTpUBEHHOE BBEICHUE TTIpe-
rnmapaTta OCYIIECTBJISLIOCh peryjaspHo | pa3 B Hedenllo.
Ha done jeueHuss orMeyeHa MON0XKUTEIbHASL TUHAMMKA:
MaJIbYKK cTal pexe 0oseth OPBU, yaydmmiaocs HocoBoe
JbIXaHWe, HA0JI0JaeTCd MOJOKHUTEIbHASA JUHAMMKA TICH-
XOpe4yeBoro pa3BUTHS: CTaJ CINOKOiiHee, BHUMATeJ/bHee,
JI00poxKenaTeabHee, HAYAJ BHINOJHATH MPOCThIE OBITOBBIE
MHCTPYKIMH, TMOSBHJICSA SKBHBAJEHT peYyd — MPOU3HO-
CHUT OTHAEJbHbIE 3BYKH, TOBOPUT «MaMa» NMPH 00paIleHuH,
KeCTaMH M CJIOTaMH BBIPAXKAET JKeJAHUSA TylIATh, KylmaTh
M T.J1. DNU30/1bl HOYHOTO AIMHO3 0O0JIbIIE HE MOBTOPAIHUCH,
YBEJUYWICA 00beM AKTHBHBIX M NMACCHBHBIX JIBHIKEHHIA
B CYCTaBaX, YMEHbIIMJICA pa3Mep MNapeHXMMATO3HBIX
opranoB. C 04.10.2018 mo 26.10.2018 . u ¢ 07.11.2019
nmo 21.11.2019 . moBTOpHO 0OCIEOOBAaH B OTACICHUU
TICUXOHEBPOJIOTUU U TICUXOCOMATHYECKOM TATOJOTUU
HIU3M (Mocksa), poaoKeHO BBeleHME Diarpasbl.
B okTs16pe 2018 1. ycTaHOBJIEH BEHO3HbBIN KaTeTep v~
TEJLHOTO CTOSTHUS, (PYHKIIMOHUPYET XOPOIIIO.
Knunnueckoe o6cnenoBanue B I'BY3 «OJKb»
(mapt 2020 r): oOllee COCTOSIHUE CPEOHEN TSXKECTH.
CozHaHue sicHoe. OOI111eMO3roBoii M MEHWHTeabHOM
cuMnTOMaTuKM HeT. OObeM aKTUBHBIX M TIACCUBHBIX
JIBDKEHUI B KOHEYHOCTSIX CHMXKEH, MBIIIEYHBI TOHYC
noBbileH. [Toxonka He HapymreHa. KOXHBIN TTOKpOB
YMEpPEHHOI BIJIAXKHOCTH, OJICIHO-PO30BLINM, YMCTHIN.
Tunepiaopno3 MNOSICHUYHOTO OTAeda IMO3BOHOYHMKA.
MHOXeCTBEHHbIE KOHTPAKTyphl KpPYIMHBIX W MEJIKUX
CyCTaBOB KOHEYHOCTE, ITO3BOHOYHMKA. [00Ba rumpo-
nedanbHOll (HOPMBI, MHOXKECTBEHHBIII KOCTHBIM W3-
ocTto3. laprojowaHble 4YepThl JWIA, KPYITHBIE 3YyObI,
OOJIBIION SI3bIK, XXeCTKWEe BOJOCH. [lymouHasi rpbixa.
HocoBoe npixaHue ocnabieHo, B JIETKUX JIbIXaHWE Be3W-
KYJISIPHOE, XpPUTIOB HET, YaCTOTA AbIXaTeTbHBIX IBVXKECHUIA
24 B muHyTy. TOHBI cepaua cpeiHeil TPOMKOCTH, apUT-
MMUYHbIC, CUCTOJMYECKUI IIYM Ha BEpXYIIKE, B TOYKE
BorkuHa, He TIPOBOAWTCSI B JAPYrMe OTHENBI, 4YacTOTa
cepaeuHbix cokpamieHuit 100 yn/mMuH. ApTepuaibHOe
napiaeHne 95/60 MM pT.CT. ANIMETUT coxpaHeH. A3bIK
BJIQXKHBIN, O0JIOKeH OeJIbIM HajleTOM y KOpH:. KuBoT
yBeJIMYEH B pa3Mepe, TIpH Majbliauuy 0e300J1e3HEHHBIN.
Ileuyens +1,5 cm u3-nox Kpast pedepHoit myru. Cene3eHKa
He nanbnupyetcs. Ctyn oopmiaeHHBIN, 1—2 pa3a B I€Hb.
HabmromaeTcss moMyTHEHME POTOBUIIBI, CIIyX He Hapy-
meH. Poct pedenka 130 cM, macca 31,5 kr: makpocomus,
MOBBILIIEHHAsT Macca MPY HOPMaJIbHOM JUTMHE TeJa.
IMapakmuamyeckoe oocienoBanne: nHa DKI cuHyco-
Basi aputMmus 97—115 yn/MuH, HapylieHUE TIpoBeje-
HUs MO cUCTeMe TpaBoil HOXKM myuka Iuca. OxoKI:
HEIOCTaTOYHOCTh MUTpaJibHOTO KiamnaHa [—II crenenwu,
CTBOPKM KJIarlaHa YTOJIILEHBI IO CBOOOIHOMY Kpaio;
HEIOCTaTOYHOCTh AaOpTaJbHOTO KiamaHa | cremneHwu,
CTBOPKM KJIallaHa YTOJIIIEHBI; aHeBpHU3Ma MEXIIPeaCepI-

HOI TIeperopoiku co cOpPOCOM KPOBU 2 MM; IpOJIATIC
TPUKYCTTUAAIBHOTO KJIallaHa ¢ perypruTanueii I ctenenu,
MOJIOCTHU Cep/lla He YBeJIMUeHbl; (ppakiiust Beiopoca 67%:;
JIaroHajibHasl TpabeKysa B IMOJOCTH JIEBOTO KeJTyaouKa.
Y3U opraHoB OpIOUIHON TONOCTU (KOMILJIEKCHOE):
3aKIIoueHNe: B MaJIOM Ta3y U B OPIOIIIHOI TTOJIOCTU CBO-
001Has KUAKOCTh — IITYHT.

OOwmwmii aHaau3 KpoBU: remoriodouH 129 r/n, apu-
tpouutel 4,83:10'2/1, nevikouutsr 4,8:10°/1, numdo-
muThl 64%, MoHOUMTHI 7%, TallOYKOSIAepHbIE Heil-
Tpoduael 2%, cerMeHTOsiiepHble HeilTpoduiabl 26%,
tpoMGouutel 190-102/1, COD 10 mm/4. B Guoxumu-
YeCKOM aHaJin3e KpOBU HApYIIeHWM He BBISIBICHO:
obumit 6enok 74,4 v/n, anboymun 44,21 r/1, MoueBUHA
2,4 MMoub/J1, KpeaTUHUH 48,3 MKMOJIb/JI, XOJeCTepUH
o61IMii 2,9 MMOJIB/J1, TUTIOTIPOTEMHBI BHICOKOM TJIOTHO-
ctu 0,74 MMOJIb/J, TUMONPOTENHBI HU3KOM TJIOTHOCTHU
1,59 mMomb/n, Tpurmuuepuasl 1,26 MMoJb/I, OWIUpy-
OuH oO1mii 9,8 MKMOJIB/JI, allaHMHaMUHOTpaHcpepasa
23,7 en/n, acmapratramuHoTpaHcdepasa 30,6 en/n,
mesoyHass ¢ocdaraza 248,1 en/n, JgakTaTaEeruapo-
reHasa 558,4 en/n, kpearuHkuHaza 99,7 en/n, ramma-
mIyTamMuiaTpancrenTuaaza 15 en/m, C-peakTUBHBINM
oenok 4,8 mr/n, peBmaTtouaHbii ¢dakrop 4 Men/mi,
Ca?" 2,3 mmoan/n, P 1,42 mmons/n, K* 4,17 mmoinb/i,
Na™ 142,9 mmonb/m.

KoHcynbranmst Kapauosiora: JaHHBIX, MTOATBEPXKIa-
OIIMX WHGEKIMOHHBIN 3HIOKAPAWT, HET; YTOJIIECHHUE
CTBOPOK KJIANlaHOB XapaKTepHO Il MYKOITIOJMcaxa-
pumo3a.

KoHcynbraiust HeBpoJsiora: peKOMeHI0BaHbI TTPOIOJI-
JXKeHHe (DepMeHTO3aMEeCTUTEbHOM Teparuu, JiedeOHast
GU3KYIbTYpa, Maccaxk OOIIWiA, 3aHSATHS C IIeJarorom-
NeEKTOIOrOM, JTOTOTIEIOM.

OcyllecTBIeHO BHYTPMBEHHOE BBEICHUE IperapaTa
Dnanpas3a® B no3e 18 mr (3 ¢pakona) B 100 M1 M30TOHHU-
yeckoro pactsopa Hatpus xmopuaa 11.03.2020. Peakumn
Ha BBeJICHME He ObLIO.

3akniovyeHue

depMeHTO3aMeCTUTEIbHAS Tepanusi — eIUHCTBEH-
HBI MeTOoH JiedeHHs] OOJBHBIX ¢ CMHAPOMOM XaHTepa.
B nHacrogmmii MoMeHT Dmamnpasza® — 310 Oosee 15 ser
MOATBEPKICHHOTO OIbITa MPUMEHEHUS B peaIbHOMN K-
Huyeckoi npaktuke y namueHToB ¢ MIIC II. 3a 3 rona
Tepanuu uaypcyibdaszoi (Dnanpas3oit) y Hallero nau-
€HTa TPOJEMOHCTPUPOBAH XOPOIIW KIMHWYECKUIA
a¢dekt. Takum o0Opa3om, paHHsISI TTOCTAaHOBKa Jua-
rHO3a ¥ CBOEBpEMEHHOE Ha3HaueHHe (PepMEeHTHOI 3aMe-
CTUTEIBHOIM Tepanuu KapAWHAJIbHO MEHSIOT ITPOTHO3,
MO3BOJISIIOT CHU3UTh TSDKECTh OOJIE3HU, e¢ BIMSHME Ha
Ka4yeCTBO XXU3HU W MPEJOTBPATUTh pa3BUTHE HeoOpaTH-
MBIX OCJOXHeHU. HeobxomnuMm MyabTMAUCLUIIITMHAD-
HBII TIOIXOJ K Tepaniyu CUHApoMa XaHTepa, YTO MO3BO-
JIUT COBEPIICHCTBOBATb CTPATErwIO JieYeHUsT OOJTbHBIX
C 3TUM TSIKEJTBIM JIM30COMHBIM 3a00JIeBAaHUEM.
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(CeueHoBckuin yHnBepcuteT), MockBa, Poccus

Experience in implementing the International Standards for Assessing Newborn Growth
INTERGROWTH-21%

L.1. Ryumina', M.M. Markelova', M.V. Narogan'?, 1.V. Orlovskaya', A.E. Perepelkina’,
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®u3nyecKoe pa3sBHTHE HOBOPOXKIEHHBIX U IPYIHBIX JeTeil — BaXKHeNIIMii mapaMeTp OLEHKH MX 310poBbsi. OHAKO HOPMATHBBI
AHTPOMOMETPUYECKUX NAPAMETPOB, a IIABHOE MX NMPUPOCTA Y HEJOHOIIEHHBIX JeTeil, 0COOEHHO POAMBIIMXCS C HU3KOM M dKCTpe-
MAaJIbHO HU3KOi MacCoii TeJa, 10 HACTOSIIET0 BPeMEHH SIBJISIOTCS AUCKYTa0e bHbIMH.

Ieas ucclie0BaHUS: MIPUMEHNTh METOANKY M3MEPEHHS M OLEHKH OCHOBHBIX AHTPOMOMETPHYECKUX MOKA3aTeeil HOBOPOXKIEHHBIX
C TOMOMIBI0 MEXKIYHAPOAHBIX CTAHIAPTOB MOCTHATAJIBHOrO pocta HemonomeHHbIX neteii INTERGROWTH-21% ansa pemenus
BOIPOCA 0 11e1eCO000PA3HOCTH ee AJANTALMH U INMPOKOT0 BHEIPEHUSI B HEOHATOJIOTHYECKYIO M NeANATPHYECKYI0 NMPAKTUKY B Poc-
cuiickoii Menepanun. B nepuox ¢ 15.05.2018 mo 26.11.2018 8 HMUIL AI'TI um. B./. KynakoBa (y4aCTHMK MeKIYHAPOIHOTO
npoekTa no BHeapenuio HopMaTtueoB INTERGROWTH-21% B HeOHATOJIOrHYECKYI0 M NeUATPHYECKYIO TIPAKTHKY) poauuch 4876
nereii, u3 nux 439 (9%) HenoHomeHHbIX, U3 KOTOPbIX 376 (89,3%) ¢ ycTaHOB/IEHHBIM CPOKOM rectamuu no Y3V Bouwiu B uccjeno-
Banne. Ha Kaxnoro pedenka 3aBOAMINCH NOJPOOHBIE AHKETHI N0 OLlEHKe OKPYKAIOLIeil CPe/ibl M 37I0POBbSl MaTepH, TeUeHHs Oepe-
MEHHOCTH, POJIOB, COCTOSIHUA 30POBbs peDeHKA OT POKIEHHUs U 10 BBIMUCKHU U3 cTanoHapa. Y 2,1% neteil, KiaccuuuupoOBaHHBIX
no INTERGROWTH-21* Kak aeTH ¢ 3aepkKKO0il BHyTpHYTPOOHOT0 pocTa, comiacHo quarpamMvam Fenton, umesicss HOpMaJIbHbI
BHYTPUYTPOOHDIii pocT. IIpu cpaBHeHHH OLEHKH MOCTHATAJIBLHOIO POCTA NMpPH BbINKMCKE U3 CTAMOHAPA, HATIPOTHB, MO mKaje Fenton
Oosbe aereil KaaccupuUMpPOBATUCh KAK JeTH ¢ HApYIIEHHeM NMOCTHATAJIBHOTO POCTA; HECOBNAJeHHE NMPH UCTOJIb30BAHUM JMAT-
pamm INTERGROWTH-21% u Fenton cocraBuio 8%. Ilpu Bbimucke 52% HeTOHOINEHHBIX eTell HAXOAWIMCH MCKITIOYUTETHHO
Ha rPYIHOM BCKAPMJIMBAHMH, HA CMEIIAHHOM BCKapmuBanun — 28,8%.

3akmouenne. Ucnons3zoBanue mkan INTERGROWTH-21% no3BousieT, ¢ 0AHO# CTOPOHDI, TPOBOAUTH PAHHIOI0 KOPPEKLHIO TUTAHUS
TPY BbIABJIECHNHU 3a/1eP:KKH (hH3UIECKOro Pa3BUTHS, C APYTOil — yMEHbIIAET PUCK MeTA00IMYeCKHX HAPYIEeHHUii, CBA3aHHDIX C arpec-
CHBHbBIM CTpeMJIeHHEM J00MTHCS OICTPOro POCTA HEJAOHOUWIEHHOTO PedeHKa.

Karouesvte caosa: HosoposcoenHble, HeOOHOUICHHbIe OemuU, MeNCOYHAPOOHble CMAaHAapmol NOCMHAMANbHO20 POCMA HEOOHOUIEHHbBIX
demeit INTERGROWTH-21%, duaecpammsl nocmuamansHoeo pocma Hedonouehnvix Fenton.

Ans umtuposanus: PiomuHa U.U., Mapkenosa M.M., Haporax M.B., OpnoBsckas W.B., lNepenenkuHa A.E., PbiHauH A.1O., latuHa E.A., Mosb-
koBa E.A., Koconanosa lO0.A., ApTamkuHa E.V., Cokonosa E.B., TutoBa E.B., Kupunnosa E.A., lepessirnHa O.C., 3y6kos B.B., baribapuHa E.H.
OnbIT BHEAPEHVS MeXyHapOoaHbIX CTaHAapTOB OLeHKU pocTa HoBopoxaeHHoro INTERGROWTH-21¢'. Poc BecTH nepuHarosn v neagvatp 2021;
66:(1): 117-124. DOI: 10.21508/1027-4065-2021-66-1-117-124

The physical development of newborns and infants is the most important parameter in assessing their health. However, the standards
of anthropometric parameters, and most importantly their growth in premature babies, especially those born with low and extremely
low body weight, are still controversial.

Objective: to apply the methodology for measuring and assessing the main anthropometric indicators of newborns using the interna-
tional standards of postnatal growth of premature babies INTERGROWTH-21* to resolve the issue of the feasibility of its adaptation
and widespread introduction into neonatological and pediatric practice in the Russian Federation. 4876 children were born at Kulakov
National Medical Research Center for Obstetrics, Gynecology and Perinatology (participant of the international project for the
implementation of INTERGROWTH-21% standards in neonatological and pediatric practice) from 15.05.2018 to 26.11.2018. 439
(9%) of them were born premature, of which 376 children (89,3%) with gestational age confirmed by ultrasound were included in the
study. There was a detailed file for each child to assess the environment and health of the mother, the course of pregnancy, childbirth,
the state of health of the child from birth to discharge from the hospital. 2.1% of children classified by INTERGROWTH-21* as
children with intrauterine growth retardation, according to Fenton charts, had normal intrauterine growth. When comparing the
postnatal growth at discharge from hospital on the Fenton scale, more children were classified as children with impaired postnatal
growth; the discrepancy between INTERGROWTH-21% and Fenton diagrams was 8%. At discharge, 52% of premature babies were
exclusively breastfed, 28.8% of premature babies were at mixed feeding.
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Conclusion. On the one hand, the use of INTERGROWTH-21% scales helps to correct nutrition in case of delay in physical develop-
ment, and, on the other hand, it reduces the risk of metabolic disorders associated with an aggressive desire to achieve rapid growth

of a premature baby.

Key words: newborns, premature baby, INTERGROWTH-2I' Postnatal Growth Standards for Preterm Infants, the Fenton growth chart

for preterm infants.
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H3BeCTHO, yTto (U3MYECKOEe pa3BUTHE HEIOHOIICH-
HBIX HOBOPOXIEHHBIX OTJIMYAEeTCS OT TaKOBOTO
Yy MX CBEPCTHUKOB, POIWBIIUXCSI B CPOK, M BO MHO-
roM OOyCJIOBIMBaeT 0ojiee BBICOKHME 3a00J1eBacMOCTh
U cMepTHOCTh 9TuX neteii [1]. Tem He MeHee uaeanbHast
MOJIeJIb pOCTa y HEAOHOIIIEHHBIX JeTeil HeM3BeCTHA, 0CO-
OEHHO JIJIST TeX, KTO POAWIICS TIIyOOKO HEeIOHOIIEHHBIM,
T.e. paHee 32 Hen recrauuu [2, 3]. Macca tena, mimHa
Teda M OKPYKHOCTb TOJIOBBI CIIy>KaT Haubojiee 4acto
WCIOJb3yeMbIMU TTapaMeTpaMu I OLIEHKU (u3nde-
CKOTO pa3BUTHUS HOBOPOXIEHHOro pebeHka. OmHAKoO
B KJIMHMYECKOI TpaKTHUKEe, KaK IpaBWJIO, Yalle Tpu-
MEHSIETCSI TOJbKO M3MEpeHME MacChl Tella, KOTOpoe

MPOBOJUTCS €XEIHEBHO M CIYKUT OCHOBHBIM Iapame-
TPOM JUISI OLICHKM OINTUMAJbHOCTU THWTaHUs pebdeHKa.
Jlnst Toro 4toObl MMOHMMATh, KaK TMPaBWJIbHO BCKapM-
JIUBaTh HEIOHOIIIEHHOTO pebeHKa M ONTUMMU3MPOBATh
€ro pocT, HeoOXoauMMa CTaHAapTHas MpoCTas METO-
NMKa, KOTOpasi «y TMOCTeIU TNalUeHTa» I[103BOJISIET
HaJIe)KHO U BOCITPOM3BOAMMO OLIEHMBATh KAYECTBO POCTa
U BCKapMJIMBaHKME HEAOHOIIEHHOIO peOeHKa.

Jlo cepenunbl XVIII Beka B3BelMBaHuWe U U3Mepe-
HUE KaKUX-JIM00 MapaMeTpoB HOBOPOXIEHHOTO pedeHKa
HE MPOBOAWIOCH, TO3TOMY HE CYILIECTBOBAJIO HOPM OTHO-
CUTEJIbHO MacChl Y JUTMHBI Tejla peOeHKa Mpu POKICHUU.
Jlo cepenuHbl XX BeKa CMEPTHOCTb HOBOPOXKIEHHBIX
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3yokoB Bukrtop BacunbeBuu — a.M.H., aup. MHCTUTyTa HEOHATOJIOTUU
U reauatpuu, 3aB. Kadenpoii HeoHarojsoruu HauuoHaabHOro MeaMLUH-
CKOTO MCCJIEIOBATEJIbCKOTO 1IEHTPa aKylIepcTBa, TMHEKOJIOTMU U TepuHa-
tosioruu uM. akan. B.U. Kynakosa; nmpod. kadenpsl HEOHaTOIOTMU KIUHU-
YeCKOTO MHCTUTYTA AETCKOTo 310poBbs uM H.®. dunatoBa CeyeHOBCKOTO
YHUBEpCUTETA,

ORCID: 0000-0001-8366-5208

117997 Mockaa, yi. akan. OnapuHa, . 4
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U JIeTell paHHEro Bo3pacTa Obljla OYeHb BBICOKOI BO BCEX
cTpaHax, He3aBMCMMO OT MacChl Tejla U TeCTallMOHHOTO
BO3pacTa, ¥ BO MHOTOM OIlpe/iesisiiach ne(eKraMmu BCKapM-
smBaHMs. B konue XIX n Hauane XX BeKOB B3BellIMBaHUE
HOBOPOXIEHHOTO CTaji0 OTHOCUTEJIBHO PacIpoCTpaHeH-
HOI TIpaKTUKOM, a mMacca Tejla YYMThbIBaJach KakK OJWH
13 OCHOBHBIX MOKa3aTesieil XKM3HEeCTIOCOOHOCTH pedeHKa,
MpU3HaBaJach TakXe BaXKHOCTh TECTAllMOHHOTO BO3pa-
cra [4]. C nomollbio B3BEIIMBAHUSI peOEHKA OMpeesisi-
JIOCh KOJIMYECTBO YITOTPEOJIECHHOTO MOJIOKA, a JMHAMUKA
Macchbl TeJla UCTIOJIb30Bajlach B KAYECTBE KOJIMYECTBEHHOM
Mepbl HOpMaJbHOTO pocta u pas3Butus [5]. C cepeanHbl
XX BeKa CyIIeCTBYeT KOHIIETILIMSI, COTJIACHO KOTOPOI HU3-
Kasi Macca Tejla y HEKOTOPbIX HOBOPOXKIEHHBIX CBsI3aHA
C HapylIeHMEeM BHYTPUYTPOOHOIO pOCTa, a He ¢ Tpexe-
BPEMEHHBIM POXJIEHHEM, OIHAKO B TO BpeMs Bce NETH,
Kotopbie Becwtn MeHee 2500 T mpu poXXIeHUM, KJIaCCH-
(pupoBanuch Kak HeIOHOIIeHHBIE [6].

B 60-e roasr mpomrioro croierust JI.O. Jlto6ueHKO
MepBOI ornucana B3aMOCBSI3b MacChl Teja MPU POXKe-
HUM U TeCTallMOHHOTro Bo3pacTta [7]. DTo ObUIM IepBEHIe
CTaHIApThl OLIEHKU (PU3UYECKOTO pPa3BUTHSI HOBOPO-
SKIEHHOTO, B BUJIE LIEHTWJIBHBIX KPUBBIX — «Lulagramy,
KOTOpBIE CTaJld MCIIOJb30BaThCs BO BceM mupe [8—11].
B Monorpacdum JI1.0. JliobueHko «MiageHel BBICOKOTO
pucKa» ObLTM 000OIIEHBI CTAaHAAPTHI BHYTPUYTPOOHOTO
pa3BuUTUs ¢ 24-11 110 42-10 HeAeno 6epeMeHHOCTH U TTO -
YepKrBaJIach BaXXHOCTb OLIEHKM TeCTAallMOHHOTO BO3pa-
cTa BMECTEe ¢ M3MEPEHMEM MacChl Tejla TIPY POXICHUU
HE TOJIBKO JJIsl TOHUMaHMUS TIpe- U TiepUHATaIbHBIX (haK-
TOPOB pHMCKa, HO W IJIs JOJTOCPOYHOTo IiporHo3a [11].
DTa paboTra cTajla KJIaCCUKOI, a B JaJibHEHIlIeM Hcciie-
oBaTesd TPEACTAaBWIM CTaHAAPThl ISl pa3JIUYHBIX
nonynsuuii [12—16]. B 1980 . I'M. JlemMeHTheBOI ObLIN
pa3paboTaHbl OTEUYECTBEHHbIE HOPMATHBHBIE I1apame-
TPbl (U3NUYECKOTO PAa3BUTHUSI HOBOPOXICHHBIX B 3aBU-
CUMOCTH OT TeCTallMOHHOTO BO3pacTa Mpu POXIACHUM,
YCTAaHOBJIEHBI KPUTEPUU JMATHOCTUKU 3aIePXKKU BHY-
TPUYTPOOHOTO pOCTa M pa3BUTHUS, OMpeeeHa JacToTa
STOI MaTOJOTUY B MOIYJISIUN TOHOIIEHHBIX M HEIOHO-
LIEHHBIX JIeTell, OTMEYEeHO Haubojiee yacToe couyeTaHue
3a/Iep>KKA pa3BUTUSI U HeloHoleHHocTu [17]. OaHako
BO BCE 3TU MCCJIEIOBAHUS BKIIIOUAJIMCh HOBOPOXKIEHHbIE
0e3 ydyera OCOOEHHOCTEH TEXHOJIOTMYECKMX BO3MOXK-
HOCTEl BBIXaKMBaHUS M BcKapmiauBaHus. Kpowme Toro,
U3MepeHre mapaMeTpoB POCTa OCYIIECTBIISLIOCH pa3iny-
HBIMM, HE CTAHIAPTU30BAaHHBIMU METOIAMM.

B manpueiimem ¢ 1980 mo 2002 . mpoBoauMics MOMCK
0oJiee TOCTOBEPHBIX JAHHBIX U3 TOMYJISIIMOHHBIX UCCIIE-
JIOBaHUI ¢ OOJIBIIMMU pa3Mepamu BoiOOpku. B 2013 .
ONyOJIMKOBaH MeTaaHan3, KOTOPBIM BKIIOUMI 6 KpYyI-
HBIX TIOMYJISIHIMOHHBIX HcclenoBaHuii u3 IlepMmaHuu,
CIIA, Wrtanuu, Apctpanuu, otnanauu m KanHamwi,
OJIHAKO TOJIbKO B ABYX M3 HUX U3MEPSUIMCH BCE TPU MOKa-
3aTesisl y HeIOHOIIEHHBIX JeTeli: Macca Tejia, OKPY>KHOCTh
roJIoBbl M JUIMHA Tena Tipu poxaeHuu [18]. Cremyer
Tak>Xe OTMETUTh, YTO OILIEHOUYHbIE KapThl, COCTABJICHHBIC

Ha OCHOBE aHTPOIOMETPUM HEJOHOIIEHHBIX B MOMEHT
POXIEHMsI, Mpejiarajyu OleHUBaTh MTOCTHATAIbHBIN POCT
HEOHOIIEHHBIX JETei, CpaBHUBAsI €ro ¢ BHYTPUYTPOO-
HBIM pocToM. Ha ocHOBaHMM aHaM3a 3TUX pe3yJbTaToB
T. Fenton [19] Obli1 pa3paboTaHbl IECHTUILHEIC KPUBEIE,
KOTOpbIe TIpeIHa3HAaYeHbl Uil OLIEHKU (DU3UIECKOTO
pPa3BUTUSI HEJIOHOILIIEHHBIX IETEN; 10 HEJaBHETO BpEMEHU
VMU TI0JIb30BAJIMCh HEOHATOJIOTM MHOTMX CTpPaH.

Ilpu nyGnukauuu  pe3yiabTaToB  MeTaaHaJIU3a,
Ha OCHOBE KOTOPOTrO ObUIM MEPEeCMOTPEHBI LEHTUIb-
Hble KPUBBIE OLIEHKM pocTa HeaoHomleHHbIX B 2013 1.,
T. Fenton mnpu3Hana orpaHUYEHUs] CBOErO HCCIIEI0-
BaHusl [18]. B Hacrosiee Bpemss T. Fenton siBisieTcst
coasropoM INTERGROWTH-21*" — craHmapToB 1oct-
HaTaJIbHOTO POCTa JUISl HEJOHOILIEHHBIX JIETei, a aBTOp
OJIHOTO M3 WCCJIeOBaHUI, BOLIEAIIMX B MeTaaHanu3 (J.
Villar), Ha ocCHOBe KOTOPOTO ObLIIM CO3[aHbl TMarpaMMbl
Fenton — ogHWH U3 IJIaBHBIX UCCeaAOBaTeNei MpoekTa
INTERGROWTH-21* [20].

IIpenmoceuikoit mist pa3pabOTKM MEXXKIyHApOIHBIX
CTaHIapTOB POCTA TJ10/Ia ¥ MOCTHATAJIbHOTO POCTa HEJI0-
HouwieHHbIX gereilt INTERGROWTH-21% nociyxuio
nszganue B 2006 . craHgapToB BcemupHoil opraHuza-
uuu 3apaBooxpaHeHusi (BO3) mist MoHuTOpUHIA pocTa
noHoleHHbIX aereit [21]. Cranmaptel BO3 nmocTHartasb-
Horo pocta aeteit ot 0 10 5 JieT OCHOBaHbI Ha pe3yJib-
Tarax OeCHpeleAeHTHOTO IPOCIEeKTUBHOTO, TPOBOAM-
MOTO C XECTKUMM Kputepusmu oroopa ¢ 1997 o 2003 .
HUCCIeIOBaHUS, B KOTOPOE ObLIM BKJIIOYEHBI 370POBBIC
JIOHOIIIeHHBIe AeTH U3 6 ctpaH: bpasunum, lanbsr, Muoun,
Hopserun, Omana u CILIA. UccnenoBaHue cocTosuio
U3 JIBYX KOMITOHEHTOB: MPOMIOJBLHOTO U TEePEKPECTHOTO
HaOoneHus. B mepBoil yacTtu mpoekTa HaOJloIeHue
3a JeTbMM HAYMHAJIOCh C MOMEHTa POXIEHUS U TIPO-
JOJIKAJIOCh /10 JOCTUXKEHUS UMU Bo3pacta 24 mec. Bro-
past yacTb MpOeKTa uccienoBaia jaereil B Bo3pacte oT 18
no 71 mec [22]. BaxHast poiib U moApoOHOE orNucaHue
9TaJIOHHBIX cTaHaapToB BO3 st oueHkr (hru3nueckoro
pocTa feTeit mpencTaBieHbl B METOANYECKUX peKOMEeH 1a-
musx Poccuiickoro oo1iecTBa 9HIOKPUHOJIOToB «O1ieHKa
(GU3NYECKOTO Pa3BUTHS JETeil 1 ITOAPOCTKOB» [23].

Onnaxko crangaptsl BO3 Ob11M cO3MaHbI AT OLICHKN
TEMIIOB  poCTa  3[0POBBIX  JIOHOLIEHHBIX  JeTei
U HE TO3BOJISIIA OLIEHUTh POCT TIJI0a M HETOHOIIEH-
HOro pebeHKa, YTO M BbI3BAJIO HEOOXOAMMOCTh CO3/1a-
uusg npoekra INTERGROWTH-21". KonHcopuuym
INTERGROWTH-21* nipoBest nomny/asiiioOHHOE UCCIIe-
JIOBaHUE C MCIIOJIb30BAHUEM CTaHIAPTU3UPOBAHHBIX
METO/IOB 1 KJIMHUYECKUX MPOTOKOJIOB, KOTOPOE J0TIO-
Hmio ucciaegoBanuss BO3, obecneuynB BO3MOXHOCTH
HEIpepbIBHOTO MOHUTOPMHIA pOCTa pedeHKa OT 3aya-
TS U B Tociaenytomue 5 jer xusHu. MccinemoaHue
npoxoamiao ¢ 2009 mo 2014 1. B 8 crpanax: bpasumus,
Wranusi, Owman, BenukooOpurtanus, CIHIA, Kuraii,
WUnnus, Kenus. Mcmonp3oBannch Te K€ KOHIENTY-
aJlbHbIE, METOJOJOTMYECKUE W aHAJIMTUYECKUE TIOM-
XOIbl, YTO M B ucciaegoBanum BO3, pa3paboraBiieMm
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CTaHAApThl pocTa AeTell. YHUKaIbHOCTh 3TOTO MPOEKTa
COCTOUT B TOM, YTO MPOCIIEKTUBHOE HAOIIOACHIE IeTei
HaYMHAaJIOCh ellle aHTeHaTaJIbHO C paHHUX CPOKOB Oepe-
MEHHOCTH Yy 3IO0POBBIX MOJOIBIX XEHIIWH, KUBYIIUX
B OJIaromojydHbIX YCJIOBHUSIX, OOECIIEYEHHBIX XOpPO-
UM TIUTaHUEM, KBaJMGHWIUPOBAHHOM MeIULIMHCKOM
MOMOIIbIO, U TIPOAOJIKAIOCH MO JOCTUXKEHUSI peOeH-
KOM 2-JIeTHero Bo3pacrta. bbuUlio MmokaszaHo, 4TO AETH
3[I0POBBIX MOJIOIBIX KEHIIUH C XOPOIIMM YPOBHEM
KM3HU OJMHAKOBO PACTYT BHYTPUYTPOOHO U IO CBOUM
AHTPOITIOMETPUYECKUM  TapaMeTpaM  CYIIECTBEHHO
HE pa3IMYaroTcs TMPU POXIEHUU, HE3aBUCHUMO OT UX
pachl, THUYECKON TPUHAIIEKHOCTH U MECTa TMPOXKHU-
BaHUs. B OCHOBY KapT OlIEHKM MOCTHATaJbHOTO pOCTa
ISl HEAOHOIIIEHHBIX IeTeH JIETJIM aHTPOTIOMETPUYECKUE
JIaHHBIE 3JI0POBBIX HEIOHOIIEHHBIX IETEeH TTOC/Ie POXIe-
Hus. B pesynbraTe peasmsanuy MpoekTa pa3padoTaHb
CTaHAApThl OLEHKM (U3UYECKOrO0 pa3BUTUS TUIOJA
U HOBOPOXAEHHOIO, a TaKXe CTaHAApThl MOCTHATaJIb-
HOTO pOCTa JiJisi HEJIOHOIIIEHHBIX aeTe [24].

Bropoii stan nccnenosanuss INTERGROWTH-21%,
11eJIb KOTOPOTO — BHeJIpeHue pa3paboTaHHbIX CTaH/IapTOB
OLIEHKHM POCTa HOBOPOXKACHHBIX U HEJIOHOIIEHHBIX JeTei
B HEOHATAJIbHYIO MIPAKTUKY, Hauajcs B Mae 2018 . omHO-
BpeMEHHO B 14 BemylIux TepuHATaJIbHBIX MHCTUTYTaX
12 crpaH. [IpoexkT nmpenycMaTpuBaeT He TOJIBKO MCIIOJIb-
30BaHUE CTAaHIAPTHBIX METOAMK U3MEPEHUSI aHTPOIIOME-
TPUUYECKUX TTapaMeTPOB, HO U O0yYeHME BCeX CrieLMaIu-
CTOB, KOTOPbIE MCITOIb3YIOT MEXIYHAPOAHbIE CTAaHAAPThI
MOCTHATAJILHOTO POCTa, COBPEMEHHBIM TMPUHIIAIIAM
BBIXaXKMBaHUsSI HemoHOIIeHHBIX. B Poccuiickoit Mene-
palMy TeXHWYECKOe PYKOBOACTBO U TOIAEPXKKA peasii-

YyacTHMK | N

%

OBMEH OlbITOM

3allMU MPOEKTa OCyIIeCTBisieTcs yepe3 HarmoHanbHbIi
MEIUIMHCKUIN MCCIeN0BaTeIbCKUI LIEHTP aKyllepcTBa,
ruHekojorun u nepuHatosorun um. B.U. Kynakosa
Mun3snpaBa Poccuu. B HacTostiee BpeMsti cOop maH-
HBIX 3aBepllIeH M TMPOBOAUTCS CTaTUCTUYECKasl oOpa-
0OTKa, TUIAHUPYETCS BBLIXOJ B Ie4aTh IMEPBBIX pPe3Yilb-
TaTOB McciienoBanusa B Hadane 2021 . Mbl OB XoTenn
MOJEIUTHCS OIBITOM HAIlIero YYpeXIEHUsI B TEPEXOjie
Ha HOBBIE CTaHIAPThI.

Ileab nccienoBanusi: MPUMEHUTb METOIMKY U3MeEpe-
HUS M OLEHKM OCHOBHBIX aHTPOIIOMETPUUYECKUX MOKa-
3aTesieil HOBOPOXKIEHHBIX C MOMOIIBIO MEXTYHAPOIHBIX
CTaHIApTOB TIOCTHATAJbHOTO pPOCTa HEIOHOIIEHHBIX
nereit INTERGROWTH-21* nia perieHust Borpoca
0 11eJ1ecO00pa3HOCTH €€ afarTaluy U IIMPOKOTO BHEIpEe-
HUSI B HEOHATOJIOTMYECKYIO U TeAUaTpUUECKyro Mpak-
TuKy B Poccuiickoii @enepannm.

XapakTepucTuka peten un MetTogbl UCcriefoBaHns

Uccnenosanue nposoawiock B ®I'BY «HaumoHanb-
HBIA MEIMIIMHCKUI HCCIeIOBATEIbCKUI 1IEHTP aKy-
IIepCTBa, TUHEKOJOTMU M TICPUHATOJIOTUM WM. aKale-
muka B.U. KymakoBa» M3 P® ¢ 15.05.2018 o 26.11.2018
1 OBUIO YacTblO MEXIYHapOIHOTO MHOTOIIEHTPOBOTO
npoekta INTERGROWTH-21%, B KOTOpOM NpUHUMAIN
yuactue 12 ctpaH. OcHOBHas 3ajaya TpoeKkTa — TMepexos]
Ha MeXIyHapoAHbIe CTaHAAPThl POCTa IUIOAAa U HOBOPO-
xkaeHHoro INTERGROWTH-21%, a Tak:ke Ha OCHOBaHUU
STUX CTAHIAPTOB BHEAPEHME PEKOMEHIALIMIA 110 BCKApM-
JIMBAaHUIO HEAOHOIIEeHHbIX nereir [25]. Bkian crpaH-
YYacTHMIL MCCJIEIOBaHUs B OOIIy0 0a3y JaHHBIX TIpell-
cTaBJIeH Ha puc. 1.

Benukobpuranua 233 11,6

Poccus 384 191 Benukobpuranua
Wranua (Munan) 313 155 B Poccusa
ApreHTuHa 258 12,8 B Wranua (Munas)
Wranua (Typu) 35 109, B ApreHTuHa
MakwucTaH 247 12,3 B tanma (TypvH)
Mekcuka 140 6,9 M [MakucTaH
Bpasunaua 186 9,2 » MeKkcuka
Mis 1 0 W Gpasuausa

T 7 0,3 H NHgua

Typuusa 86 43 HaHa
MakegoHna 27 1,3 Typuma
WcnaHua 98 4,9 ® MakegoHWA
Bcero 2015 100%

® McnaHwa

Puc. 1. Bknaa ctpan — yyactrui ucciaenopanus npoekta INTERGROWTH-214 B 001yio 6a3y nannbix. CocTaB/ieHO aBTOPAMH.
Fig. 1. Contribution of countries participating in the INTERGROWTH-21* project to the common database.

Composed by the authors.
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Bcero 3a sror nepuon B8 HMULAITI um. akane-
muka B.M. KymakoBa pomwinck 4876 nereil, U3 HUX
439 (9%) nemoHoueHHBIX. [Ipu poxaeHun (B Bo3pacTte
110 24 4 XX13HM), a 3aTeM KaxKIyl0 HelIeJII0 ¥ IIPU BBIITACKE
U3MEPSITIN UX MaccCy Tesla, OKPY>KHOCTb TOJIOBBI U ITTUHY
Teda. DTU WM3MEPEHMS BBIMOJHSIM Ha OJIMHAKOBOM
000pyI0BaHMM BO BCEX CTpaHaX: Maccy Teja OIpese-
JIsiIM Ha 251eKTpoHHbIX Becax «CAILIA» B1—15, niuny
TeJla U3MEPSIIA C TMOMOIIIbIO 3JIEKTPOHHOTIO pOCcTOMepa,
OKPYXHOCTb TOJIOBBI — C TIOMOIIbIO METATNYECKOM
(HEdIaCTUYHOI) JIEHTBI, KOHTPOJIMPOBAJach KaTuOpoBKa
npubopoB. Bce wm3MepeHUs] OCYIIECTBISIM HEOHATO-
JIOTH, KOTOPBIE TTOIYYMIN MEXIAYHAPOIHBIN CepTU(UKAT,
YCMEUIHO MPOoiisi 00ydarnii Kypc, BKJIIOUAOIINA TOY-
HOE OIMCaHWe METOAWKW M3MEPEHUS] MACChl U JUTMHBI
TeJaa U OKPYKHOCTH TOJIOBBI (puc. 2) [26].

Ha xaxmoro pebeHka o(opMIISIM aHKEThI, BKIIIO-
Yalolre OLEHKY OKpYXKaIOIIel cpeabl, B KOTOPOI JKUBET
CeMbsI, OLICHKY 30pOBbSI MaTepH, TeUCHUST OepeMeHHO-
CTH, POJIOB, COCTOSTHUS 30POBbsI PeOEHKA OT POKACHUS
U JI0 BBITTMCKY U3 cTallMoHapa. JlaHHbIe aHKETUPOBAHUST
U pe3yybTaThl UBMEPEHUI 3aHOCUJIN B CIMHYIO MEXIY-
HaApOJHYIO OHJIaliH-0a3y — TakKMM 00pa3oM OCYIIEeCT-
BJISZTM KOHTPOJIb KauyecTBa MPOBEACHUS MCCACIOBAHUS
B PEXMMeE PeaIbHOTO BPEMEHU.

DTarnbl UCCIEIOBAHUS.

* Yyacrtue B pa3pabOTKe MPOTOKOJIA UCCIIETOBAHMSI.

» TlepeBoa Ha PYCCKUIA SI3BIK MPOTOKOJA, MHCTPYK-
LU U aHKET.

* TlepeBoa Ha PYCCKUIA SI3BIK M TECTUPOBAaHKE 0OyUa-
IOI1IeTO Kypca.

» JlocraBka 000pydOBaHMS IJIST U3MEPEHUIA.

* Cozpganue paboyeii TpyIIIbL.

 [IpoBeneHure cCOOCTBEHHOTO UCCIIeIOBAHNS.

* O0paboTKa 1 aHaJIN3 pe3yJIETaTOB.

OpHa 13 3aJa4 3TOro MCCIeI0OBaHUS — OLIEHKa MOCT-
HaTaJbHOTO POCTA HEJOHOIIEHHBIX AETEM, HAXOMSIINXCST
Ha TPYIHOM BCKapMJIMBaHUU. B CBSI3M ¢ 5TUM BaKHBIM
HampaBJIieHUeM Obljla TOAIepKKa TPYTHOTO BCKapM-
JIUBAHUS Y KEHIIWH, POAWBIIUX MPEXIEBPEMEHHO,
YTO BKJIIOYAJIO KOHCYJIBTUPOBAHUE, TCUXOJOTUYECKYIO
ITOMOIIIb, COBMECTHOE IpeObIBaHNE MaTepu ¢ PeOSHKOM,
MpUMEHEHNEe CIIeIUaTbHBIX TeXHOJIOTUIA JUISI CTAaHOBJIE-
HUS Y TIOJIEPKaHUSI JTaKTalN K.

Pe3ynbraTthbl

B wuccrnenoBaHue ObLIM BKIIOYEHBI 376 HEIOHO-
IIEHHBIX JeTeil C YCTAHOBJIEHHBIM CPOKOM TeCTalluu
MO0 JaHHBIM YJIBTPAa3BYKOBOIO HCCIeIOBaHUS (KO-
YUKOBO-TEMEHHOU pa3mep B | TpumecTpe uiau OGuma-
puUeTaNbHBI pazMep Ha 0oJiee TO3AHUX CPOKax),
yto cocTtaBuiio 89,3% or Bcex AeTeil, pOAMBIIUXCS
MpeXIeBpeMEeHHO B yKa3aHHBIN Tepuon [26]. Bbuto
YCTaHOBJIEHO, 4YTO U3 376 HOBOPOXIEHHBIX 368
(97,9%) cooTBeTcTBOBaNM CPOKY Tectamuu. OmHAKO
JIOJIST MJTaIeHIIEB, KJIACCU(GUIMPOBAHHBIX MPU POXKIE-
HUM KaK JeTHU C 3aAePXKKON BHYTPUYTPOOHOrO poOCTa,

Puc.2. I3mepenue aHTPONOMETPHYECKUX NAPAMETPOB HOBO-
poxzaenHoro. CocTap/ieHO aBTOpaMHu.

Fig. 2. Anthropometric measurement of the babies. Composed
by the authors.

He coBITajzaja MpU HCIOIb30BAHUM AUarpaMM pocTa
INTERGROWTH-21* u guarpamm pocra Fenton; 8
(2,1%) neteit, xmaccuduumpoBaHHbix 1Mo INTER-
GROWTH-21%" kak metu ¢ 3a1epXKoil BHYTPUYTPOO-
HOro pocTa, COorjacHo auarpammam Fenton, umenu
HOpPMaJIbHBI BHYTPUYTPOOHBIN POCT.

Ilpn cpaBHEHUMM OLEHKM TIOCTHATAJBLHOTO pPOCTa
MpY BBIMKMCKE W3 CTallMOHapa, HAMpOTHUB, IO IIKaje
Fenton OGosblie nmereit KiaccuUIMPOBAINCH KaK JIETH
C HapyllleHMeM IocTHaTajabHOro pocra. HecoBnameHue
npu ucnonb3oBanun auarpaMM INTERGROWTH-21*
u Fenton nHa6bmomamoch y 30 (8%) nmereit (puc. 3).
Ilpy >TOM BaXHO OTMETUTh, YTO JOJSI HEIOHOUICH-
HBIX JIeTell, HAXOMSAIIUXCS Ha WCKIIOYUTEIbHO TPYIHOM
BCKapMJIMBAHWUU ITPY BBIMTMCKE M3 CTAllMOHAPa, COCTaBUIIa
6osee 52%, Ha cMeLIaHHOM BCKapMiuBaHuu — 28.8%;
TO €CTh, OOJIBIIIMHCTBO JETEl MPH BBIITUCKE W3 CTALVO-
Hapa IoJiyyajiyu MaTepruHCKOE MOJIOKO.

Takum oOpas3om, TiepBble MCCAEAOBAHUS TOKa3aiu,
YTO TpU OlIEHKe Mo auarpammam Fenton Gouibliie Hemo-
HOILIEHHBIX JeTeil KJIacCU(UIIMPYIOTCS KaK IeTH C Hapy-
IIEHWEeM TTOCTHATAJIBHOTO POCTa, B OTJIMYME OT CTaHIap-
toB pocra INTERGROWTH-21*, 1 3T0 4acTo CIIyXKWT
MPUYMHON KOPPEKLMU THUTAHUS C BBEJACHUEM HCKYC-
CTBEHHBIX CMeCell U MepeBOoIOM pebeHKa Ha CMEIlIaHHOoe
BCKapMJIMBaHUE.

0GcyxpaeHue

KoHuenuusi  «arpeCCMBHOIO  BCKapMJIMBAHUSI»,
npeaioXeHHass AMEPUKAHCKOM aKageMUeil IrearuaTpun
B 1977 1., ocHOBaHA Ha YTBEPXKIACHUM, YTO POCT HEIO-
HOILIEHHBIX HOBOPOX/JIEHHBIX JOKEH COOTBETCTBOBATH
POCTY HOPMAJILHOTO Y€JI0BEUECKOTO TUIOAA COOTBETCTBY -
IOLIErO CPOKa recTalMu, XOTS B KJIIMHUUYECKOM MTPaKTHUKE
OLICHMBAeTCs yBEJIMUEHUE MacChl Tejia, a He OOIIWii
poct [27, 28]. CTpeMiieHue «3aCTaBUTb» HEIOHOIICH-
HBIX JIET€il COOTBETCTBOBATH POCTY «3JI0POBBIX» IJIOIOB
TaKOTro e TeCTAllMOHHOTO BO3pacTa He MOAKPEIIISIeTCs
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Puc. 3. Pa3ninune B olleHKe aHTPONOMETPUYECKHX JAHHBIX (Macca TeJa, IJIMHA, OKPYKHOCTb T0JIOBBI) PH MCIOJHb30BAHUI
mexayHapoanbix ctanaaprTos pocra INTERGROWTH-21* u suarpamm Fenton. CocTap/ieHo aBTOpamMu.

Fig. 3. The difference in the assessment of anthropometric data (body weight, length, head circumference) when using the
international growth standards INTERGROWTH-21" and Fenton charts. Composed by the authors.

HUKAKUMU JAHHBIMU U PEIKO JOCTHTAETCsI, OCOOCHHO
y TJIyOOKOHEMOHOIIeHHbIX aeteir [29]. B 3asBneHun
AMEpUKaHCKOM aKaleMHWU TeIuaTpud OCHOBHOE BHU-
MaHUue yIessieTcss paHHeMY ITOCTHATaJIbHOMY TIEPUOIY
TOJIKO JI0 «CpoKa JOHOIIeHHOCTU», T.e. 40 Hex mocie
MocJIeTHE MEHCTPYallui U He CBS3aHO C IMOCIeAYIOIIUM
IMOCTHATAJBHBIM POCTOM, KOTOPBIN SIBISIETCSI KPUTHYE-
CKHMM TIEPUOIOM IS 3I0pOBbSl U MUTaHMs. PexomeH-
Al AMEpUKAHCKOM akaJleMUu TeIuaTpUu KOCBEHHO
MOATBEPKAAIOTCSI  MCCICIOBAHUSIMU, JIEMOHCTPUPYIO-
MU CBSI3b MEXIY OBICTPBIM POCTOM HEIOHOIIEHHOTO
pebeHKa B TepBble HEIeU IMOCIe POXICHUS U HEMpo-
KOTHUTUBHBIMU TIPEUMYIIECTBAMA B 0oJyiee TIO3THEM
BO3pacTe, OJHAKO 3TU pabOThl HE IPUPABHUBAIOT TAKOM
OBICTPBIN pOCT pedeHKa K «poCTy Kak y 1iaona». Cucre-
MaTUYECKUT 0630p TToKa3ajl, 4TO OOJBITMHCTBO JaHHBIX,
CBUJCTEBCTBYIOIINX O IIEJIeCOO0PA3HOCTU «arpecCuB-
HOTO BCKapMJIMBaHWST» HETOHOLIEHHBIX HOBOPOXICH-
HBIX, OCHOBaHO Ha 00CEpBAIlMOHHBIX MCCIICIOBAHMSIX,
B KOTOPBIX HEJb3s1 OBLIO MCKJIIOYUTH BIUSHUE MHOTHX
npyrux ¢akropos [30—32].

HccnenoBaHusi 3aKOHOMEPHOCTEM pocTa HeIo-
HOIIEHHBIX JeTeil IoKa3aJu, 4YTO Hallli ITOMBITKA
«3aCTaBUTh» WX TpUOABISITH B Macce Tejla TaK Xe,

Kak MpuOaBisieT 3A0pPOBBINM TIJION COOTBETCTBYIOLIETO
recTallMOHHOTO BO3pacTa, KakK IpaBUJIO, HECOCTOS-
TEJbHBI, TOTOMY YTO IIOCJE POXACHMUS MeTaboIn3M
pebeHKa JOJDKeH aJanTUpOBaThCsl K HOBOM cpeje.
Y OoJbIIMHCTBA OeTel, POAUBIIMXCS C Maccoil Tesa
meHee 1500 1, ObLIO OOHaApYXEHO ITOCTHATAJIbHOE
orcraBaHue B pocte (Huxke 10-ro wium 3-ro mporieH-
TWISS Ha Tpaduke OUHAMMKHU ITOCTHATAJIBHOM MaccChl
tena). [lpy aTOM OTMEYEHO, YTO y MIYOOKO HEIOHO-
IIEHHBIX JeTeil, KOTOpble BCKApPMIIMBAINCh TPYIHBIM
MOJIOKOM, OTMeYaeTCcsl HOPMaJbHbBIM POCT OKPYKHOCTU
roJioBbl [33]. MHOrounciaeHHbIe UCCE0BaHUSI COCTaBa
TeJla HEIOHOIIEHHBIX JeTell MoKas3ajiu, 4To IMpubdaBKa
MaccChl TeJia TIPOUCXOIUT 3a CYET KUPOBOM MaccChl, 4TO,
BO3MOXKHO, OMNpeeisieT 0ojiee BBICOKUIT PUCK MeTabo-
JINYECKUX U CePACUHO-COCYIUCThIX HAPYIICHUI B TaJTb-
Hele# xxu3um [34].

DTH  pe3yabTaThl  COMJIACYIOTCS € JaHHBIMU
T.B. Mabhandi u coast. (2019) [35], KoTOpbIe ycTaHO-
BWIM, UYTO CPEAM JETel ¢ IKCTpeMaJbHO HM3KOI Mac-
COIf TeJla TIpY pOXISHUM Ha MOMeHT Bbiucku 11 (13%)
MJIAJICHIIEeB MMeJIM Maccy Bbiie 10-To TMpOLEHTHIS
MpU olieHKe 1o nuarpamMmmam Fenton o cpaBHeHuto ¢ 20
(22,4%) MianeHIIaMU TIpU OIIEHKE TT0 CTaHIapTaM poCTa
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INTERGROWTH-21". Takum 00pa3oM, MMEIOLLNECS
JIaHHbIE HE TIOATBEPXKIAIOT KOHUEIIWI0, YTO TMOCTHAa-
TaJbHBIN POCT HEOHOIIEHHBIX HOBOPOKIEHHBIX JOKEH
COOTBETCTBOBATh POCTY IIOAA, U 3TO HEOOXOIUMO YyUM-
THIBAaTh MPU BEJCHUN HEJOHOLIEHHOTrO peOeHKa U oIpe-
JIeJIEHUU ONTUMAaJIbHOIO BCKapMJIMBaHus [36].

B Hacrosimee Bpemsi MexXayHapomHbIE KOHCOp-
LIMyM IO OLIEHKE pocTa IUIoJa M HOBOPOXIEHHOIO
INTERGROWTH-21*, npeacrasisgionuii co6oii 1io-
0aJbHYI0 MEXIUCUMIJIMHAPHYIO CEeTh, BKJIIOYAIOIILYIO
6onee 300 umccienoBaTeieid M KJIMHULKMCTOB B 00Ja-
CTM TIepuHaToJioTuu u3 27 yupexneHuit B 18 crpaHax
Mupa, MPemJoXWJI HOBYIO MapajurMy OLIEHKM pocTa
IJI0Jja, HOBOPOXJEHHOrO M pebeHKa paHHEro BO3pa-
cTa, pa3paboTaB MeXIyHapOJHbIe CTAaHIAPThl KaK BHY-
TPUYTPOOHOrO, TaK M IOCTHATaJIbHOrO pocra. Takue
opranusauuu, Kak CDC (Centers for Disease Control
and Prevention) 1 BO3 pekomeHaylOT MUCINOJIb30BATH
Crangaprel INTERGROWTH-21" n1s oueHku pocra
IUI0Ja, HOBOPOXIEHHOTO W TIOCTHATaJbHOIO pOCTa
He/loHOoIIeHHOTO pebeHka. Ha coBpemeHHOM aTare
3aja4a COCTOUT B TOM, YTOOBI yOeIUTh MPOpeCcCUOHAb-
HBIE COO0IIeCTBa B 00JIaCTU OXpPaHBI 3MO0POBbS MaTepu
u pebeHKa MCIOJb30BaTh MEXIAYHApOJIHbIE CTaHIAPThI
B KJIMHMWYECKON TMpaKTHKe, TaK KakK MpobjiemMa 3aKjio-
YyaeTcsl He TOJIbKO B OLIEHKE pOCTa, HO U B ITIOIMBITKE
MMPOBOIUTH HYTPUTUBHYIO TTOAIEPXKKY HEITOHOIIEHHOTO
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Xupypruyeckoe jeyeHne BPOKICHHBIX IIOPOKOB PA3BUTHSA JETKHX B COYETAHUN
¢ TyOepKy/ie30M y aereii
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®rAQY BO «[MepBbli MOCKOBCKMIA rOCYAaPCTBEHHBIN MEAULIMHCKNIA yHUBEpCcUTeT M. .M. CeuyeHoBa» MuHagpasa Poccun
(CeuyeHoBckuin yHnBepcuteT), Mocksa, Poccus

Surgical treatment of children with a combination of congenital lung malformations
and tuberculosis

D.B. Giller, I.1. Enilenis, V.V. Koroev, O.Sh. Kesayev, L.P. Severova, M.A. Romenko,
G.V. Shcherbakova, I.1. Martel

Sechenov First Moscow State Medical University (Sechenov University), Moscow, Russia

BpozkieHHble TOPOKH PA3BUTHS OPOHXO0JIETOYHOI CHCTEMBI Y IeTeil B COUYETAHUH ¢ TYOEepKY/Ie30M B MPAKTHKE BCTPEYAIOTCS KpaiiHe
PENKo, HO, KAK MPABUJIO, TPEOYIOT XMPYPriHuecKoro jJeveHus. YacTo nomodHoe coyeTanue BeeT K JMATHOCTHIECKUM 3aTPYTHEHUSIM.
XapakTepuCTHKA JieTeil M MeTOIbl Mccie0Banus. Vbl MPOAHAIM3UPOBAIHN ONBIT XUPYPrHYECKOTO JI€UEHHS] COYETAHUS PA3TMIHBIX
BPOK/IEHHBIX OPOKOB JIETKOTo 1 TyOepkye3a y 20 neteid. Y 9 (45%) u3 Hux Obuia cekBecTpauus Jerkoro, y 4 (20%) runoniazus
JIerKoro, y 5 (25%) BpoxaeHnbie 0poHx03KTa3bl, y 1 (5%) aprepuoBeno3nas manbgopmanus uy 1 (5%) BpokaeHHAsI KHCTA JIETKOTO.
BbinosHeHo 3 cerMeHTapHbIe pe3eKiun, 15 100- 1 OMI003KTOMUIT U 3 MHEeBMOH3KTOMMHK. Bce onepaiuu BbINOJIHEHBI H3 MAJIOMHBA -
3uBHBIX 10cTynoB (BATC).

Pe3ynsrarsl. TpyAHOCTH THATHOCTHKH COYETAHHOU nMaTosoruu otMedensl y 11 (55%) GoabHbix. MUKOOaKTEpHH B MOKPOTE 10 OTe-
paiuu ObLTH OOHApYXKeHbI Juimb B 5 (25%) ciayyasx. IlociieonepanuonHoe UCCIe0OBaHNE MATEPHAIA U3 0YArOB TYOEPKY/I€3HOTO
MOpPazKeHHs MO3BOJIIIO YCTAHOBUTH MHOXKECTBEHHYIO JIEKAPCTBEHHYIO YCTOHYNBOCTh MHKOOAKTEPHIi TY0epKyie3a H M3MEHUTb CXeMY
xumuorepanuu y 3 (15%) nanmentos. IlociieonepanuoHHbIX OCJIOKHEHHIi U JIETAJBHBIX HCXOJ0B He 0bLI0. Bee onmepanuu Obum
addexTuBabiMI. OTHANEHHDbIE Pe3yabTaThl H3ydeHsl y 16 (80%) u3 20 nauuentos B cpoku ot 1 10 10 jet. PeakTuBamum TyoepKyie3a
WM MHBAJIMIM3AIMU He OTMEeYeHO HU B O/THOM CJIyyae.

3akimoyenne. BoinosiHeHne pe3eKIMOHHBIX OMEPAIHii MO MOBOAY TYOepKy/ie3a B COYETAHHU C BPOXKIEHHBIMH NMOPOKAMH JIETKOTO
MO3BOJIIJIO B Psilie CJIy4aeB YTOYHUTH JUATHO3 M HE TOJBKO JOOHTHCS HeMoCpenAcTBeHHOro dddeKTa y BceX NAHeHTOB, HO U YTOU-
HHTb JIEKAPCTBEHHYIO YCTOMYMBOCTD MUKOOAKTEPHIA TYOEpPKyJie3a M ONTHUMU3MPOBATH NMOCJIEONEPANUOHHYI0 XUMHOTEPATIHIO.

Karouesvte caoea: demu, mybepkynes, HOPOKU 1€2K020, CEKEECMPAUUs, 2UNONAA3USL, BPONCOCHHbIE OPOHX0IKMA3bL, XUPYP2UHECKOe
sneuenue, BATC.

Ans umtuposanus: nnep [.6., Enunenvc U.U., Kopoes B.B., Kecaes O.LL., CeBepoBa J1.11., PomeHko M.A., LLlep6akoBa I".B., Maptens U.U.
Xupyprudeckoe ne4yeHme BpOoXAeHHbIX TOPOKOB Pa3BUTUSI IEFKUX B COYETaHun ¢ Tybepkyne3om y aetei. Poc BeCcTH nepuHaton n neavatp 2021;
66:(1): 125-130. DOI: 10.21508/1027-4065-2021-66—1-125-130

Congenital malformations of the bronchopulmonary system in combination with tuberculosis are extremely rare in practice, but they
usually require surgical treatment. This combination often causes diagnostic difficulties.

Characteristics of children and research methods. We have analyzed the experience of surgical treatment of a combination of various
congenital lung defects and tuberculosis in 20 children. 9 (45%) children had lung sequestration, 4 (20%) children had lung hypo-
plasia, 5 (25%) children had congenital bronchiectasis, 1 (5%) child had arteriovenous malformation, and 1 (5%) child had a congen-
ital lung cyst. There were 3 segmental resections, 15 lobe- and bilobectomies, and 3 pneumonectomies. All surgeries were performed
using minimally invasive approaches (VATS).

Results. 11 (55%) patients had diagnostic difficulties of concomitant pathology. Only in 5 (25%) cases they found mycobacteria
in sputum before surgery. Postoperative study of material from tuberculous lesions helped to establish multidrug resistance of myco-
bacterium tuberculosis and to change the chemotherapy regimen in 3 (15%) patients. There were no postoperative complications
or deaths. All surgeries were effective. Long-term results were studied in 16 (80%) of 20 patients over a period from 1 to 10 years.
No cases of reactivation of tuberculosis or disability.

Conclusion. Resection surgery for combination of tuberculosis and congenital lung defects allowed to clarify the diagnosis and to achieve
a direct effect in all patients by clarifying the drug resistance of mycobacterium tuberculosis and to optimize postoperative chemotherapy.

Key words: children, tuberculosis, lung malformations, sequestration, hypoplasia, congenital bronchiectasis, surgical treatment, VATS.

For citation: Giller D.B., Enilenis I.I., Koroev V.V., Kesayev O.Sh., Severova L.P., Romenko M.A., Shcherbakova G.V., Martel I.I. Surgical treat-
ment of children with a combination of congenital lung malformations and tuberculosis. Ros Vestn Perinatol i Pediatr 2021; 66:(1): 125-130
(in Russ). DOI: 10.21508/1027-4065-2021-66-1-125-130

POXACHHBIC aHOMAJIMMN Pa3BUTUA 6pOHXOH€FO‘{HOI>JI B 9Ty TPYIIIy BXOJAT BpOXICHHadA KuUCTa JIETKOTO

CHCTEMBI y IeTel — OHU U3 HauboJiee peaKuX BpOXK- (Q33.0), modaBounast noss Jjerkoro (Q33.1), cekBectpa-
NIEHHBIX 3a00JIeBaHWi1, KOTOpPbIE BCTPEYarOTCsl, MO JAaH- us Jjerkoro (Q33.2), areHesus serkoro (Q33.3), Bpo-
HBIM pa3WYHBIX aBTOpoB, B 1,5—12% cnygaeB [1—25]. KneHHast OpoHxoakTa3us (Q33.4), sKTonus TKaHU B JIeT-
B xnaccudpukaunu MKB-10 BpoxaeHHbIE aHOMaJIUU koM (Q33.5), runoriaszust v guctias3us jJerkoro (Q33.6),
(TIOpOKU pa3BUTHSI) JIETKOTO OTHOCATCs K rpymnme Q33. Jpyrue BpoXIeHHble aHoManiuu jerkoro (Q33.8).
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B mpakThKe HETCKMX TOpaKaJbHBIX XHPYPTOB Yallle
BCEr0 BCTPEUYarOTCsl CeKBeCTpallus JIErKOro, THUITOTUIa-
3Usl JIETKOTO M BPOXIEHHbIE OpoHXxo3KTaswl [1, 2, 4, 7,
13, 15—17]. OueHb peako cekBecTpalus JErkoro Moxer
COYETaThCsI C TyOCPKYJIE30M JIETKUX WIM TUMPATUIECKUX
Y3JI0B, UYTO YCJIOXKHSIET MTUAarHOCTUKY U XUPYPTrUUYECKOe
JieyeHue. Mbl HallIM TOJILKO OHY MyOJIMKAIIMIO Ha 3Ty
temy: A.JI. MupoHoB u coant. (2015) [9] npuBenn naH-
HbI€ YCIEIIHOTO XWPYPrUYECKOTo JIEYEHUs CEKBECTpa-
LIMY ¥ TyOepKyJie3a JIETKOTO Y IBYX B3POC/IbIX MAallUeHTOB.

K yacTeiM mopokaM pa3BUTHSI JIETKOTO OTHOCUTCS
MOJIMKMCTO3 JIETKOTO WM KHUCTO3Hasl THUIOIIa3usl.
Ha pomo monukucroza mnpuxomutcs 60—80% Bcex
IMOPOKOB Pa3BUTHUS JIETKUX, TPU ITOM OH XapaKTepu-
3yeTCsl HEYKJIOHHBIM pPOCTOM 3a00JIeBa€MOCTU Cpeau
NeTeil, yJaleHueM OOIIMPHBIX, 3aMylIeHHBIX U TSXKe-
JbIX ¢hopm nopaxkenus [13, 22]. OnHako uHdopMauu
O COYeTaHWM TUIIOIUIA3UM JIETKOTO C TyOEepKyJe30M
BHYTPUTPYIHBIX TUM(PAaTUUECKUX y3JI0B HAMM B JIUTEpa-
Type He HalimeHo. B pabGoTe MbI 0000IIMIN CBOIl OITBIT
XUPYPTrUUYECKOTO JIeYeHUSI TaKOW penKoil MaToJIoThuu,
KaK coueTaHue BPOXKIEHHBIX TTOPOKOB Pa3BUTHUSI JETKUX
¢ TyOepKyJIe30M y AeTeH.
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OBMEH OlbITOM

XapakTepuctuka peten un MetTogbl UCcrefoBaHns

MBI MpoaHaTM3UPOBAIMA OIBIT XUPYPTrUUECKOTO Jieue-
HUSI COYETAHMSI PA3IMYHBIX BPOXICHHBIX ITOPOKOB JIeT-
Koro u Tyoepkyiesa y 20 gereit (6 neBouyek u 14 Manpuu-
KoB) B Bo3pacte ot 4 j0 17 net (cpeqnuii 11,7+1,0 roana).
ITo maHHBIM THCTOJOTUYECKOTO UCCIIEIOBAHUS TIOCTIEOTIe-
palMoHHBIX TiperapaToBy 9 (45% ) u3 20 mauneHToB Oblia
cekBecTpalus jJerkoro (puc. 1), y 4 (20%) — ruroriasust
Jierkoro (puc. 2, 3), y 5 (25%) — BpoxXaeHHbIe OPOHX03K-
Ta3bl (Y OMHOM JeBOYKM ¢ 00erx cTopoH) (puc. 4),y 1 (5%)
pebeHKa BBISIBJICHA apTepUOBEHO3Has Mallbopmariust
ny 1 — BpoxaeHHas Kucta (cM. Tabsuity). Bo Bcex cirydasix
ITOPOKU Pa3BUTHUS JIETKOTO COUYETAIUCH C TyOEpKYyIe30M
(B 11 cimyyasix ¢ TyOepKyJie30M BHYTPUTPYAHBIX JIUMpATH-
YECKHUX Y3JI0B, B 2 ciiydyasix — ¢ (hpMOpPO3HO-KaBEPHOZHBIM
TyOepKyJie30M, B 2 — ¢ TYOepKyJIeMOI, B 2 — C 09aroBbIM
TyOepKyJie30M U B 3 — ¢ IUPPOTUYECKUM TyOEpKYIe30M
yIaJleHHOM 49acTH JieTKkoro). MukobOakTepum TyOepKyJjie3a
B MOKPOTE WJIM TIPOMBIBHBIX BOIaX OPOHXOB BBISIBJICHBI Y 5
(25%) nanumeHTOB, HO M3-3a CKYIHOTO OAaKTePUOBbBIAEIIC-
HUS ONPENeSUTh JIEKAPCTBEHHYIO YCTOWMYMBOCTD 0 OIle-
paluu yaauoch TOJIbKO B 3 ciydasiX, U3 KOTOPbIX B 2 BbISIB-
JIeHa MHOXECTBEHHasl JIeKapCTBEHHasl YCTOWYMBOCTb.
PeHTreHOIOrMUeCK pacraibl B JIETOYHON TKaHW B 30HE
TyOEepKYJIE3HBIX M3MEHEHUI OIpele/suIiCh Ha KOMITBIO-
TepHBIX TOMOrpaMmax B 4 (20%) ciryuasix.

AHaMHeCTUYECKHMEe JaHHbIE O KOHTAaKTe C OOJBHBIMU
TYOEpKYJIe30M, Yallle BCero B ceMbe, uMenu 15 (75%) nereii.
B 10 (50%) cnyuasix netr He ObITM BakUyHUpoBaHbI BLIDK
B POIWJIEHOM JIOME€ M3-3a OTBOJA IT0 MEIULIMHCKUM TTOKa-
3aHUSM (8 cTydaeB) WM OTKasza poauteseit (2 ciaydast).

JuarHo3 tyOepKyJsie3a OO0 MOCTYIJICHUS B XUPYp-
TMYeCcKOoe OTHeJieHne OB YCTaHOBJIEH y BCeX JeTel,
a ero coueTaHue C MOPOKOM Pa3BUTHS JIETKOTO TOJBKO
y 9 (45%). Takasa cyliecTBeHHas TUIIOIMArHOCTHKA
IMOPOKOB Pa3BUTUS JIETKUX ObLIa CBsI3aHa C OECCUMII-
TOMHBIM WX TEYEHHWEM JO BBISIBICHUS TybOepKyJiesa,
a TocCJie eTo BBISIBJICHUS YK€ BCe BUIMMBIE PEHTTEHO-
JIOTUYeCKre W3MEHEHUs 4Yallle BCEro TPaKTOBaJMCh
Kak crieuuduyecKue.

OCJIOXXKHEHMST JIETOYHOTO TIpoliecca OTMEYEHBI
B 6 (30%) cnyvasix, B TOM 4YHUCJe dMIIMEMa TLJIEBPBI
y 4, OpOHXOCTEHO3 y 1 M JIero4yHOe KpPOBOTEUEHUE
y 1 pebenka. Y 6 (30%) manueHTOB A0 ONepalnu OTMe-
yajach JbIXaTeJIbHas HEIOCTaTOYHOCTb, IO JaHHBIM
CIIUPOMETPUN CpeaHsis (opcUpoBaHHAS XU3HEHHAs
eMkocTh Jerkux (PZKEJ) 6b1a 87,61£3,8% oT moxk-
Horo (cTtaHmapTHoe oTkjaoHeHne — CO 16,8; min 46;
max 110), cpenHuii 06beM (GOPCUPOBAHHOTO BhIJTOXA
3a 1-10 cexynny (O®B,) 6611 87,4£3,9% ot nomxHoro
(CO 17,4; min 48; max 110).

Bce manueHTHI 10 onepalyu MOJydaayd MPOTUBOTY-
OGepKyJIe3HyIo XumMuoTepanuio: 1o I pexxumy — 12 (60%)

3mech U fajiee MPOLIEHT BBIYMCIEH YCIOBHO, TaK KaK KOJIMYECTBO
yucio <100.
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Tunnep JI.B. u coaem. Xupypruueckoe JeqeHre BPOKIEHHBIX TOPOKOB Pa3BUTHUSI IETKUX B COUETAHUY C TYOSPKYJIE30M Y IeTeit

Tabauya. OdbeM onepanmii Ipu Pa3INYHBIX NOPOKAX JIETKOT0, COYETABHINXCS C TYOEPKyIe30M
Table 1. Operation types according to combination of different congenital malformation and tuberculosis

Bun onepanuu
Maromorns cerMeHTapHas J009KTOMMHS,
pe3eKIiHs JErKoro OUI003KTOMUS [IHEBMOHOKTOMMUA peero
CekBecTpanus 1 7 1 9
Tunonnasus, annasus — 2 2 4
BpokneHHbIe GPOHX03KTa3b — 6 — 6
ApTeproBeHO3HAasi MaJibhopMalus 1 — — 1
BpoxxaeHHas kucra 1 — — 1
Bcero 3(14,3%) 15 (71,4%) 3 (14,3%) 21 (100%)*

Tpumeuanue. * Y ogHOTO pebeHKa IBYCTOPOHHUE CTOPOHHKME OPOHXOIKTA3BI.

" é 3 A s
U e AT mwmwmm L 5

Puc. 1. CexkBecTpanusi JIETKOro:

a — HA KOMIIBIOTEPHOIi TOMOrpaMMe CEKBECTpPAlMS HIXKHEil 10/ NMPABOTO JIETKOro; 0 — JMCCEKTOP MOABENEH MoJ a0eppaHTHBIi
COCy; B — ynaJieHHAs HIXKHSS 10J151 ¢ A0ePPAHTHBIM aPTEPHAJIBHBIM COCYJIOM M NIOPaXKeHHbIE TYOepKY/1e30M JJMM(OY3JIbl CpeaocTe-
HUS; T — yAAJIeHHAs! HIDKHSSA 10J1s1 Ha pa3pe3e. CoCTaB/ieHO aBTOpaMU.

Fig. 1. Pulmonary sequestration:
a — chest CT scan, right lung lower lobe sequestration; 6 — the dissector is brought under an aberrant vessel; B — the removed lower lobe with
an aberrant arterial vessel and tuberculosis mediastinal lymph nodes; r — the removed lower lobe on the section. Composed by the authors.

Puc. 2. CoueTaHne runoria3iu JIETKOro u (puOpo3Ho-KaBepHO3HOro TyOepKyJie3a.

a — KOMIBIOTEPHAS: TOMOrpaMMa 00JIbHOI 7 JieT; JieBoe Jierkoe runoIia3upoBaHo, B BePXHeii J10Jie PaBOro onpeesieTcs TyoepKy-
Jema; 0 — yIajieHHOe TUNOIJIA3UPOBAHHOE Jierkoe Ha pa3pe3e. CocTaB/IeHO ABTOPaMH.

Fig. 2. The combination of pulmonary hypoplasia and fibro-cavernous tuberculosis.

a — chest CT scan of the patient 7 years old; left lung hypoplasia and tuberculoma are determined in the upper lobe of the right lung;
0 — remote hypoplastic lung on the incision. Composed by the authors.
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6oabHbIX, TI0 111 pexkxumy — 6 (30%), o IV pexumy —
2 (10%). JnutenbHOCTh JICUEHUST JO HaIpaBJICHUS
B XUPYPrUYECcKOE OTAEJICHNE COCTABIISIA Y OOJBITHHCTBA
(y 11 u3 20 meteit) Gosiee roma u Wb Y 5 — MeHee 6 Mec.

PesynbTrathbl

[Mocne moobcnemoBaHUST B XUPYPTUICCKOM OTHAETIC-
HUU B TIpeAOTIePallMOHHBINA TepUO] AUarHO3 coueTa-
HUS TyOepKyse3a U BPOXKICHHBIX TTOPOKOB JIETKOTO OBbLI
YCTaHOBJICH eIlle y 4 MeTell M TOJbKO TIOCe OTepalnu
M TUCTOJIOTUYECKOTO MCCJICAOBAHUS YIAJIEHHOW 4acTh
JIETKOTO OH OBbLI ycTaHOBJIeH y 7 (35%) manueHTOoB.

Bcero y 20 nmereit Oblna BbInojiHeHa 21 omeparus
(B 1 cmywyae OBYCTOPOHHSISI TOCJIEMOBATEIbHAS Pe3eK-
uust jterkux). Jlo6skromuu mipoBeaeHbl B 15 (71,4%)
ciayvasix, mHeBMoHaKTomMuu B 3 (14,3%) u cermeH-
TapHble pe3ekunu jerkux B 3 (14,3%). Bce onepanum
BBITTOJJHEHBI HaMW BUICOACCUCTEHT-TOPAKOCKOTINYE-
cku (BATC) u3 60koBOIf MUHUTOPAKOTOMUU PAa3MEPOM
3—7 cm. JInuTenbHOCTD OTlepalluii COCTaBUIa B CpeTHEM

aea29
A1
R

-_

a

OBMEH OlbITOM

132,9£18,3 munyt (CO 83,7; min 40; max 420), untpa-
orepanimoHHas kposomoTeps 97,1+35,9 ma (CO 164,2;
min 5; max 600).

Bce BbInmosiHEHHBIE ornepailu Obut 3(PHEKTUBHBI,
MOCJICONEePALIMOHHBIX OCIOXKHEHWI M JIETATbHBIX UCXO-
IoB He 0b1T0. [TocmeonepainoHHOE NCCIIeIOBAaHNIE MaTe-
puaja U3 09aroB TyOePKYJIE3HOTO TTOPAXKEHMS TTO3BOJIAIIO
YCTAaHOBUTh MHOXECTBEHHYIO JIEKAPCTBEHHYIO YCTOWYM-
BOCTb MUKOOAKTepUil TyOepKyje3a U M3MEHUTb CXeMY
XUMUOTepaInu rnocje onepauun y 3 (15%) mauneHTOB.

IMoBTOpHOE  WMCclemoBaHWe  (QYHKIWMKW  BHEII-
HETO IbIXaHWsS MPOBOIWIN Yepe3 2 Hea Iociie orepa-
muu. Cpemnsss ®KEJI mocie omepauuu cocTaBuiIa
72,0+3,1% ot momxnoro (CO 13,6; min 41; max 91),
cpennas O®B, —72,4£3,2% ot momxknoro (CO 14,6,
min 38; max 91).

OTtnajeHHbIe pe3yabTaThl U3ydeHbl HaMu Yy 16 (80%)
un3 20 mauueHToB B cpoku oT 1 go 10 set. OGocTpeHUs
WU peluanBa TyOepKyie3a He ObIJI0 HY B OTHOM ciTydae,

MHBaJIMAN3alIUN HE OTMECUYCHO.

Puc. 3. Kucro3nas runomnyiasus JieBoro Jerkoro B COYeTaHUM ¢ TyﬁepKy.nesoM BHYTPUIPDYIHBIX JII/IM(l)aTI/I‘IeCKI/IX Y3JI0B y NALIUEHTA

13 ger

a — KOMINbIOTEPHAS TOMOIPAMMA: B JIEBOM JIEFKOM KHCTO3HAS TMIIOILIA3NS; O — Y/aJIeHHOe JIeBOe JIerKoe, KyJIbTs IIABHOI0 OPOHXa
¥ TI0pakeHHbIe JTUMaTHYeCKHe Y3JIbl; B — yIaJeHHOe Jierkoe Ha pa3pe3e. CocTaBlieHO aBTOpaMH.

Fig. 3. The combination of the left lung cystic hypoplasia and intrathoracic lymph nodes tuberculosis in 13-year-old patient

a — CT scan of the: in the left lung cystic hypoplasia; 6 — the removed left lung, stump of the main bronchus and affected lymph

nodes; B — remote lung on incision. Composed by the authors.

— e

Puc. 4. BpoxaeHHble OPOHX03KTa3bl y NaNMeHTKH 17 et

: N ———

a, 0 — KOMIbIOTEPHASI TOMOTPAMMA 0OJIbHOI C BPOXKIEHHBIMU OPOHXOIKTA3aMH CpPeHeil M HIDKHEN 0/ CpaBa; B — yAAJIeHHbIe
CpeHsIsl M HIDKHSS 10JM ¢ OPOHX0IKTA3aMHU M BHYTPUTpPyIHbIe TuM(paTHIecKue y3ibl ¢ Ty0epKyae3nbiM nopa:kenneM. CoctaBieHo

aBTOpaMH.
Fig. 4. Congenital bronchiectasis in 17-year-old patient

a, 0 — CT scans of the patient with congenital bronchiectasis of the middle and lower lobe on the right; B — remote middle and lower
lobes with bronchiectasis and intrathoracic lymph nodes with tuberculosis. Composed by the authors.
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006cyxaeHue

JloorepalimoHHasi TMarHOCTUKa TTOPOKOB pPa3BUTHS
JIETKOTO BbI3bIBAET CJIOXKHOCTH Y NMEAUATPOB U3-3a PEIKO-
CTU JAHHOM TMaTOJO0TUU, OTCYTCTBUS CTPOTO Crienpuye-
CKMX CHMIITOMOB, CJIOXKHOCTU OJHO3HAYHOI TPaKTOBKH
pe3y/bTaTOB PEHTICHOJIOTUYECKUX U WMHCTPYMEHTANb-
HBIX uccnenoBanuii [1, 2, 4, 7, 8, 13, 15, 16, 20]. YacTo
MOPOKW Pa3BUTUSI JIETKOTO KJIMHUYECKU IPOTEKAIT
MOJ, MAacCKOW XPOHWYECKHMX HArHOMUTEJbHBIX 3a0o0JieBa-
Huii B JierkoMm [13]. B Hateli cepuu Bce mauMeHThI ObLIN
HarpaBJIeHbl Ha OTepalrio C YCTAHOBJIIEHHBIM IMaTHO30M
«TyOepKyJsie3» MO JaHHBIM TYOEpKYJIMHOAMArHOCTUKH,
JIMAaCKUH-TECTa, CBEJIEHUN aHamMHe3a, 0aKTepUuoJoruye-
CKMX JIaHHBIX M XapaKTEePHOI PeHTTeHOJOTMYeCKOi Kap-
TuHBL. OTHAKO COYeTaHue C TIOPOKOM Pa3BUTHUSI JIETKOTO
0 orepauyMu HaMm yAajJloChb JUArHOCTUPOBATH TOJBKO
B 45% ciydaeB M JIUIIb ONepallMOHHAsT PEBU3US U TTIOCTIE-
OrnepalMoOHHOE HCCIIeloBaHME Tpernapara MO3BOJIWIN
BepU(PULIMPOBATH TUATHO3 Y OCTAIbHBIX MALIMEHTOB.

BonbmMHCTBO  aBTOPOB, HECMOTpsS Ha  JIOoCTa-
TOYHO OJIarONMPUSITHBIN MPOTHO3 IS KU3HU MallMeHTa,
YTBEPXKIAIOT, UYTO EIMHCTBEHHBIM CIIOCOOOM Bblje-
YUTh OOJBLHOTO C TOPOKOM Pa3BUTHUSI JIETKOTO SIBJISIETCS
xupypruueckast omnepamus [1—12, 20]. MHoroseTHuit
MUMPOBOI OMBIT CBUIETEIBCTBYET O BHICOKOM 3(h(heKTHB-
HOCTM XUPYPIMYECKON KOPPEKILIMU BPOXKIECHHBIX MOPO-
KOB Ha 0a3e KpYITHbIX MepuHaTAIbHbBIX LIEHTPOB [21].

ITo muenuto M.M. CynueroBa u coant. (2012) [15],
paHHee OIepaTUBHOE JIEYEHUE TUIIOIIa3UuUu JIETKOro
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B MOMOLLIb TPAKTUYECKOMY BPAYY

JleyeHue rpunma u Ipyrux oCTPbIX peCMPATOPHBIX BUPYCHbIX MH(EKIIMIA Yy JeTei:
pe3yJbTaThl MHOTOLEHTPOBOTO JIBOIHOIO CJIENOro Miane00-KOHTPOJIMPYeMOro
PAHIOMHU3MPOBAHHOTO CPABHUTEILHOTO KJIMHHMYECKOTO UCCIIeI0OBAHMS

JI.B. lykawosa’, O.U. Apanacvesa?, E.B. [lopmuseuna’, A.H. Xneneea', H.II. Yepnviuosa’
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2Prey «HUW rpunna nm. A.A. CmopoavHuesa» Munagpasa Poccun, CaHkT-MNetepbypr, Poccus

Treatment of influenza and other acute respiratory viral infections in children: multicenter
double-blind placebo-controlled randomized comparative clinical trial

L.V. Lukashova', O.1. Afanasyeva®, E.V. Portnyagina', A.N. Khmeleva', N.P. Chernyshova’

'Siberian State Medical University, Tomsk, Russia;
2Smorodintsev Research Influenza Institute, Saint-Petersburg, Russia

B cratbe mpeacTaBiIeHbI OCHOBHbIE Pe3YJIBTATHI PAHIOMU3HPOBAHHOTO KIMHHYECKOTO MCCJIEN0BAHUS MO oueHKe 3¢ deKTnBHOCTH
u 6e3omacHocTy npenapara [Tanasup®, cymmosuropun pekraibhbie 100 MKr, pu Jie4eHHH IPUNNA ¥ APYTHX OCTPBIX PECTHPATOPHBIX
pupycHbix uHpekuuii (OPBU) y aereii.

XapakTepucTuka Jeteii 1 MeToabl ucciieqoBanus. B ucciaenosanue 61 BKmoyensl 40 nereii B Bozpacte ot 12 1o 17 net, panno-
MH3HPOBaHHbIE B 2 rpymmbL: 20 yesoBek mosrydanu npenapar Ianasup® mo 1 pekrajibHOMY CYNIO3UTOPHIO B CYTKH B T€UeHHe 7 THEIA,
20 yesoBeK — miane6o no cxeme npumenenusi Ilanapupa® Ha hone CTaHIAPTHON CUMITOMATHYECKOIT Tepanuu. MOHUTOPHPOBATH
Kputepuu 3()(peKTHBHOCTH: MePBUYHbIE KPUTEPUH — CPOK BbI3JOPOBJIEHUS NAUMEHTOB M YUCJIO NALMEHTOB, Y KOTOPbIX JOCTUTHYT
ycnex JiedeHus: (HOPMAIU3ANUs AaKCHUISIPHON TeMIepaTyphl Tejia He no3/iHee YyeM yepe3 48 4 Tepanuu); OCHOBHbIE BTOPUYHbIE KPH-
TePHH — CPOKH HOPMAJIH3AINH TEMIEPATYPbI TeJIa, HCYE3HOBEHUS CHMIITOMOB MHHTOKCHKALMH M KATAPAJIbHBIX CHMIITOMOB H YI0BJIe-
TBOPEHHOCTD Pe3YJIbTATAMH JIeUeHHs] POUTEISIMU/YCbIHOBUTEISIMU NanueHToB no mkaie IMPSS.

Pesynsrarbl. B rpynne ITanaBup® 3apeructpupoBaHnbl 0oJiee KOPOTKHE CPeIHIE CPOKH BbI3JOPOBIEHHUS NALMEHTOB (4,5 Hs NPOTUB
7,4 nus B rpynne [1nane6o), Hopmanusauuu remneparypsi Tesa (39,1 4 nporus 76,1 1) 1 perpecca nposiBjieHHii HHTOKCUKALMOHHOTO
(2,9 nus npotus 4,3 1Hs) M KaTapaiabHoro (3,4 qHs NpoTHB 5,6 AHS) CHHAPOMOB (CO CTATHCTHYECKOIH 3HAYMMOCTBIO MEKIPYNIOBBIX
pasmmumii). YCTaHOBIIEHO IOCTIRKeHHe ycrexa Jiedenns B 85% ciayuaes B rpynne Ilanasup® otnocurensto 30% ciydaes B rpynme
I1naue6o ¢ NPeBOCX0ACTBOM MO JAHHOMY KPHTEPHIO MCCJIeIyeMOro npenapara Haj miane6o kak Muaumym Ha 24,7%. Ha moment
OKOHYAHMS Kypca Tepanuy 0TMeYeHa MOJIHAS YIOBJIETBOPEHHOCTD Pe3y/ITATAMM JiedeHHsl POIUTEISIMH,/YCbIHOBUTEISIMU NALEHTOB
B 80% cay4aes B rpynmne ITanaBup® ornocurensto 25% ciyuaes B rpymie Iliane6o. OnpenesieHa conocTaBuMas 4acTora pasBuTust
HexKeJaTe bHbIX siBieHuii B rpymnax ITanasup® u Ilnane6o. He BbisiBIeHO HeKeJATEbHbIX SIBIEHHIA C JOCTOBEPHOIl CTEMEHbIO
cBs13u ¢ mpuemMoM npenapara [Tanasup®.

3akimoyenne. B paMKax JaHHOTO WCC/IeIOBAHUS YCTAHOBIEHbI 3deKTHBHOCTD U Ge3onacHocTh npenapara [lanasup® B 1eveHun
rpunmna u apyrux OPBU y nereii 12—17 aer. lanHblii npenapaTt ¢ KOMOMHMPOBAHHBIM IPOTHBOBUPYCHBIM M HUMMYHOMOIY TUPYIOIIAM
3¢ dexTOM NEepcneKTUBEH 1151 IPUMEHEHH B eIMATPHYECKOil IPAKTHKE.

Karouesvte caosa: demu, ocmpble pecnupamopHsle supychvie unexyuu, epunn, Ilanasup®, naayebo-konmpoaupyemoe ucciedosanue.

Ansa untuposanus: Jlykawosa J1.B., AgpaHacseBa O.U., lNopTHaruHa E.B., Xmenesa A.H., YepHbiwosa H.[1. JledeHve rpvnna v apyrux ocTpbix
pPecnupaTopHbIX BUPYCHbIX MHOEKLUMIA y AeTel: pe3ysbTaTbl MHOMOLEHTPOBOIro ABOMHOIo Caeroro niauebo-kKoHTpoIMpPyeMOro paHaoM1U3npo-
BaHHOIO CPaBHUTEJILHOIO K/IMHUYECKOro nccienosaHuvs. Poc BectH nepuHaron v neavarp 2021; 66:(1): 131-139. DOI: 10.21508/1027-4065-
2021-66-1-131-139

The article presents the main results of a randomized clinical trial of the efficacy and safety of Panavir®, rectal suppositories 100 pg,
in children with influenza and other acute respiratory viral infections (ARVI).

Characteristics of children and research methods. The trial included 40 children from 12 to 17 years old, the children were randomized
into 2 groups: 20 children were treated with Panavir®, 1 rectal suppository per day for 7days, 20 children received placebo according
to Panavir® regimen on the background of standard symptomatic therapy. The scientists monitored the efficacy criteria: the primary
criteria: recovery time and the number of patients with successful treatment (normalization of axillary body temperature no later than
48 hours of therapy); the main secondary criteria: the timing of the normalization of body temperature, the disappearance of intoxication
and catarrhal symptoms and satisfaction with the results of treatment by the parents / adoptive parents of patients on the IMPSS scale.
Results. In the Group of Panavir®, the authors registered shorter mean recovery periods (4.5 days versus 7.4 days in the Group of Pla-
cebo), normalization of body temperature (39.1 hours versus 76.1 hours) and regression of intoxication manifestations (2.9 days versus
4.3 days) and catarrhal (3.4 days versus 5.6 days) syndromes (with statistical significance of intergroup differences). The treatment
success was achieved in 85% of cases in the Panavir® Group versus 30% of cases in the Placebo Group; according to this criterion
Panavir® exceeded placebo by at least 24.7%. At the end of the therapy course, 80% of the parents / adoptive parents were satisfied with
the treatment results in the Panavir® Group versus 25% of cases in the Placebo Group. The authors determined a comparable incidence
of adverse events in the Panavir® and Placebo Groups. There were no adverse events associated with the administration of Panavir®.
Conclusion. This study established the efficacy and safety of Panavir® in the treatment of children of 12-17 years old with influenza and other
acute respiratory viral infections. This drug with a combined antiviral and immunomodulatory effect is promising for pediatric practice.

Key words: children, acute respiratory viral infections, influenza, Panavir®, placebo-controlled study.
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CTpble peCcnUpaTopHbie BHUPYCHBIE HMHMEKIUN

(OPBH) 3anumalroT Bemylllee MECTO B CTPYKType
MHOEKIIMOHHOM MaTOJOTUN Y B3pOCIbIX M neTeil. Exe-
TOAHO B MUPE PETUCTPUPYIOT A0 | MJIpI cliydaeB rpuIIa,
U3 KOTOPBIX 3—5 MJIH — TspKeJble (hopMbl 3a00J1eBaHus,
¢ JIeTalbHBIM ucxoaoM y 290—650 Teic. yenosek [1, 2].
B Poccuiickoit ®Penepaunu B 2019 . 3a6osieBaeMOCThb
rpuninom u apyrumu OPBU, cornmacHo odunmnanbHbIM
naHHbIM, coctaBuia 37,3 u 20355,0 Ha 100 Thic. Hace-
JIEHUST COOTBETCTBEHHO, MPU 3TOM IO AeTeii 1o 17 et
cpenu niepeHecinx OPBU nmocturna 71,6% [3].

B Hacrosiee BpeMss Ha Tepputopuu Poccuiickoii
Deneparuy 3aperucTpUPOBaHbI TPOTUBOBUPYCHBIE TTpe-
MapaThl C Pa3TUIHBIM MEXaHU3MOM JIEUCTBUSI U UMMYHO-
MOJYJISITOPBI, KOTOpbIe MpUMeHsItOT B Tepaniuu OPBU —
CEeJIEKTUBHBIE WHTMOUTOPHI BUPYCHOM HEHpaMUHMIA3BI
(ocenbTaMUBUP M 3aHAMUBUP), WHIYKTOPHI WHTep(de-
poHOB U ap. [4]. B mocieqHue ronbl 0003HAYEHBbI Clie-
JyIoIIKe MPoOJeMHbBIE acTIeKThl 3TUOTPOITHOM Teparuu
OPBU: orpaHWYeHHBII CIEKTP MPOTUBOBUPYCHBIX Tpe-
IMapaToB C MPSMBIM BO3ICHCTBUEM Ha PETUTMKAIINIO BO3-
OynmuTesIst, y3Kas HalpaBJIeHHOCTh MX JCUCTBUS U Orpa-
HUYEHUST TI0 MPUMEHEHUIO, CBSI3aHHBIE C COCTOSTHUEM
WM BO3pacTOM MalMEHTa, BO3pacTaolllasi Pe3uCTEHT-
HOCTh BMPYCOB K HauOoyiee 4acTo U HEOOOCHOBaHHO
HCTIOJb3YeMbIM JICKAPCTBEHHBIM CpPEICTBAM, MPOTUBO-
PEUMBOCTh JAHHBIX O KIMHUYECKOW 3(DGHEKTUBHOCTU
1 6€30TIaCHOCTH TPEIapaToB B TOBCEIHEBHOM MTPaKTUKE,
HEJI0CTaTOUHAs MPUBEPKEHHOCTh MAIlMEHTOB JICYCHUIO
(KoMILJ1aeHTHOCTB) [5—9].

BcemupHas opranuzanusi 3npaBooxpaHeHusi B 2019 .
AHOHCHMPOBaJIa NIO0ATBHYIO CTPATeTH0 OOPHOBI C TPUII-
oM Ha 2019—2030 rr., o1HO M3 HaMpaBJIeHUI KOTOPO —
cozelicTBue pa3padboTke Oosiee 3 GHEeKTUBHBIX MTPOTUBO-
BHMPYCHBIX ITPEIapaToB, MOAYJIITOPOB UMMYHHOTO OTBETA
U IIMPOKO PEAKTUBHBIX MOHOKJIOHAJIbHBIX aHTUTEN [1].
B pamxax maHHOI CTpaTerMy MepCIIeKTUBHBI JajlbHE-
IIYe UCCIeIOBaHUS U BHEAPEHUE B KIIMHUYECKYIO MpaK-
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B NMOMOLLIb TPAKTUYECKOMY BPAYY

THUKY JIEKAPCTBEHHBIX CPENICTB ¢ KOMOMHUPOBAHHO TTPO-
TUBOBUPYCHON M UMMYHOMOIYJIUPYIOIIEH aKTUBHOCTBIO
I ieyeHust rpumnra u apyrux OPBU.

C 3TOli MO3UIIMK TIPENCTABIISIET UHTEPEC OPUTMHAb-
HBIIl OoTeyecTBeHHbIN npernapar IlaHaBup® ¢ MPOTUBOBK-
PYCHBIM M UMMYHOMOYJIMPYIOIIUM 3dekramu (Baaesert
peructpanronHoro ynocroepeHus (PY) — OO0 «Hauuo-
HanbHasg ~ Uccnenosarenbckas  KommnaHusi»).  AKTUB-
HOE BeleCcTBO mperapata — IlaHaBup® (monmcaxapuibl
noberoB pacteHust Solanum tuberosum). B mpoBeneHHbIX
paHee MOKIMHWYECKUX M KIMHUYECKMX HCCIISIOBAHUSIX
(BO B3pOCJI0i1 TIOMYJISILIMA, Y TIALIMEHTOB B Bo3pacTe 18 jer
U cTapliie) NpoJeMOHCTPUPOBAH XOPOIIUi Mpoduib 6e3-
oracHOCTH 1 3¢ deKTMBHOCTU 1aHHOTO npernapara. [TaHa-
Brp® paspelleH K MEIULIMHCKOMY IIPUMEHEHHIO B KAYECTBE
MPOTUBOBUPYCHOTO CPEACTBAa B BUJE pacTBOpa ISl BHY-
tpuBeHHOTro BBeneHus 0,04 mr/mi (PY NeP N000299/02
or 07.11.2011), cynno3utopueB pekTaibHbIX 200 MKT
(PY NeJIC-001696 ot 02.12.2011) u rtenst mia HapyxX-
Horo u MectHoro nipumeHeHus 0,002% (PY NeJIC-001697
ot 02.12.2011). Ilpenapatr peKoMeHIOBaH sl JICYEHUSI
reprecBUPYCHBIX WMH(MEKIMI pa3INyHON JIOKAIM3aliH,
LINTOMETAJIOBUPYCHOM  MHMEKIMU,  MariIOMaBUpyC-
HOl mHpeKuMn M KiemeBoro sHuedammra. [Ipemapar
IManaBup®, cymmosuropun pekranbHble 200 MKr paspe-
1IeH K MPUMEHEHMIO Y B3pOC/bIX Mo nokaszaHuio «OPBU
W TPUIIIT B COCTaBE KOMIUIEKCHOM Teparum».

B 2017 r. mpoBeneHO paHIOMU3MPOBAHHOE KIMHUYE-
ckoe uccnenoanre (PKK) mo oienke addekruBHOCTH
n OesomacHocT mperapara IlaHaBup®, CyIImO3MTOpUN
pekranbHble 100 MKT, ipu ieyeHunu rpurnia u apyrux OPBU
y neteit — PSD-01-2016 (pa3perenue Ha ipoBeaeHrue PKN
Munsapasa Poccrn Ne823 or 29.11.2016). B crathe npe-
CTaBJICHbl OCHOBHBIE PE3YJIBTaThl JAHHOTO UCCJIEIOBAHUSI.

Iean uccienoBanms: oreHKa 3 GHEeKTUBHOCTU U 6€30-
rmacHocTu Impenapara IlaHaBup® B JieYeHHWM TpUIIIA
u npyrux OPBU y neteit Ha ¢hoHe cTaHAapTHON CUMIITO-
MaTUYEeCKOM Teparnuu.

XapakTepucTuka peten un MeTogbl UCcriefoBaHns

JlaHHO€ MHOTOIIEHTPOBOE JBOMHOE Cliernoe Iuiale-
o0o-koHTposmpyemoe PKHW 111 da3sl mpoBoguiv B 31m-
nemudeckuii ce3oH 2017 . B 2 pocCHIICKUX MCCIEIOBa-
Teabckux leHTpax. PKW BbINOTHEHO B COOTBETCTBUM
¢ IlpaBunamu Hamiexaiieil KJIMHUYECKON TMpPaKTUKU
¥ IpUHLIMIaMU XeJIbCUHKCKON neKnapauun BcemupHoi
MEIUIMHCKOM accouuanuuu. Jlo BKJIIOUEHUS B UCCIIeN0-
BaHME POIUTEJN/YCHIHOBUTEIN YYaCTHUKOB ObLIM O3HA-
KOMJIEHbI ¢ uH(bOopMalmeil o0 uccieToBaHUM U TTOATTH -
cbiBasIM (hOpMy MHDOPMUPOBAHHOIO COTJIACHUSI.

B uccnenoBanue Obutn BkiItoueHbl 40 neteit (21 masb-
yuk U 19 geBouek) B Bo3pacte OT 12 1o 17 MOJHBIX JieT
¢ 1MarHo3om rpurnmna wim apyroii OPBU.

Kpurepuu BKIIOYEHMST B MCClIeOBaHME: TTMCbMEHHO
oopmiieHHOEe MH(DOPMUPOBAHHOE COTJIacue Ha yJacThe
B MCCJIEIOBAaHUU U COOJIIOIEHNE BCEX yKa3aHWi Bpaya-
UccienoBaresiss Co CTOPOHBI POAMTENeH/yChIHOBUTE e
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Jykawosa JI.B. u coaem. JleueHue rpurma 1 ApYrux OCTPBIX PECIIUPATOPHBIX BUPYCHBIX MHMEKIINH Y IeTeil: pe3yIbTaThl MHOTOIIEHTPOBOTO ABOWHOTO. ..

MalyeHTa; BO3PacT IMallMEHTOB MYXKCKOTO M XKEHCKOTO
nosia ot 12 go 17 neT BKIIIOUMTEIBHO; Macca Teaa ot 35
g0 70 KT BKJIIOUUTEIbHO; HAJIWYME KIMHUYECKU IO/~
TBEPKIEHHOTO ArarHo3a rpurmna wiu apyroii OPBU ner-
KOW WU CpelHel CTENeHM TSKECTH HEOCIOXHEHHOTO
TEeYEeHUs; TIOSIBJICHUE TIEPBLIX CUMIITOMOB 3a00JIeBaHUS
He no3aHee 24 4 1o Havyana Busura 0/1; cumnTombl 3a00-
JIEBaHUS M UX BBIPAXKEHHOCTD (TeMIIepaTypa Tejia B MO~
MblleyHoit BnaauHe ot 37,5 °C no 39 °C BKIIOYUTETBHO
Ha MPOTSIKEHUM 2 TTOCTICTHUX U3MEPEHMI C MHTEPBAIOM
MEXIy U3MEPEHUSIMU, UCTIOJb3YeMBbIMU ISl OTpenesie-
HUST JTAaHHOTO KPUTEPUSI, He MeHee 2 U; HaJIMuKe He MeHee
3 CUMITOMOB U3 ClIeAyIONIMX 9: KallleJb, 3aTpyIHEHHOE
HOCOBOE JIbIXaHWe, BBIICJICHUS U3 HOca, TiepllieHue,/00Ib
B ropJie, TUTIepeMUsl TIIOTKU, OCUILJIOCTh rojioca, obliee
HeJIOMOTaHKe, TOJIOBHasl 00Jib, 6OJIb B MBIIIIIAX/CycTa-
Bax); cymMMa OajutbHOM O1leHKHM (110 miKaje oT 0 — oTCcyT-
CTBHE CHMIITOMAa 10 5 — HaWBBICIIAsl BBIPAXKEHHOCTh
CHMIITOMA) MO CJIEIYIOIIMM CUMITTOMAaM: Kallle/ib, BbIIE-
JIeHUsI U3 Hoca, o0lllee HemomMoraHue — ot 3 mo 9 Oai-
JIOB BKJTIOYMTEJIBHO; 3aKJTIOYeHUE Bpadya-HUCCeI0BaTest
(c KOHCyNbTaluen, Npu He0OXOMMMOCTH, HE3aBUCUMBIX
Bpayeil-CrelMaiiucToB, He 3aHITBIX B MCCIIEIOBAHUMN)
00 oTcyTcTBUM OcoxHeHui rpunmna/OPBU.

Kpurepun otkasza oT BKJIIOUEHUE B UCCICIOBaHUE:
JUTATETbHOCTD  MPOSIBJICHUST KIMHWYECKUX CUMIITO-
MoB Ooinee 24 4; Temnepatypa Teaa o6onee 39 °C; MoOHO-
HYKJIe03; XpoHudeckue 3aboneBanuss JIOP-opranos
(CUHYCUTBI, OTUTHI, TOH3WUINT); peaklUM TUIIEPUYB-
CTBUTEJIBHOCTU B aHaMHe3e K IperaparamM HCCIeno-
BaHUS WM UX KOMIIOHEHTaM, a TakXke K IperaparaM
CTAHIAPTHOM CHMIITOMATUYECKOW Tepanuu; Haaudue
KJIMHUYECKU W/WIM J1abOpaTOpHO AMArHOCTUPOBAH-
HOTO OCJIOKHEHHOTO TeYeHMSI OCHOBHOIO 3aboJieBa-
HUS, B TOM 4YKClIe B BUAe OaKTepuUabHON MHGMEKIUU
BEPXHUX W/MJIM HUXKHMUX JBIXaTeJIbHBIX IyTei; HeoO-
XOIMMOCTh CTallMoHapHoro JjevyeHusi rpunma/OPBU;
TSDKENIbIE COITYTCTBYIOIIME 3a0ojieBaHUsI, TpeOylolre
Ha3HAYeHUs aHTMOMOTUKOB W CTEPOMIHBIX TTPOTHBO-
BOCTIAIUTENIBHBIX CPEACTB; OEpEeMEHHOCTh WU TIEPUOJI
JIAKTalluM; JIEeKOMIIEHCHUPOBAHHAsI CEepACUYHO-COCYIU-
cTasi TIaTOJIOTUsI, BPOXACHHBIE HeMEKTHI WM TSKe-
JIble XpOHWYeCKHe 3a0oJieBaHUS JIETKUX, ToYedHast
WA TIeYeHOYHass HEIOCTaTOYHOCTh (OCTpast WM Xpo-
HUYeCcKast); HaJudue B aHaMHe3e¢ OHKOJOTUYECKUX
3a00JieBaHUI, WMMYHOIETIPECCUBHBIX  COCTOSIHWIA,
BBIpaXKEHHBIX aJIJIEPTHIA, caxapHOro auadbeTa U APYTHUX
BBIpAXKEHHBIX OSHIOKPUHHBIX PACCTPOMCTB, TYOEPKY-
Jie3a, aJKOTOJIbHOW MM HapKOTUYECKOW 3aBUCHUMO-
CTH, HEBPOJOTMYECKUX M TICUXWYECKUX 3a00JIeBaHUIL;
BaKI[MHALIMSI OT CE30HHOTO TpUIINa MeHee 4eM 3a 12
MeC J0 Hayajla MCCJAeJAOBAHMS; MPUEM 3arpelieHHbIX
B HACTOSIIEM WCCIeAOBAHUM TIPENapaToB, a TakKxe
JIIOOBIX MCCIIEAYeMbIX MperapaToB U 3aperucTPUpPOBaH-
HBIX TIpEapaToB BHE paMOK MOKa3aHUI B MHCTPYKIIUU
110 MEIUIIMHCKOMY TIPUMEHEHUIO (B TOM YHCIIe y4acTHe
B KJIMHHMYECKMX MCCIeIOBAHUSIX, KPOMe HEMHTEPBEH-

LIMOHHBIX) B TeyeHMe | Mec J0 BKIIIOYCHWUS TMalieHTa
B UCCJIEIOBAaHUE U B T€YEHUE BCEro Mepuoa MCCaeno-
BaHUS; TIPUEM MALUUEHTOM IPYIMX MPOTHUBOBUPYCHBIX
npernapaToB MeHee yeM 3a 30 nHel 10 Havyajia UCCaeno-
BaHUsI; TshKeynoe TedeHue rpumra wiu apyrux OPBU;
J11000€ Jpyroe COCTOsIHME WM 3a0ojieBaHUE, TPernsiT-
CTByIOIIlee, MO0 MHEHHWIO Bpaya-uccienoBaTessl, yda-
CTHIO TIAlIMEHTA B UCCJIEIOBAHUM; IETU-CUPOTHI U IETH,
ocraBiuecs 0e3 MmornevyeHus poauTelieil; yyacTue B Ipy-
TOM KJIMHUYECKOM UCCIIeIOBAaHMM Ha MOMEHT IO CA-
HUS MH(GOPMUPOBAHHOTO COIJIaCHs, a TakKXKe, B clydae
y4acTHsl B TIPEABIAYIIEM KIMHUYECKOM MCCIeIOBaHUM
He paHee yeM yepe3 3 Mec 1ocjie ero OKOHUYaHMSI.

IlepBuuHbIM KpuTepueM 3(POEKTUBHOCTU BbIOpaH
CPOK BBI3IOPOBJIEHUST MALMEHTOB. YUUTBHIBAIM CIIEAYIO-
e KPUTEPUM BBI3TOPOBIECHUST OOJBHBIX: HOpMalA3a-
1Ml TEeMITepaTypbl Tejla B TEUEHUE He MeHee 3 TToc/Ie10Ba-
TeJbHBIX CyTOK; 0 6aJIJTOB IO CUMIITOMAaM MHTOKCUKALIMK
M KaTapaJbHbIM CUMITOMAaM; OTCYTCTBUE OCJIOXHEHUIA,
HOpMaJIn3alus KOJIM4ecTBa JEHKOIIMTOB U JIMMMOLIMTOB
un COB. B kauecTBe TOMOJHUTEILHOTO KpUTepust 3pdek-
TUBHOCTHU paccMaTpUBAIIA YKCJIO TIAIIMEHTOB, Y KOTOPBIX
JOCTUTHYT YCTIeX JiedeHHs (HOpMaau3alyst aKCUJUISIpHOM
TeMIiepaTyphbl Tejla He TI03IHee yeM yepes 48 4 Teparnun).
BropuuHbie Kputepun 3(pOEeKTUBHOCTU: CPOKHU HOpMa-
JIU3alUM TeMIIepaTyphl TeJla, UICYe3HOBEHUSI CUMITTOMOB
WHTOKCHUKALIMM M KaTapaJbHbIX CHUMIITOMOB; KOJIMYe-
CTBO PECITMPATOPHBIX U TIPOYMX OCIOXKHEHUIM OCHOBHOTO
3a00JIeBaHMST; YMCJIO CJlydyaeB MOTPEOHOCTU B Ha3Haye-
HUY aHTUOAKTEepUATbHOI Tepariuy; YMCIIO clydaeB rmepe-
xoma OPBU /rpumnma B TsKeyto (hopMy; cyMMapHas 103a
napaueramoJsia/udyrnpodeHa, MPUHITOrO B XOJe MCCe-
JIOBaHUsI; OTBET Ha JiedeHue 1o mKaie IMOS (Integrative
Medicine Outcome Scale), ¢ Touku 3peHust Bpauya-uccie-
JloBaTesisl; YIOBJIETBOPEHHOCTh pe3yJibTaTaMu JIeUeHUs
POIUTENISIMU/YCBIHOBUTESIMU  MTAIlMEHTOB TI0  IIIKaJle
IMPSS (Integrative Medicine Patient Satisfaction Scale).

Jns olieHKM 0€30MacHOCTU MCIOJIb30BaIN CJIEIYIO-
IIMe TapaMeTphbl: HAJTMIUEe U XapaKTep HeXKeJaTeJTbHBIX
SIBJICHUW UM TSDKETbIX HeXelaTebHbIX SIBICHWI, UX CTe-
MEeHb TSOKECTH, CBA3b ¢ UCCIIeIyeMbIM TperapaToM,/TIpe-
apaToM CpaBHEHUSI U UCXOI.

Ju3aitH uccnenoBaHusl — IBOMHOE CJIENoe, CpaBHU-
TeJbHOE, Mialedo-kKoHTpompyeMoe PKHM B mapasiens-
HBIX TPYIIIax.

WccnenoBaHue OCYIIECTBISUIA TIPU  aMOYJIaTOPHOM
MpyeMe MalMeHTOB. YYaCTHUKOB MCCIIEIOBAHUS PaHIO-
MM3UPOBAIM B OfHY M3 Tpymnm. [TauueHTs rpynmsl [TaHa-
BUp® TIPUMEHSUIM KCCIIEAYEMBbIil IIperapar pPeKTaJbHO,
no 1 cynmosutoputo (100 MKr) BeuyepoMm mepern CHOM,
B TeyeHue 7 gHeil. [1ammenTsl rpyniisl [1nane6o nomyyanm
pernapar CpaBHEHUSI IO cxeMe rpuMeHenus [Tanasupa®.
YyacTHMKaM WMCCIIeIOBaHMS Ha3HA4YaId IO TOKa3aHUSIM
JIEKapCTBEHHbIE CPEICTBa JIJISI CTAaHIAPTHOM CUMITTOMA-
TMYeckoi tepanuu rpumnma u apyrux OPBUW: mapaiera-
MoJI/ubyrnpodeH, KCUIOMETa30JMH (Karuli Ha3aJbHEIE),
aMOpOKCOJI, acKOpOMHOBAas KMCJIOTa, KOMIUIEKCHbBIC
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MOJIMBUTAMMHHEBIE TIperapaThl B TEepUOIE PEKOHBaseC-
HeHIMy 3adoneBaHus. OOIIas MPOAOJIKATEIBHOCTD yJa-
CTHUSI TIAllMEHTa B MCCIIEJIOBAHUM COCTaBUJIa He MeHee 7
u He 6onee 14 nHei.

JuzaiiH WcclenoBaHUsI C MPOLEAypaMU BU3HMTOB
TMpecTaBieH Ha puc. 1.

CTaTUCTUYECKUI  aHaJIU3  JaHHBIX  [POBOIMIN
C MICTIOJIb30BAHUEM SI3bIKA CTATUCTUYECKOTO TTPOTPaMMU -
posaHus R, B BapunanTe cbopku ot Microsoft R Applica-
tion Network (R Bepcuu 3.4.0 (2017-04-21)).

ITpu pacyete pasmepa BBHIOOPKU YYUTBIBAIM CJie-
JIYIOIINE ACIeKThl: CTATUCTUUECKHE TECThl MPOBOIWIN
JUIST  OJHOCTOPOHHEN TUIOTe3bl O IIPEBOCXOACTBE
a¢ddekTa OT MPUMEHEHUST MCCIEIyeMOro Iperapara
Hajn TUtanebo; KPUTHYECKMH YpOBeHb 3HAYMMOCTHU
MpU TIPOBEPKE CTATUCTUYECKUX TUIIOTE3 p TMPUHUMAIN
paBHbIM 0,05; MoiuiHOoCcTh KputepueB — 80%. B kaue-
cTBe Kputepusi 3(HEKTUBHOCTU MJIsI pacyeTa pasmepa
BBIOOPKM HCIOJIb30BaHbI JaHHBIE IO YacTOTEe HOpMa-
JIM3alMU TeMIlepaTypbl Teja He ro3gHee 48 4 Tepa-
muu. B CBA3M ¢ OTCYTCTBHEM KIMHMYECKMX JaHHBIX
00 3¢ dexTUBHOCTH uccaeayeMoro Iperapara I[lana-

B NMOMOLLIb TPAKTUYECKOMY BPAYY

BUp®, CYIITO3UTOPUM peKrajibHblie 100 MKI, 1o mep-
BUYHOMY KpuUTepHio 3GGEKTUBHOCTH, TPUHSTOMY
B HACTOSIIIIEM WCCIeIOBaHWU, Ui pacyeTa pasMepa
BBIOOPKM OBLIM B3SITHI Pe3YJIbTAThl POBEJICHHBIX paHee
HUCCIEIOBAHUI TI0 TIPUMEHEHUIO MPOTUBOBUPYCHBIX
MpenapaTtoB ¢ WMMYHOMOIYJIUPYOIUM 3 dekToM:
oxXujaemast YacToTa HOpMaau3alu TeMIlepaTyphl Teja
He mo3aHee 48 4 tepanuu B rpyrae [lmanedo cocrtas-
ssma okosto 30%, B rpymme Apoumona® — okono 60%
n B rpynne Murasupuna® — okoso 90% [10]. Takum
0o0pa3oM, HOpMaju3alMsl TeMIlepaTypbl Teja JOJIKHA
HacTymathb He rmo3aHee 48 4 eueHust B 60—90% (B cpen-
HeM 75%) ciiydaeB jiedeHUsl mperaparaMu ¢ UMMYHO-
monynupyomum addekTom. Ha ocHOBaHMM maHHOTO
CTAaTUCTUYECKOTO  TIOJIOKEHMSI YUCIO0  YYaCTHUKOB
coctaBmwio 32 (mo 16 B kaxmoit rpymme). C ydyeToM
Koa(PUILIMeHTa 0XXUAAEMOTO JTOCPOYHOTO BBHIOBIBAHUS
BKJIFOUEHHBIX MMALIMEHTOB U3 uccaeaoBanus 10 20% pas-
Mep BbIOOpKU cocTaBu 40 y4acTHUKOB.

B craructuueckoMm aHaliM3e MCIOJB30BAIA JIBYX-
BBIOOpOUHBIN KpuTepuii CTbIOAEHTa ST HOPMAaJIbHO
pacripelieIeHHbIX JaHHbIX W U-Kputepuii MaHHa—

| CHpHHHHT (BHanT D) |

| Pangomuzayus (Buautl) |

PaHpo MH3aLMA B Fpynny
NMaHapup®
(20 naumeHTOB)

MaHagup®
CYNMO3HTOPHH pelTanbHble 100 mKr,
7 OHeidl + cTaHAapTHan Tepanua

PaHAo MH 3aLLHA B FpYNMY
NMnayebo
{20 nauHeHTOoB)

Mnauebo
CYNMO3NTOPHH PEHTanbHblE,
7 pHeil + cTaHpAapTHaA Tepanua

| Bu3ut la—gHu 3-5 (B 33BHCHMOCTH OT COCTOAHHA NALHEHT]) |

TenedoHHble KOHTAKTbI

| Busutel 2 {aenb 8) 1 3 {uepes 721 geub nocne Busurta 2) |

3aBEpLIJEHIIe HCCNeQOoBaHHWA, pa3ocnenneHHe H OGBEEOTI{E OaHHbIX,
3aknoueHme o GesonacHocTi HCCAeQyeporo Npenapara

CrpuHuur (Buaur 0) Pangomusaum (Busur 1)

" noAnHcaHue
WHPOPMHPOBEHHOTD COTNACKHS;

" chop aHamHes a,
nemorpadiye cruy

= HANHWYE CHUA OCMOTR;

"HOMANEHC AB0pETOpHEY
HCCARAOBaH WA
{aHANM3 bl KDOBH W MOUM
no bezonacHocTy,
IKCAPECC-TECT MOMK
HabepeMeEHHOCTD
AN aesoder 0T 12 neT)

HEHTPONOMETPHYE CHMX AaHHbBIX]

= MOHHTOPHHT HPHTEQHEE
BHITI0M 2 HHA/HE BHAIOM 2 HUA
W pEHA0MH3 SLHS;

= BBIgEHE HCCABAYEMOFD
npenapara hau naagebo;

" =3 HEMEHHE CTaHAapTHOM
CHMNATOMETHYE CHOM TEDann;

" Bblflzda AHE BHWKS NalWeRTa

® cornacoBaHmne FpadiKa
Tene GoHHBIX KOHTAKTOB
MEHAY BHI HTamKl 1 1 2

W HHCTRPYKRTEH N0 2r0 BEAEHHAKD,

BusuT 3
= perucrpayua HA
W COMYTCTEYIOLLE i T2 panuu;
= HAWHWYE CHHIA O CAOTR]

Byaur 2
= perucrpauua HA
W COMYTCTEY MW E i Tep anum;
" KAWHWYE CHHA OCMOTP,
= KoMANEKC Nab opaTo pHBIK
HCCnegoBaHuil
(aHANMI Bl KPOBH W MOYK
no besonacko cTr);
" QUEHHa OTBETA Ha NEMeHHe
no wxanam IMOS u IMPSS;
® B03BpET NPENAPAToB
HAHEBHHES NALHEHTE;
= OLEHHE KPHTE PHEE HCHIMEHHA
W HOMPAABSHTHO CTH

= HoMAnEKC NaboparopHeix
HCCAeaoBaHn i
{@HENM3 bl KPOBH W MOYH
no GesonachocTm),
MPH HAMHMHK OTHACHE HHE
NOKES aTENEH 0T HOpMbl
HaBusnTa 2;

" ol HKa OTEETa Ha NeveHne
no wkanam IMOS 1 IMPSS

= KAWHHAYE CHAA OCMOTR

= perucTpauis HA U conyToTBymWE i Te panni

Busur 1a

Puc. 1. JIn3aiin uccjaeroBaHus.
HA — Hexxenare/ibHbIE SIBJICHHUS.

Fig. 1. Study design.
HS — adverse events.
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Heszannan HPOBaHHbIE BH3MTHI

= nrofible HeofXogUMbIE NPOUEAYPEl, NPEAYCMOTPEHHBIE
HHE NPEAYCMOTPEHHBIE TROTOKGIOM HCCIef 0k aHHT
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YUTHU 11 JaHHBIX, 3aKOHBI PacIpeaeieHUsT KOTOPbIX
OTJIMYAJIUCh OT HOpMaibHOTO. [IpoBepKy HOpMasb-
HOCTU JAaHHBIX OCYIIECTBIISUIM C TIOMOILIBIO KPUTEPUSI
[anmupo—Yuika. OgHOPOIHOCTh AAHHBIX TPOBEPSUIU
¢ UCTIoIb30BaHKeM Kputepust dpunmana.

Jng  omnMcaHWsT KOJWYECTBEHHBIX TIEPEMEHHBIX,
pacripefie/IeHHBIX 10 HOPMaJbHOMY 3aKOHY, OIpeie-
JIsiId cpeaHee 3HadyeHue (M), craHmapTHOE OTKJIOHEe-
Hue (CO) m 95%-i1 moeputenbHBINN MHTEpBaN (95%
JAWN). dns onuvcaHuss KOJUYECTBEHHBIX NAHHBIX, pac-
MpeaeIeHHBIX TT0 OTIMYHOMY OT HOPMAaJIbHOTO 3aKOHY
pacripefieieHUs1, BbIUMCISAAN MeauaHy (Me) m Mex-
KkBapTuabHbIN auana3zoH (MKJI). Ius onucaHust Kkare-
TOpUAIbHBIX TIEpEeMEHHBIX (M3MEPEHHBIX TI0 HOMUHATb-
HOI1 1IKaJie) TPUMEHSLIM YacTOThI U JI0JIU, a Takxke 95%
AW nna monw; oOpaboTKa KaTeropuaibHBIX JaHHBIX
MpoBeJicHa ¢ UCITOIb30BaHUEM TaOJIUI] YaCTOT U COTIPSI-
KEHHOCTH, TOYHOTO Kputepus Pwuinepa, KpuTepus
paBeHCTBa 4yacToT U Kputepus x> [TupcoHa.

PesynbTathbl

[lpy cTaTMCTMYECKOM aHaIM3¢ Ha WCXOTHOM 3Tarre
3aperucTpupoBaHa COMOCTaBUMOCTb Tpyr I[laHaBup®
n [lnanedo mo moJy, Bo3pacTy U Macce Tejla MalleHTOB
(Tabn. 1).

Pesynsrarel anammuza sddexkruBnoctu. [Ipu ouenke
3(HEeKTUBHOCTY Tepanmuy 1O TIEPBUYHOMY KpUTE-
PUIO 3apeTHCTPUPOBaH 0ojiee KOPOTKUI CPETHUI CPOK
BbI3IOpOBIcHUS B rpyrie [lanasup® — 4,5 nust (95% AU
3,3—5,7 nHs) B CpaBHEHMHM C aHAJIOTMYHBIM MoKa3are-
sieM B rpymniie [Tnane6o — 7,4 nus (95% AU 6,6—8,1 aus;,
»=0,0003). IIpy MOHUTOPUHTE NOMOJHUTEIHHOTO KpU-
Tepust 3(PHOEKTUBHOCTH BBISIBIEHO IOCTIDKEHHME ycriexa
gedeHnst y 85% maumentoB rpymmbl [lanaBup® (95%
U 62,1-96,8%) n Bcero y 30% 6oabHbIX rpynmbl [Tna-
ue6o (95% AN 11,9-54,3%; p=0,001). UnHTepBanbHas
OlLIEHKA pa3JInYMii MEXIy TPYIIIaMu CBUICTEbCTBYET,
4YTO HCCleayeMblii rnpenapar IlaHaBup® IMpeBOCXOIUT
mane6o Kak MUHUMYM Ha 24,7% B OTHOLIEHWU ycriexa
JieyeHus (puc. 2).

JaHHble wucclienoBaHus 3(h@GEKTUBHOCTU Teparun
10 BTOPWYHBIM KPUTEPUSIM TIpEICTaBIeHbI B Tabd. 2
n Ha puc. 3 u 4. B rpynme ITanasup® 3ahMKCUPOBaHbBI
6oJice KOPOTKHUE CPeIHUE CPOKM HOpMAaIU3aluy TeMIie-
paTyphl Tejla U perpecca MpOsBICHUI MHTOKCUKAIIMOH-
HOTO U KaTapaJbHOTO CUHAPOMOB. [1pu cTaTucTUYeCKOM
aHaju3e CyMMapHBIX 103 Tapaleramosia/udymnpodeHa,
MPUHSITOTO B TIPOLIECCE MCCIEAOBAHUS, OINpPEIeIeHbI
MeIuaHbl CyMMapHBIX 103 MpernapaTa: B rpymie [TaHa-
Bup® — 500,0 mr (MKJI 507,0 mxr), B rpymie ITnane6o —

Tabauya 1. NemorpaduiecKue H aHTPONOMETPHYECKHE TIOKA3aTe I 00C/IeI0BAHHBIX MAIMEHTOB
Table 1. Demographic and anthropometric indicators of the patients

Ipynna ITapamerp Bospacrt, roapt Macca Tena, Kr

M 14,6 51,9

CO 1,1 9,3
IManasup® 95% 11 13,8—15,5 47,5-56,2
(n=20) Min—max 12,0-17,0 38,0—74,0

Me 14,5 49,0

MK 3,0 11,8

M 13,6 48,2

Cco 1,6 9,9
IMnane6o 95% AN 12,9—14,5 43,5-52,9
(n=20) Min—max 12,0-17,0 32,0-70,0

Me 13,0 47,5

MK/ 2,3 10,3
)/ 0,078 0,240
PacripesiesieHue MAMEHTOB MO TOJTY

Tpynma Ton Abe. % 95% AN
Manasup® Myxckoit 9 45 23,1-68,5%
(n=20) Kenckuit 11 55 31,5-76,9%
IMame6o MyxXCcKoW 12 60 36,1-80,9%
(n=20) Kenckuii 8 40 19,1-63,9%
p 0,527

[lpumeuanue. M — cpeanee 3Hauenue; CO — crannaptHoe oTkioHeHue; IV — noBeputenbHblil uHTepBat; Me — meauana; MKJI — MexkBap-

TUJIbHBIN IUANa3oH.
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Puc. 2. Yacrora gocTikenus ycnexa jedenus B rpymnax Ilanasup® u Ilnaneoo.
Fig. 2. Treatment success rates in Panavir® and Placebo groups.

750,0 mr (MK/I 988,5 MKT); pazaudusi MeXIy rpyrniamMmu
CTaTUCTUYECKU He3HaunMbl (p=0,423).

IIpu oueHke orBera Ha jedeHue 1o mkaie IMOS
Bpayu-KMCCIICAOBATEIN OTMEYAId <«ITOJIHOE BHI3IOPOB-
nenue» B 100% cayuaeB B rpynme IlanaBup® u B 90%
ciaydaeB B rpyniie [lname6o (B 10% ciydaeB coCTOsIHUE
OLIEHEHO KaK «3HayuTeJIbHOE YyiydllleHue») Ha Busure 2
1 Yy BCeX MalMreHToB 00eux rpymm Ha Busure 3. Pesyibra-
TOB «yMEepPEHHOE WJIM He3HAYUTEJIbHOE YIydllIeHUe», «0e3
U3MEHEHUI» U «yXyIlIeHne» He PUKCUPOBAIIH.

AHaM3 yIOBJIETBOPEHHOCTU pe3yjibTaTaMu Jiede-
HUS POIUTEISIMU/YCBIHOBUTEIIMU MalMeHTOB
no mkaime IMPSS mokazan «monHyio yooBJIETBOPEH-
HOCTb» OT 3¢deKTa MpPUMEHEHMsT mpernapata y 00Jib-
LIMHCTBA PECITOHAEHTOB rpymibl [TanaBup® u y 1/4 muig
rpynnbl [Tnane6o Ha Busure 2 (p=0,0008). Ha Busure
3 MEXTPYITITOBBIX CTATUCTUYECKU 3HAYMMBIX Pa3inauit
B OLIEHKE YIOBJIETBOPEHHOCTU pe3yJIbTaTaMU JICUCHUS
HE BBISIBIICHO.

B Teyenune neproaa HaGIIOIEHUS HE PETUCTPUPOBAIIN
cydaeB rmepexona MHMEKIIMOHHOIO IMpollecca B TsKe-
Jy1o (opMy M OCJIOXHEHMIA OCHOBHOTO 3a0oJieBaHUSI,

a Takke cilydyaeB IOTPeOHOCTH B Ha3HAYEHUU aHTUOaK-
TepUaIbHOI TepaTnu.

Pe3yabratel aHaim3a Oe3omacHoctH. B TeueHume
nepuoaa HaOJOACHUST OTMEUYEHa XOpollasi TMePeHOCH-
MocTh mnpenapara IlaHaBup® n miane®o y BCeX MCIIbI-
TyeMbIX. B Tpoliecce uMccnenoBaHusl 3aperucTpupoBaHO
6 HexenmatenbHbIX siBeHnit — 3 'y 2 (10%) mamueHTOoB
B rpynme IManasup® u 3 y 3 (15%) mauuveHTOB B IpyIiie
[Tnaue6o.

B crpykType HexenareNbHBIX SIBJICHUN B TpyrIe
IManaBup® GUIyprMpoOBaIM OTHOCUTENIBHBIN JTMMQOLIK-
T03 (2 ciyuast) u yBeauyeHue COD (1 ciyuyaii), B rpyrire
Ilnane6o — nuapes (2 ciyyasi) u coeinb (1 ciyyaii). Bee
Cllydad HEXEATeIbHbIX SIBICHUW ObUIM JIETKOU CTe-
renu. B rpymme TTanaBup® cBsI3b HeXeJaTebHBIX SIBJIE-
HUIi C MPUEeMOM IIperapaTa olileHeHa KaK COMHUTEbHas,
B rpynmne [lnane6o — kak BepositHast (1), Bo3moxHas (1)
u comHutenbHas (1). B 2 ciyuasix HexenareabHbIX sIBJie-
uuii B rpynne [anasup® u 3 ciayvasx B rpynmne Iliane6o
OTMEUYEH MCXOJ <«BbI3IOPOBJIEHUE 0€3 TMOCAeACTBUN».
B 1 ciyuyae HexenaTeIbHBIX siBieHUi B rpyrie [Tanasup®
3apEeruCTPUPOBAHHOE YMEPEHHOE TIOBBIIIEHNE OTHOCH-

Tabauya 2. luHaMAKa KIHHAYECKUX NposiBieHuii B rpynnax Ianasup® u Iliane6o
Table 2. Dynamics of clinical manifestations in the Panavir® and Placebo groups

CpoKu HOpMAM3ALUH

C])OKM HCYE3HOBCHMUA CpOKH HCYE3HOBCHUA

rpy““a HapaMeTp TeMIIEPATYyPsI TEJIA, 9 CHMIITOMOB HHTOKCHUKAIIMH, THH KaTapajJbHbIX CHMIITOMOB, IHA
M 39,1 2,9 3,4
co 16,4 1,7 2,1
TManapup® 95% I 31,4—46,7 2,6-3,3 2,9-3,8
(n=20) Min—max 0—60 2-7 2-7
Me 48,0 2,0 2,0
MK 23,7 0,0 0,0
M 76,1 43 5,6
co 36,6 2,5 2,4
IMnawe6o 95% OV 59,0-93,3 3,7-4,9 5,1-6,1
(n=20) Min—max 0—120 214 214
Me 96,0 3,0 7.0
MK/ 48,0 0,0 0,0
p 0,002 0,0005 0,00003
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pynna = Manasup = = Mnate6o

0.75

BeposiTHOCTb
o
o
o}

0.25

0.00 I
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Cpok HopManu3auumu TeMnepaTypsi

Puc. 3. Ouenku Kannana—Meiiepa 11s BpeMeHH 10 HOpMa-
JIM3AIMK TeMnepaTypbl Teaa (B yacax) B rpynnax ITanaBup®
u [Tnane6o.

Fig. 3. Kaplan—Meier estimates for time to normalization
of body temperature (in hours) in Panavir® and Placebo groups.

TEJBHOTO Kojm4ecTBa JMMGOIUTOB 10 48%, 4TO COOT-
BETCTBOBAJIO CTaINK MH(OEKIIMOHHOTO TIpoIiecca, B CBA3U
C YeM WCXON JaHHOTO HEXEJIATCJIbHOTO SIBJICHUS ObLT
OLIEHEH KaK «HEIPUMEHNMO». CTaTUCTUUECKN 3HAYMMBIX
MEXTPYTITIOBBIX Pa3IMIUi TI0 YacTOTe, CTETICHU TSKECTH,
CBSI3W C TIPMEMOM TIperapaTa U MCcXomax HeXelTaTeTbHBIX
SIBJIEHUI He 3a(hMKCUPOBAHO.

B nporuiecce HaGoaeHUST B 00eMX IpyImIax He 3ape-
TUCTPUPOBAHO CITyYaeB Pa3BUTHUSI TSDKEIBIX HEXKeIaTeIb-
HBIX SIBJICHWI M JOCPOYHOTO BBLIOBIBAHUSI TALIMEHTOB
W3 UCCIIeIOBAHUS.

CpenHee 3HaueHUE ITOKa3aTelsl TPUBEPKEHHOCTH
K Teparmu coctaBuio oyt 100%.

0GcyxpeHue

Pesynsratet PKM  nipopeMoHCTpUpOBaIu  CTaTUCTHU-
4YeCcKM 3HAYMMOE MPEBOCXOACTBO mpemnapara IlaHaBup®
Haz 1auedo Mo MEPBUYHBIM U BTOPUYHBIM KPUTEPUSIM
3¢h(eKTUBHOCTU (B COOTBETCTBUU C MPOTOKOJIOM MCCJIe-
noBaHust) B JieueHuu rpunna u OPBU y nereit 12—17 ner
Ha ¢oHEe CTaHIAPTHOIW CHMITOMATUYECKON Tepanuu.
B rpynmne [laHaBup® 3apeructpupoBaHbl 0oJjiee KOPOT-
KHe CpeIHNEe CPOKHM BbI3IOPOBIIEHUS TTALMEHTOB (4,5 mHS
npotuB 7,4 nHs B rpynne [lnaie6o), HopManu3almum TemM-
riepatypbl Tena (39,1 4 mporus 76,1 94 COOTBETCTBEHHO)

Busur 2

100%

80%

60%

40%

20%

M MNonHOCTbIO yAOBAETBOPEH
W YpoBneTBopeH
B OTHOLUYCb HENTPaibHO

He yoosnetsopeH

KpaiiHe He yaoBneTBopeH

10%

0%
Ipynna MaHaBup®

lpynna Mnauebo

Busur 3

100%

80%

60%

40%

20%

0%

1 MonHOCTbIO YA0BNETBOPEH
W YpoBneTBopeH
H OTHOLLYCb HENTPaibHO

He yoosnetsopeH

KpaiiHe He yaoBieTBOpeH

500

Ipynna MNaHasup®

Ipynna Mnauebo

Puc. 4. Pacnpeneenue pecrionnentos rpymn ITanasup® u ILnamne0o mo yioBieTBOPEHHOCTH Pe3yIbTaTAMHU JiedeH s (OIeHKA 10 IKa-

e IMPSS) na Busurax 2 u 3.

Fig. 4. Distribution of respondents in Panavir® and Placebo groups satisfaction with treatment results (IMPSS score) at Visits 2 and 3.
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1 perpecca MpPOSBICHUII MHTOKCUKALIMOHHOTO (2,9 nmHS
MpoTUB 4,3 THS COOTBETCTBEHHO) U KaTapajibHoro (3,4 nHs
MPOTUB 5,6 THS COOTBETCTBEHHO) CUHAPOMOB. [1pr MOHU-
TOPUHTE JOTOJHUTEILHOTO KpuUTepust 3(h(OEKTUBHOCTH
3a(pMKCUPOBAHO TOCTIXKEHME ycTiexa jedeHus y 85% manm-
eHtoB rpymubl IlanaBup® orHocutenbHO 30% OOMBHBIX
rpynmbl [Tane6o ¢ MpeBOCXOICTBOM IO JaHHOMY KpHUTe-
PUIO MCCIIEMYeMOTO TIperapara Hajl Iiaie00 Kak MUHUMYM
Ha 24,7%. TlonyyeHHble TaHHBIE COIVIACYIOTCSI C OIMyOIM-
KOBaHHOI WHMOpManueil M0 MMMYHOMOAYJIMPYIOIIEMY
npernapary MHrasupuH®, Kortopas Oblla HCIIO/Nb30BaHA
JUTIsT 000CHOBaHUSI 00beMa BBIOOPKM B HACTOSIIIIEM HMCCIIe-
JIOBaHWM, C TIPEAIojlaraeMbIM TTOPOTOM  JIOCTVKEHMSI
ycniexa jtiedenust 75% [10]. Ha MoMmeHT oKOHYaHUST Kypca
Teparnuu OTMEUeHa TOJIHAs YIOBJIETBOPEHHOCTb pe3yJibTra-
TaMU JICUCHUST POIUTEISIMU/YCBIHOBUTEISIMU TIALIMEHTOB
(B COOTBETCTBUM C HAHHBIMA AHKETUPOBAHUS IO IIIKaJe
IMPSS) B 80% ciyuaes B rpyiie [TaHaBup® OTHOCUTEIEHO
25% cnyuaes B rpymne ITnane6o.

B mponecce umcciaenoBaHusl YCTAHOBJIEHBI BBICOKAST
KOMILTAeHTHOCTh, XOpOIasi MIepeHOCUMOCTh CpaBHUBAE-
MBIX TIPEapaToB U COMOCTaBUMas YaCTOTa HeXelaTelb-
HbIX siBieHWi B rpymmax Ilanasup® (10%) u miane6o
(15%), a Takke He 3a(UKCUPOBAHO CTATUCTUIYECKM 3HA-
YUMBIX MEXTPYIITOBBIX Pa3IU4Mili B CTEIIEHM TSKECTH,
CBSI3M C TIPMEMOM TIperiapaTta U UCXoAaxX HeXKeJaTeIbHBIX
SIBJICHUI.

B mepuone HaGmoneHUsT He 3aperUCTPUPOBAHO CITy-
yaeB BBIOBITMSI MAlMEHTOB M CYIIECTBEHHBIX OTKJIO-
HEHUII OT IMPOTOKOJIA MCCAEIOBAHUSI, KOTOPbIe MOTJIN
ObI MOBIUATH Ha 3 (HEKTUBHOCTb Y OE30IMACHOCTb.

Takum o6paszom, mpemapar Ilamasup® oo6mamaer
Oouibllielt TepaneBTUYeCcKoi 3((HEeKTUBHOCTHIO B CPaBHE-
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3al[ll/ITHble CBOICTBA U CIIOCOOBI AKTUBAIIMU CIAN3UCTHBIX 000J109€eK BEPXHHUX AbIXATECJIbHBIX
nyTeii

E.[O. Paoyue, A.H. Paouue, M.A. Bapasuna

®rAQY BO «Poccuiicknii HaLMOHaNbHbIN MCCNeA0BaTENbCKUA MEAVNLIMHCKUIA YyHUBepcuTeT uM. H.W. Muporosa» MuHagpasa
Poccuun, Mocksa, Poccus

Protective properties of the mucosa of the upper respiratory tract and methods of their
activation

E.Yu. Radtsig, A.N. Radtsig, M.A. Varavina

Russian National Research Medical University. N.l. Pirogov, Moscow, Russia

B crarbe paccMOTpeHbI BONPOCHI 3AIIUTHBIX MEXAHU3MOB CJIM3MCTHIX 000J0YEK BEPXHHUX IbIXATENbHBIX MyTeii: MyKONMJIHAPHbIIA
KJIMpeHC, MPOIYKUMS 3ALIUTHBIX 0eJIKOB M CHCTeMa MYKO3aJIbHOro MMMyHuTeTa. [IpuBe/ieHb! 1aHHbIE 0 3HAYEHNUH U B3AUMOCBSA3H
JUMOWIHBIX CTPYKTYP, CBA3AHHBIX CO CJIM3MCTBHIMH 000J0YKAMH PA3JIMYHON AHATOMUYECKO# JoKamm3amun. PaccMoTpeHbl Mexa-
HH3MBbI BO3JEHCTBHS TONMHYECKUX OAKTEPHATBHBIX JIH3ATOB, OMMCAHBI UX 3()()eKTHBHOCTD B JeYeHHH U NMPOGUIAKTHKE pecnupa-
TOPHBIX 3200JIeBAHUII 1 MX OCJIOKHEHUIA.

Karouesvie caosa: demu, 63pocavie, MyK03aabHbLi UMMYHUMEM, CAUSUCHIbIE 000104KU, 6eDXHUE ObiXAMeNbHble NYMU, 1eeHue, npodu-
Aakmuka, monuueckue bakmepuanvisie auzamot, HPC®19, UMYIIOH®.

Ansa untuposauns: Paguur E.fO., Paguur A.H., BapasuHa M.A. 3alumnTHble CBOVCTBa 1 Criocobbl akTUBaLMN CIM3UCTbIX 060J1049€K BEPXHUX
AblxatesibHbIX rnyTei. Poc BecTH nepuHaton n negmatp 2021, 66:(1): 140-146. DOI: 10.21508/1027-4065-2021-66—1-140-146

The article discusses the issues of the protective mechanisms of the mucous membranes of the upper respiratory tract: mucociliary
clearance, production of protective proteins and the mucosal immunity system. The data on the significance and relationship of lym-
phoid structures associated with mucous membranes of various anatomical localization are presented. The mechanisms of action
of topical bacterial lysates are considered, their effectiveness in the treatment and prevention of respiratory diseases and their com-
plications is described.

Key words: children, adults, mucosal immunity system, mucosa associated lymphoid tissue, upper airway tract, treatment, prevention,
topical bacterial lysates, IRS®19, Imudon®.

For citation: Radtsig E.Yu., Radtsig A.N., Varavina M.A. Protective properties of the mucosa of the upper respiratory tract and methods of their
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KaK HUKOT/Ia aKTyaJIbHO B TEKYIIIUI U TTPEAIIECTBYIO-
MW KaJleHgapHble TOmbl OOCYXIEHHE CII0COOOB
3alllUTHl  OpraHWU3Ma OT pa3IMYHBIX WHQMEKIIMOHHBIX
3a0oneBaHuit. Illupoko Tupaxkupyemasi, B TOM 4YHCIIE
CpeACTBaMM MAaccoBOW MHMOpMalMM, 3Ta TeMa IOopoi
BBIXOJIUT 32 PAMKHM MEIMIIMHCKOTO KOHTEHTa, oOpacTast
HEJIO0CTOBEPHBIMHU (PaKTaMM ¥ pEKOMEHIAIUSIMMU.
BpauebHoe coobirecTBO XOopouo MHGOPMUPOBAHO
0 Pa3JIMUHBIX CITOCO0AaX HE TONBKO JICUECHMS, HO U MPO-
(unakTkn MHQPEKIMOHHBIX 3a00JIeBaHUI: KaK CIie-
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117997 Mockaa, yi1. OcTpoBUTSIHOBA, 1. |

uuduyeckoit (BakUMHALMS), TaK W Hecrneuuduueckoi
(mpenaparamMu pa3iMYHbIX K1accoB U (OPM BBIMYCKA).
B pamkax maHHOI cTaThbl MBI XOTUM OOpaTUTh BHUMAaHWE
Bpaueil, 0COOEHHO MEPBMYHOIO 3BEHA, HE HA CUCTEM-
Hble, a HAa TONMWYECKUE Npernaparbl, BO3AEHCTBYIOLINE
Ha CJU3UCTbIE O0OJIOUKU BEPXHMX AbIXaTEJbHBIX IMyTei
1 Ha3HavyaeMble KakK C JIe4eOHOM, Tak U ¢ npoduiakTuye-
CKOW LIEJIBIO.

Tonnyeckue JieKapCTBEHHbIE CPEACTBA UCTOPUUYECKU
LIAPOKO TMPUMEHSIIOTCS B OTEUECTBEHHOI MenulIMHE,
SIPKMI TIpUMEpP — YUIHbIE KaIId U COCYAO0CYKMBAIOIINE
cpencta. HazanbHblil (MHTpaHa3aibHBI) MyThb BBE-
JIEHUs1 TIpenapaToB HKCMOJb3YIOT MPU HEOOXOAUMOCTHU
BO3IEMCTBUSI HEMOCPEACTBEHHO B JIOKYCE BOCHAJIEHUSI
(c aTUM cBsI3aHa U ObICTpOTA MOsIBIEHUS 3 heKTa OT UX
MPUMEHEHUS]) W TPU HA3HAUEHUU CPENCTB, KOTOPBIE
TP TIEPOPATLHOM BBEIECHUM TIOABEPKEHBI TTPEICUCTEM-
Hoii snumuHanuu. [lpu paccacbiBaHUM J€KAPCTBEHHBIX
¢dopm abcopOLMs M3 TMOJIOCTA pTa uyepe3 CIM3ZUCTYIO
000JIOUKY 1IeK WJIM M3 TOAbI3bIYHOU obmactu (cyo-
JIMHTBAJIBHO) JAET BO3MOXKHOCTb JIEKapCTBY MOCTYIATh
HEMOCPEICTBEHHO B KPOBb, MUHYSI BO3ACUCTBUS B XKETy-
JIOYHO-KUIIEYHOM TPAKTE U TIEYEHU, CBSI3aHHBIE C TIEpe-
XOIOM B CUCTEMY V. portae. BaXkHO MOMHUTb, YTO TOTH-
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E.IO. Pa()uue U coagm. 3allIUTHBIE CBOMCTBA U CIIOCOOBI aKTUBALIMHU CIU3UCTBIX 000JI0YEK BEPXHUX IbIXaTCIbHBIX nyTeﬁ

yeckue (opMbl BbIMYCKA JIEKAPCTBEHHBIX CPENCTB MOTYT
OKa3blBaTh CHUCTEMHBI 3(MGhEKT, XOTs He3aBUCUMO
OT JIOKyca TNMPUMEHEHUS] B3aMMOJEHCTBYIOT C «Dapbep-
HBIMHW» CTPYKTYpaMU: KOXeil, KOHbIOHKTUBOMN WJIA CJTU-
3UCTBIMU O0O0JIOUYKAMM.

Cnusucrass 00070YKa BEPXHUX JbIXaTEJIbHbBIX IMyTei
MpeacTaBiisieT co00i OOIIMPHYIO IUIOIIAAb «KOHTAKTa»
opraHrM3Ma uYejioBeKa C OKpYXawlIlei Cpeaoii, CBOEro
poia «IiatGopMmy» ISl B3aUMOIEUCTBUST MHMEKIIMOH-
HBIX U1 HEMH(MEKIMOHHBIX areHTOB (B TOM YHUCJIe KCEHO-
0MOTHUKOB) ¢ MakpoopraHu3dMoM. C BIbIXaeMbIM BO3J1Y-
XOM (€ro eXeTHEeBHBIH 00bEeM COCTABJISIET OKOJIO 7 M3)
Ha CJIM3UCTYI0 O0OJIOUKY BEPXHMX JbIXaTeJbHBIX MyTei
norragaet 7-104—107 TobKo GakTepHalbHBIX KIETOK [1].
Kpome Toro, Ha Hee BO3IEMCTBYIOT (p3UUYECKUE U XUMU-
yeckne (akTopbl (BIAaXHOCTb BO3[Ayxa, €ro Tra3oBblii
cocTaB, MpUMeCH (BBIXJIOITHBIE I'a3bl, TPOAYKTHI yTUIU3a-
IIMM OTXOJIOB, BHIOPOCHI TTPOMBIIIUIEHHBIX TIPOU3BOICTB)
u T.4. [ToaTroMy B mpoiiecce 3BOOIMU CHOPMUPOBAIICS
0COOBIII KOMILJIEKC MMMYHOOMOJOTUYECKMX MEXaHU3-
MOB 3alllUThl OT Pa3JIMUYHBIX MATOTEHOB, PACITO3HABAHMSI
HEMNaTOreHHbIX YACTUILL U TOJIEPAHTHOCTU K COOCTBEHHO
CUMOMOTUYECKOM/MHIUTEHHOM MUKpOhIIOpe.

OO0cyxXImast BOIIPOC O COOCTBEHHBIX 3alIMTHBIX CHJIAX
opraHusma, MOXHO BCIIOMHUTb BCE MEXaHM3Mbl BpO-
SKIEHHOTO U TTPUOOPETEHHOT0 UMMYHMTETa, HO Mbl OCTa-
HOBUMCSI Ha 3alllUTHBIX CIOCOOHOCTSIX WMMEHHO CIIM-
3UCTBIX 000JIOUEK BEPXHUX JbIXaTEeJbHBIX  ITyTEH:
MYKOLIMJIMAPDHOM  KJIMPEHCE, TMPOAYKLMU 3alIMTHBIX
0eJIKOB U CUCTeME MYKO3aJbHOTO UMMyHUTeTa. OCOObIi
WHTEPEC B TOCJIEIHUE TOAbI YACAsIeTCs poyu JTuMQbOnI-
HOI TKaHM, aCCOLMMPOBAHHOMN CO CIM3UCTBIMU 000JIOY-
kamu — MALT (ot anrim. Mucosa associated lymphoid
tissue; cucTemMa MyKO3aJJbHOTO UMMYHUTETa, UMMYHUTET
OapbepHbIX TKaHel). OHa rmoapasaessieTcsi Ha HeCKOJIbKO
YPOBHEN B 3aBUCUMOCTM OT aHaTOMHUYECKOIO pacrio-
JIoXeHUsT TMMMOUIHOM TKaHu [2]. B BepxHUX abIXaTesib-
HBIX TyTX HaxonsTcs: takue ypoBHU MALT, kak TALT
(HocornoTKa, eBcraxueBa Tpyba, cpemHee yxo), NALT
(HOocoBas MOJIOCTh, POT U pororiorka), LALT (Jimmdponn-
Hasl TKaHb, acCCOLMMpPOBaHHas1 ¢ ropraHbio), BALT (Tpa-
xest, OpOHXU, JIETKKUE), HO €CTh U Jpyrue He MeHee Baxk-
Hbie: GALT (keJly1ouYHO-KUILIEYHBbI U yPOreHUTATbHbI
tpakThl), SALT (koxa, unu nepma), CALT (1tumdounaHas
TKaHb, aCCOLMMPOBAHHasl C KOHbIOHKTHUBOI), LDALT
(mumdounaHas TKaHb, aCCOLMMPOBAHHAsI CO CJIE3HBIMU
nporokamu), DALT (nmumdbouaHasi TKaHb, acCOLMUPO-
BaHHAasl CO CJIIOHHOW Xeyie30i u ee nportokamu), VALT
(mumdounaHas TKaHb, aCCOLIMMPOBAHHAs ¢ cocynamu) [2].
XOTsl B CJIM3UCTBHIX 000JI0YKAX YeJIOBEKa COCPEeIOTOUYEHO
6ostee 80% Bcex IMIa3MaTUYECKUX KJIETOK opraHusma [3],
Hekoropbie ee ypoBHU (GALT, BALT) xopo1io n3ydeHbl
[4, 5], o apyrux no cux nop majno yto usBectHo (CALT,
LDALT, DALT, LALT) [6—S8].

IIpenmnonaraercs, 4yto AMM@OUIHAsI TKaHb, CBSI3aHHAS
¢ koHbloHKTUBOM (CALT), 1 cne3nast iumdouHas TKaHb,
accolMupoBaHHas ¢ apeHaxHoil cucremoit (LDALT),

dopMupyIoT eanmHoe (YHKLIMOHAJIBHOE ITOApa3iesieHe
(«IpeHaxkHasi cucTeMa Iyia3a» — COIEPXKMUT BCE KOMIIO-
HeHThl, npucyime MALT), yactu KoToporo coeamHeHbl
MeXIy co0oii Oyaromapsi TEYEHHMIO CJIE3HOU >KMIKOCTH,
PELMPKYISIIAN JTAMMPOLIMTOB U, TTO-BUAMMOMY, HEPBHBIM
pediekcam [6]. JlumbounaHast TKaHb, CBI3aHHAs C IIPOTO-
KaMu cmoHHbIX xene3 (DALT), B HeM3MeHeHHBIX CJTIOH-
HBIX 3XeJe3ax yejloBeKa pa3BuTa ciaabo, HO BO3MOXHO €¢
rnopaxkeHue TIpU ayTOMMMYHHBIX 3a00JieBaHUsX (CHUH-
npom IllerpeHa); mocTtosiHHasl aHTUTEHHAsS CTUMYJISLIMSI
TakKe MOXET MPUBOAWUTH K paszButuio MALT-numdom
B-xiieTouHoit ntumdounaHoi TkaHu [7].

BoisiBnenue snemeHToB LALT Haubosiee yacTto omnu-
CBHIBAIOT Ha TOPTAHHOW MOBEPXHOCTU HAJArOpTAaHHUKA
U B XeJIyIouyKax ropTaHu, a B 00JIaCTU TOJIOCOBOM 1eIn
U B TOJCKJIAJAKOBOM OT/Ejie TOpTaHW OHU OOHAPYXM-
BalOTCSI OYEHb penko. Y juil B Bo3pacte oT 2 no 20 jer
LALT nipucyrctBoBaia B roptaHu B 84% cirydaeB u B 56%
cllydyaeB — B BO3pacTHOI rpymiie ctapiie 20 et [8].

OpHoit 13 BaxHbIX coctapisiomnx MALT cuura-
ercst NALT, xoTs1 MosieKyJIsipHble MEXaHU3MbI, a TaKXe
ee poJib B 3aXBaTe aHTUTEHA B HOCOBOW MOJIOCTU B 3Ha-
yuTesbHON crerieHu HeusBecTHBI [9, 10]. Ilo maHHBIM
TUCTOJIOTUYECKOTO MCCJIeIOBaHUsI TKaHEH U CTPYKTYp
nojiocti Hoca, NALT Oblna BbISIBJIEHA B Pa3IMYHbBIX
YyacTsIX CJM3UCTON O0OJIOUKHM TTOJOCTH HOCa C TpeumMy-
IIECTBEHHON JIOKaJIM3alMell Ha CpeaHel HOCOBOI paKo-
BuHe [9, 10]. AnaTtommyeckoe pacmonoxenue TALT,
NALT u LALT Ha nepekpecTKe AbIXaTeJIbHOTO U THIIE-
BapuUTEJILHOTO TPaKTOB — WjaealibHas JIOKaIW3alusl
IUIS1 yJaCTHMKA CHCTEMbl MYKO3aJbHOTO MMMYHUTETA,
YbM OTHEJbl B Pa3jMYHBIX CHUCTEMaX OpraHu3Ma TEeCHO
B3aMMOJICMCTBYIOT MEXIy COOOM, MOAYUHSSICH €IMHBIM
PETyJUPYIOLIUM BIUSTHUSIM.

Oo6meit mist Bcex otaenoB MALT 3amaueit siBisiercst
npoaykuusi ummyHornooynuHa A (IgA) [2], 3amwmT-
HbIE CBOMCTBAa KOTOPOTO CBSI3aHBI C €r0 CIIOCOOHOCTHIO
MpeaynpexaaTh aare3uto U MHBA3UIO MAaTOTeHHbIX OaK-
Tepuii, a TaKXKe MPOHUKATh B DHTEPOLUTHI KUIICYHUKA
M BO3IENCTBOBATh HA PEIUIMKALIMOHHBIN LIUKJ BUPYCOB,
HaxomSIIMUXCs BHYTpU KJeToK. Baxen IgA w mins Hop-
MaJIbHOTO CYIIECTBOBAHMSI KUIIEYHBIX OaKTepUii-KOM-
MeHcasioB [3], KoTopble WHAYLMPYIOT TyMOpabHbIC
amanTUBHbIE UMMYHHBIE OTBeThl [4]. Hapyiienue nan-
HOTO B3aMMOJCHCTBUS (HAmpuMep, TPU HM3MEHEHUHU
cocTaBa WJIM MOJIHOM TOAABJIEHUN HOPMaIbHOW (hJIOPHI
KUIIIEYHWKA) TTPUBOANT K CHUKEHUIO IMPOAYKIIMU CeKpe-
TopHOTrO IgA 1 pa3mepa meiiepoBbIX OMISIIEK, B KOTOPBIX
pacriojlaratorcsi Ijaa3MaTU4ecKre KJIeTKU, €ro CUHTe3U-
pyromue [5]. KpoMme Toro, yctaHOBJI€EHO, YTO OaKTepUU-
KOMMEHCAJIbl ¢ UMMYHOMOIYJIMPYIOIIMMHU CBONCTBAMU
MOTYT CITOCOOCTBOBaTh Pa3BUTUI0 MMMYHHOTO OTBETa
opraHuM3Ma 4ejioBeKa IpOTUB IaroreHoB [5]. B cBs3u
C OTUM HANIOMHMM, YTO M3OBITOYHOE/GECKOHTPOIBHOE
Ha3HayeHWEe aHTUMUKPOOHBIX IpernapaToB (B YaCTHOCTHU
AHTUCENTUKOB) B DSifie CIyvyaeB COIMPOBOXIACTCS YHM-
YTOXEHUEM U HOPMaJIbHOM (hJIOpbI JIOKYCa TPUMEHEHUS.
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CekperopHble IgA B omyiMure OT OCTaTbHBIX UMMYHO-
[JIOOYJIMHOB  BBITIOJHSIIOT  (DYHKIWU  CIEeU(PUIECKOro
MMMYHOJIOTUYECKOTo Gapbepa. CBsi3bIBasi aHTUTEHBI
Ha TTOBEPXHOCTU SIUTENIS W MPEMATCTBYS MX TPOHUK-
HOBEHMIO BHYTPb OpraHu3Ma, OHU TeM CaMbIM YMEHb-
IIAIOT BEPOSITHOCTh Pa3BUTHUSI KaK BOCIAJIUTEILHOTO,
TaK 1 aJUIepruyecKoro rmpoeccoB.

MALT B ornpeseneHHO CTereHu M30JMpoBaHa
oT Jpyrux (rnepudepuveckux) BTOPUUYHBIX JUM@OUI-
HBIX OPTAaHOB B CBSA3M C aBTOHOMHOCTBIO TTyTel perup-
KYJISIUMA  JTUM@POIIMTOB U MOXET (PYHKIIMOHUPOBATh
HE3aBUCUMO OT cucremMHoro ummyHurera [3]. Haus-
Hoie T- 1 B-nmumdouutsl HenmpepbIBHO MepeMeliamTcs
13 MecTa MepBUYHOM JIOKATU3AIUU B KOHKPETHOM JIMM -
(oumHOM OpraHe WIM TKaHU B JTUM@aTHUECKOEe U KpO-
BSIHOE PYCJIO M 3aTeM BO3BpAIlalOTCS B Ty Xe TKaHb
(XoMuHT), Ojaromapsi HaxXOmSIIMMCS Ha ITOBEPXHOCTHU
sumponutoB peuentopam [2]. I[Ipu stom MALT pas-
JIMYHBIX aHATOMUYECKUX JOKAJIM3AMKi (PYHKIIMOHAIBHO
CBsI3aHA MeXIy coOoit (00111asi MyKo3ajibHasi UMMYyHHasi
cHUCTeMa), TTIO3TOMY TIpe3eHTAlUsI aHTUTeHa M aKTHBa-
nus1 B-xj1eToK B OOHOI aHATOMUYECKOI 00JIaCTU MOXKET
BBI3BaTh CEKPEINIO0 BUPYCCIEM(UUHBIX UMMYHOTJIO0Y-
JINHOB B CJIM3UCTBIX 000JI0YKaX APYTUX JIOKAJW3allnii,
YTO CJIeAyeT YYMUTHIBATh TPU BHIOOpE JIEKapCTBEHHBIX
CPEIICTB B MOJIb3Y TOMTUYECKHX.

He crtout 3abbiBaThb Npo Apyrue 3alUTHBIE MeXa-
HU3MBI, IPUCYIINE CIIU3UCTON 000JI0YKE BEPXHUX JIbIXa-
TEBHBIX ITyTEl U OTHOCSIIIMECS K CUCTEME BPOXKIECHHOTO
MMMYHUTETA, B YaCTHOCTU OCOOEHHOCTH CTPOEHMS Mep-
LarejbHOro (Mam pecnuparopHoro) snurenaus. Cinu-
3UCTBbIE XeJIe3bl U OOKAJIOBUIHbBIC KICTKH CIU3UCTOMN
000JI0YKU CEKPETUPYIOT CIIM3b, COAEpKAIIYIO JIMITUIbI,
[JIMKOIIPOTEUHBI M TJIMKOKOHBIOTAThI, KOTOpasl YBJIaX-
HSIET MTOBEPXHOCTb BEPXHUX JBIXaTEIbHBIX ITyTEI U SBJISI -
€TCST <«JIOBYIIKOW» IUIsI TIATOTEHOB U JIPYTUX MUKPO-
yacTull. DTta «MHGUIMPOBAHHAS» CJIU3b TPOABUTAETCS
K TIUIIEBOIY MPY MTOMOIIY IBVKEHUI PECHUTYATHIX KJle-
TOK MepLATeIbHOTO STUTEINS B TIPOIiecce MyKOLIMIIAAp-
HOTO KJIMpeHca. JJaHHbBI MeXaHU3M TpaHCIIopTa CeKpeTa
HapylIaeTcsl MPHU BOCTAJIUTEBHOM TIpOLecce pas3iiny-
HOI 3THOJIOTUM, TIPU KOTOPOM MEHSIETCS IBUTATeIbHAsT
AKTUBHOCTb PECHUTUYATBHIX KJIETOK M PEOJIOTHSI CaMOTO
ceKpeTa KeJjie3 CJIM3MUCTOI 000JI09KHU. 3alIUTHBIMU CBOM -
CTBaMM 00JIAAIOT W MPOAYLIUPYEMble CIM3UCTHIMU BEPX-
HUX JIBIXaTeJIbHBIX MyTeil aKTUBHBIE (POPMBI KHUCIOpOaa
(okcup azora, MepeKuch BOAOpoaa) WK OesKu (JIaKTo-
eppuH, neeH3UHBI, JIM30LIUM).

JIuzomM, OTKpBITEIN  AsiekcaHapoMm DieMuHrOM
okosio 100 et Hazam, BBI3BIBAET JIM3UC KJIETKW TyTEM
TUIPOJIN3a KJICTOYHOM CTeHKU OaKTepuu C BblAelie-
HUEM pa3JIMYHBIX MPOAYKTOB pacrana, B TOM YHCIIE
MEeNTUAOTIMKAaHA, KOTOPBIM Y3HAIOT PEeLieNTOPhl KIETOK
yeyoBeka [5]. C TeuyeHMeM BpeMeHM ITaTOTeHHBbIE OakK-
TEPUU BBIPAOOTAIM PsIl MEXaHW3MOB, 3alIMINAIOIINX
WX OT JM30LKMMa, HAlpuMep W3MEHEHUE CTPYKTYPbI
MeNTUIOTIMKAHA, AeNlalollee ero YCTOWYMBBIM K THI-

B NMOMOLLIb TPAKTUYECKOMY BPAYY

posu3y; M3MEHEHME 3apsiia U CTPYKTYPbI KIIETOYHOM
CTeHKM ¥ CMHTE3 MHTMOMTOPOB Ju3ouuma [5]. Y 3mopo-
BBIX JIIOJIEH COIepKaHUE JTM30IIMMa B CIBOPOTKE KPOBU
paBHO TIpUOIM3UTENbHO 10 MKT/J, a B HOCOBOM CIIM3U
u cmoHe — 75—80 MKkT/7 [2].

BaxkHyio poJib BO BPOXICHHOM MMMYHUTETE UTPAIOT
TOLL-nono6usie peuentopsl  (TOLL-like receptors,
TLR). Y yenoseka BbiaesneHo 10 paznuunbix TMNoB TLR,
BCE OHU pACIIOJIAraloTCs Ha TOBEPXHOCTH aHTUTEHIIPE-
3EHTUPYIOIINX KJIETOK (IEHAPUTHBIC KIETKHA, MOHOIUTBI
u Makpodaru), pacrio3HarT MaTOreHacCOlMMPOBaHHbIC
MoJiekyssipHble marrepHbl (PAMP — Pathogen-associated
molecular patterns) ¥ aKTUBUPYIOT KJIETOUHBI UMMYH-
Heiit otBeT [2]. AktuBaumsi TLR omnpeneneHHoro Tura
KOCBEHHBIM ITyTeM aKTMBUPYET CMHTE3 MHTep(EepOHOB,
kotopeie aensarcs Ha 3 tuna (I, 1T u II1) u gasiorcs
LIMTOKWUHAMU, CIIOCOOHBIMU 3aIycKaTh MEXaHU3MbI ITPO-
TUBOBUPYCHOM 3alllUTHI OpraHM3Ma M IIPETsITCTBOBATh
peTUIMKay BUPYCOB, 3a YTO U TTOJIYYMJIN CBOE Ha3BaHUE
(interfere — MeIIaTh, IPEMNSITCTBOBATH) [6].

Cnusuctble 000J0YKM HOCO- M POTOIJIOTKM TakkKe
CIyXXaT BXOJHBIMU BOPOTaMU PECITMPATOPHBIX WH(EK-
LI, TTOSTOMY BO3MOXKHOCTh aKTHUBAIlUM WX COOCTBEH-
HBIX 3alllMTHBIX CHJI — CITOCOO HE TOJBKO JICUCHMUSI,
HO Y TTPOGUIAKTUKY WHMPEKIINIA BEPXHUX JIBIXaTEIBHBIX
myrei (pUHWTA, CUHYCUTA, Ha30(MapUHTUTA, TOH3WJI-
nuTa, apuHrUTa, ToH3UIodapuHruTa). [Ipenaparamu
BbIOOpA B TAaHHOW CUTyallMd MOTYT ObITb UMMYHOMO/IY-
JISTOPBI, K KOTOPBIM OTHOCATCSI TONMMYECKHUE OaKTepH-
anpHble Jm3arel (MPC®19, UMYJIOH®). OcHoOBHBIE
KOMITOHEHTHI 000X TIperapaToB — aHTUTEHHbIC U HeaH-
TUTEHHbBIE CTPYKTYPhI JIU3MPOBAHHBIX OaKTEepUil (JIAITO-
MOJIMCaXapuabl, TPOTCONIMKAHBI W APYTUe CTPYKTYPBI
OakTepuaabHON CTEHKHU), KoTopbie siBsitorcss PAMP.
Kak BugHO M3 TabmuMIbI, B COCTaB O0OMX IpeIapaToB
BXOIST OCHOBHBIE MATOT€HBI, BBI3bIBAIOIINE HE TOJBKO
pecniipaTopHble MHGMEKINM, HO M UX OaKTepualbHBIC
OCJIOXKHEHUS (OTUT, CHHYCHUT U JIp.).

B cocraB npenapara UMYJIOH® Bxonst Takxke J1ak-
tobakTepun (johnsonii, helveticus, delbrueckii ss lactis,
fermentum), KoTopble 007amalOT CIIOCOOHOCTBHIO AKTH-
BUPOBATh KJIECTOYHBIH UMMYHUTET U TTOAABISITH MTPOIYK-
muto IgE. UmMyHOMOaynupytoliiee aeiicTBUE JIaKTOOaK-
TEepUii CBA3BIBAIOT C HAJIMYMEM B WX KJIETOYHOMN CTEHKE
MEeNTUIOTTMKAHOB 1 TEWXOEBBIX KUCIOT (ITOJTUKIOHATb-
HBIX WHIYKTOPOB W WMMYHOMOJIYJISTOPOB). BBemeHwue
JIAKTOOAKTEPUIl MBILIIAM COMPOBOXKIAIOCH YBETUYEHUEM
KOJIMYECTBA TUIa3MAaTUYECKMX KJIETOK, YCUJIEHHEM CHH-
Te3a aHTUTE] K BUPYCY TPUIINA U POTABUPYCY, a TaKkKe
yBeanyeHueM cuHTe3a IgA u IgM Ha ciiusucTbhix 000104-
Kax 6poHxoB. K HacrosiiieMy BpeMeHU B KIMHUYECKUX
HCCJIEIOBAHUSX YCTAHOBJICHO, YTO BUIBI JAKTOOAKTEPUIA
pasaIMJaloTCs Mo CTeTNIeHU BhIPakeHHOCTH OKa3bIBAEMOTO
MU HUMMYHOMoOAyaupylowero sdgdekra u B omInyuue
oT OmpumobakTepuii 00JIamarOT OOJbIIEH pPE3NCTEHT-
HOCTBIO K aHTUOMOTUKAM U MOTYT IMMPUMEHSIThCS Ha (DOHE
aHTHOMOTUKOTEPATTNH.
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Tabauya. CocTaB TOMMYECKHX 0AKTEPHAJIBHBIX JIN3aTOB
Table. Composition of topical bacterial lysates

Jluzarel 6akTepuit UPC®19 HUMYJIOH®

Streptococcus pneumoniae, type 1 +
Streptococcus pneumoniae, type 11
Streptococcus pneumoniae, type 111
Streptococcus pneumoniae, type V
Streptococcus pneumoniae, type VIII

Streptococcus pneumoniae, type XII

+ o+ + o+ o+

Haemophilus influenzae, type B

Klebsiella pneumoniae ss pneumo-
niae

+
+

Staphylococcus aureus ss aureus
Acinetobacter calcoaceticus
Moraxella catarrhalis

Neisseria subflava

Neisseria perflava

Streptococcus pyogenes, group A
Streptococcus dysgalactiae, group C

Enterococcus faecium

+

Enterococcus faecalis

S

Streptococcus, group G

Candida albicans

Lactobacillus johnsonii
Lactobacillus helveticus
Lactobacillus delbrueckii ss lactis

Lactobacillus fermentum

+ + + 4+ 4+ o+

Staphylococcus gordonii

Corynebacterium
pseudodiphtheriticum

+

Fusobacterium nucleatum ss fusiforme S5

MexaHU3M JEUCTBUSI TOTTMYECKUX MUMMYHOMOIYJISI-
TOPOB — OaKTepUabHBIX JM3aTOB 3aKJIOUaeTcsl B clie-
nytomeM. [locie HaHeceHMs TIperapaToB Ha CJIM3U-
CTyI0 000JIOUKY IosIocTH Hoca U HocormoTku (MPC®19)
Wi poroBod mosoctu U porornotku (MMYIOH®)
PAMP 6akTtepuii, BXOASIIMX B COCTaB IpeIiapaTa, pacrio-
3HatoTcs: TLR HeitTpoduyioB, HUPKYJIUPYIOIIMX MOHO-
LIUTOB U TKAHEBBIX MaKpo(haroB. DTO aKTUBUPYET KIJIETKHU
BPOXJIEHHOTO MMMYyHUTeTa (HEUTPO(UIIbI, MOHOIIUTHI,
Makpodaru), B pe3yJibTaTe Yero IMoBbIIIACTCS UX aKTHUB-
HOCTb, YCKOpSIETCSI CO3peBaHUE ACHIPUTHBIX KIIETOK,
MOBBIIIAETCSl  MpoayKuusi  uHtepieiikuHoB  (MJI-2,
WJI-10, WJI-12) u unaTepdepona-y (MDH-y), mpouc-
XOJIWUT aKTUBAILMs HaTypaJibHbIX KWLIEPOB, BO3pacTaeT
9KCIIPECCUS KO-CTUMYIMPYIOIIMX MOJIEKYJI HA MeMOpaHe
NIEHJPUTHBIX KJIETOK W TIOBBIIIAETCS YyBCTBUTEIbHOCTh
peuenropoB K WJI-2 nHa numdonurax. OTMedeHHaAs

BbIIlIE aKTUBaLMs (hakKTOPOB BPOXKIEHHOTO UMMYHMUTETA
MO3BOJISIET 3aIlyCTUTh TPOLECChl IPE3eHTAllMd aHTU-
reHoB 1 nuddepeHpoBky T- n B-numdbornutos, 61a-
rogaps 4eMy WHULIMUPYIOTCS TIPOLIECCHI adalTUBHOTO
umMmyHurera [11]. Takum oOpa3om, OakTepuaabHbIC
JIN3AThl TIPU TOMUYECKOM MCIOJb30BAHUU aKTUBUPYIOT
U BPOXACHHBIN, U alallTUBHBIA UMMYHUTET, 1 MECTHBIC
3alIUTHBIE MEXaHU3MBbI (B 4aCTHOCTU, BbIPAOOTKY COO-
CTBEHHBIX MHTepdepoHa u au3ounma). Ha atom acrexre
OCTaHOBMMCSI OoJiee MOAPOOHO, TaK KakK IIperaparsbl,
cojepxKalle JIM30LUM, JOBOJIbHO 4YacTO Ha3HAyaroTCs
B MeIMATPUUECKOMN MPaKTUKE.

IMpuBeneM maHHBIE OLIEHKM aMOYJIATOPHOIO MpH-
MEHEHHs TONMYECKMX (Ta0JeTHPOBAHHBIX) JIEKAPCTBEH-
HBIX TpenapaToB s JiedeHuss 00JM B ropje y aeTei
¢ octppiM BI'CA'-HeraTMBHBIM  TOH3WLIO(MAPUHTH-
ToM [12], B paMKax KOTOPOro B TOM 4YHCJI€ OILICHWBa-
Jnach 3¢h@EKTUBHOCTh TOMUYECKOTO OaKTepruaaIbHOTO
mmsata UMVYIIOH® n comepXaiuero JM30LKM IIpera-
pata (puc. 1—4). Kak BUAHO M3 TpeACTaBICHHBIX JaH-
HBIX, 9((PEeKTUBHOCTh 000UX IpernapaToB COMOCTABMIMa,
XOTsI 110 psimy nokasareneit nperapar UMYIOH®k 7-my
JHIO TIPUMEHEHUsI OKa3bIBaeT 0oJjiee BbIpaXXEHHOE JAcii-
CTBME WJIM MCXOJHO Ha3HayaeTcsl TallMeHTaMm ¢ Oosiee
BBIPa)KEHHBIMU CUMITTOMaMu ToH3WwLIoGapunruta. [1os-
YepKHEM Takke, 4TO BXOJsSIIME B COCTaB Iiperapara
MUMVYIOH® nmusater 6akrepuit poma Lactobacillus, Bepo-
SITHO, TIOTEHIIMPYET MPOTUBOBOCTIAINTENIbHBIE 3(D(DEKTHI,
a (hparMeHTBI KJIETOYHOM CTeHKU pa3pyiieHHbIX Candida
albicans MoOryT yCUJIMBaTh CTUMYJUpYIOIee IEHCTBUE
MPOTUBOMH(MEKIIMOHHOTO  BPOXICHHOTO WMMMYHHOTO
orBera [11].

MUMYIOH® MoXeT NpUMEHSIThCS i1 KOPPEKLUN
MUKpPOOMOIIEHO3a TMOJIOCTU PTa Yy MallMeHTOB HE TOJIbLKO
C OCTPbIMH, HO M C XPOHMYECKUMHU 3a00JIeBaHUSIMU
noJiocTi pra U pororjoTku. 1o ganHeIM [13], neuyeHue
npernapaToM O0ECIeYnSI0 YMEHbIIeHNE YacTOThl HOCH-
TEJbCTBA U CTENEHM KOHTAMMHAIIMM Ha TMOBEPXHOCTU
HEOHBIX MMHJAJMH TAaTOTeHHO M YCJIOBHO-TIATOTEHHOM
doper Ha 54%. ABTOpHI IealOT BBIBOM, YTO IperapaT
MOXET TIPUMEHSTBCS B KOMIUJIEKCHOM Teparnuyd XpOHU-
YeCKOro TOH3UJUIMTA, B TOM YMCIIe ¢ PO UIaKTUIECKOH
nenasto [13].

Kimanueckas s dextruBHOCTS TTpenapata UMYJJOH®
MOATBEepPXKAaeTCS W ApyruMK pabotamu [14—16]. Tlo maH-
HbIM [14], B TeueHMe 6-MECSTYHOTO Meproaa KaTaMHECTH-
YecKOoro HaOMIOJIeHUs OTMEUEHO 3-KpaTHOE CHIKEHUE
YacTOThl U TPOIODKUTEIBHOCTH 000OCTpeHuUid (hapuHTHTA
u pasputusi OP3, cHuxeHue moTpeOHOCTM B aHTHOWO-
TukoTtepanuu. [Tpnmenenne npernapata UMYIOH® pes-
YIpeXkIaeT pa3BUTHE KaHIWA03a TJI0TKU (MPY MCITOJIb30-
BaHUM 0a3MCHOI Tepanuu ypoBeHb KojioHu3auuu Candida
yBeJIMuuBajics B 2 pasza) [15], ycTpaHsieT KIMHUYECKUE
MPOSIBJICHUsI TMCOMO3a POTOMIOTKU Y 4acTo OO0JeoInX
JIETelA ¢ TaToyiorueit TMMAONIHO-TJIOTOYHOro KoJibla [16],

beTa-TeMOJIMTUYECKUIA CTPETITOKOKK TPYIIITHI A.
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Puc. 1. IlnnaMuka cumMnToma «00Jib B ropJie».
Fig. 1. Dynamics of the symptom “sore throat”.
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Puc.2. Ilunamuka cumnromMa «00Jib IPH IIOTAHAN»
Fig. 2. Dynamics of the symptom “pain on swallowing”
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Puc. 3. JInHaMuKa CUMIITOMA «TMNIEPEMHSI CIM3UCTON 000JI0YKH POTONIOTKH».
Fig. 3. Dynamics of the symptom “hyperemia of the oropharynx mucous membrane”.
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Puc. 4. Jlunamuka cumMnToMa «1uMGouIHbIe rPAHyJIbl HA 3a/IHel CTEeHKe NIOTKH».
Fig. 4. Dynamics of the symptom “lymphoid granules on the posterior wall of the pharynx.”

MOBBIIIAET KOHIIEHTPALUUA CEeKpeTOpHOro IgA M Komrio-
HeHTa KomiuiemMeHTa C3 B cIiOHE y MallieHTOB C pa3jidd-
HBIMU (hOpMaMU XPOHMYECKOTO TOH3WIIUTA, OKa3bIBast
MPOTUBOBOCTIAJIUTEIBHOE JAeUCTBUE (YMEHbILAsT KaTapaib-
HBIC SIBIEHUS, CBS3aHHBIC CO CIM3UCTHIMM OOOJIOUKAMH,
a Takke 00JIEBOI CUHIPOM).

OOmupHass ~ gokasareibHasi  0a3a  HaKoIUIeHa
1 1o npuMeHeHuto nperapara UPC®19 [17—19]. Kiu-
HUYeckre 3Gh@EKThl 3aKIoYaliuch B HOpMaIU3aluu
Ha3ohapuHTeaTbHON MUKPOGIOPHI, SIUMUHALIMKA OaK-
TepUAIbHBIX T1aTOreHOB, 0oJjiee OBICTPOM YMEHbIIIe-
HUU obObeMa JMMGOUIHON TKAaHU HOCOTJIOTKHU, HOP-
MalTu3alid  WHAYyIWpoBaHHOW mponykinmu MOH-y
y IeTeil ¢ peKyppeHTHBIMU PeCTMPaTOPHBIMU 3a00J1eBa-
Husmu [18], MOCTOBEPHOM CHMXEHMU BbIPAKEHHOCTHU
cumrtoMoB OP3 (ymMeHblleHUE 3aJ10)KEHHOCTH U Bbljie-
JICHUI M3 HOoca, HOpPMalM3allMsl HOCOBOTO IbIXaHUs),
VCUJICHUHM (DaronuTapHOil aKTUBHOCTA U CTUMYJISILIAM
nHTepdepoHoreHesa [19]. [1penapar addekTuBeH TakKe
y TTALIMEHTOB € TIATOJIOTHEM HIDKHUX IbIXaTeIbHBIX MyTei
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HEKPOJIOI

ITamsaTu BanoBa Anekces Jleonnmosuya (25.06.1962 — 31.01.2021)

31 auBaps 2021 yiren U3 XXU3HU 3aBEIYIOIIUNA OTIe-
sieHreM Poccuiickoil neTckoi KIMHUYECKOW OOTbHUIIBI
T10 TiepecaaKe MOYKH, TOKTOP MEAULIMHCKUX HayK, YIeH-
koppecnioHaeHT PUA, Bpau—perckuit xupypr Banos
Anexkceii JleoHnmoBuy.

Anekceii JleoHnnosuu 3akoHuwn KybaHckuit meau-
LIUHCKUI UHCTUTYT M. KpacHoit Apmuu B 1985 1.

C 1985 . mpoxoaus uHTepHarypy B KpaeBoit KIMHU-
yeckoil 6oapHMIe KpacHomapckoro Kpas B JOJDKHOCTH
Bpaya XMPYpruyeckoro OTAeJCHMs, a 3aTeM Bpada-uH-
TepHa OTIEJeHUs TOo NpUMeHeHUo ammapaTta «Mckyc-
CTBEHHasI TTIOYKa».

C 1988 . o 1990r. 6bu1 mpusBaH B psiabl CoBer-
CKOl ApMUU, TJe MPOXOIMUJ BOCHHYIO CIYXOy B Kaue-
CTBe Bpaya MEIUIIMHCKOTO IyHKTa, a IOCJie BOCHHOM
CITy>KObI paboTayl XMPYProM OTHCICHHUSI XPOHUYECKOIO
reMoJuann3a ¢ KpaeBbIMU IIEHTpaMU I10 TIPUMEHEHUIO
METOJIOB COPOIIMOHHOM Teparmuyu W TI'PaBUTALIMOHHOM
xupypruu kposu. C 1991 r. pabotan xupyprom B rpymnre
3abopa nToHOpcKMX opraHoB. B 1991 1. moctynuit B 09HyIO
acrmupanTypy Ky0GaHCKOro MeIMIIMHCKOTO WHCTHUTYTA,
1 B 1994 1. 3a1InTIIT KaHAUAATCKYIO TUCCEPTALIMIO.

B 1996 . A.B. BanoB Obl1 MpWHAT Ha HOKHOCTh
Bpava-xupypra oTaeJeHus I0 rmepecaake MOYKU ¢ TeMO-
IMAJIM30M U Tiepecaaku momkenyaouHoit xene3st HUNU
TPAHCIUIAHTOJIOTMU M UCKYCCTBEHHBIX OPTaHOB, B KOTO-
pom mpopaboTtai 10 okTsiopst 2000 1.

C 30.10.2000 . Brutote g0 31.01.2021 . 3aBemoBan
OTAEJICHUEM TI0 Tepecanke nouku Poccuiickoit neTckoi
KJIMHUYECKOM OOJIbHUIIBI.

B 2009 1. Anekceir JleoHMIoOBMY 3aIMTIII JOKTOPCKYIO
nucceptanio 1Mo Teme «@PazoBo-MHTEPHEpEeHIMOHHAS
MUKPOCKOIUSI M  KOMITbIOTEpHass MOP(MOLIMUTOMETPUST
B nrdepeHInaTbHON IMarHOCTUKY TUCHYHKIIUHI oved-
HOT'O aJJIOTPaHCIUIaHTaHTa 1 OLieHKe 3(D(EeKTUBHOCTH MPO-
TUBOKPU30BOi1 Tepanuu». MM ObUIO oryOiMkoBaHO Oojiee
60 HayuyHBIX CTaTeil, MOCBSIIEHHBIX MPOOJIeMaM JIeTCKOM
TpaHCIUIAHTAllMU, TPAHCIIAHTAIIMOHHOM MMMYHOJIOTHH.

Anexkceli JleonnmoBud BajoB — onrH 13 OIBITHEUIITNX
CIIELIMAJIMCTOB B CTpaHe B 00JACTH TPaHCIUIAHTOJIOTUU,
MHOTO CAEIaBIINI IS IeTeil ¢ 3a001eBaHUSIMU TTOYEK.

3a ToABl ero PyKOBOACTBA OTAEJICHHEM BBITIOJHEHO
oosee 600 mepecagok mnouku, Oosiee 600 maLMEHTOB
00pei BO3MOXHOCTh PacTM M B3POCIEThb, TMOJYIWIA
IIaHC Ha IIOJHOLIGHHYIO XM3Hb. Asekceil JleoHUmo-
BUY BCEro cebst MOCBITWII O0pbOe CO CMepThIo, criacai
JKM3HU JI€Te, JUIST KOTOPBIX TPAHCILJIAHTALMs TTOYKU —
eIMHCTBEHHAasT U TocienHss Hamexna! OH Bcerma Oymet
JUTSE HaC TIPUMEPOM MMIIOCEPIsi, MYAPOCTU U Oe3rpa-
HUYHOU MpeaaHHOCTH CBOEH mpodeccuu.

Anexkceir JleoHMIOBUY ObLT YEJOBEKOM IIMPOKOM
SPYAULIUM U PA3HOCTOPOHHUX MHTEPECOB.

M1 3artomHuM Anekceit JleoHnmoBrYa Kak BbIIEp-
J)KaHHOTO M OYeHb 3a00TJIMBOIO PYKOBOAUTENS, KOTO-
pBIii Bcerga MPUXOAMJ Ha IOMOIIb CBOUM COTPYI-
HUKaM.

Konnekmue Poccuiickoil demckoil KauHuueckoli 60abHUYbL, 0moeseHue no nepecaoke noYKu

u omadenerue duaiusa evipaicaem 2nyboKue cobo1e3H08aHUs

POOHbIM U OausKkum Anekces Jleonudosuua 6 ces3u ¢ e2o paHHUM yX000M U3 HCUSHU.
Pedronneeus ycypnana maxaice npucoedunsemes Kk c108am co601e3H08AHUS.
Tamsme 06 Anexcee Jleonudosuue Banose ocmanemcs 6 cepouax e2o Koaiee u NAUUeHMO8.
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8 mapra 2021 1. Ha 81 romy XXM3HM TOCTE TSKEIOM
0OJIE3HU YIIEeT U3 XU3HU OCHOBOIIOJOXHUK M3yde-
HUST MYKOBUCLIMI03a B Poccum, 3acity>KeHHBIN JeATeNb
Hayku, nipodeccop Kamnpanos Hukomait UBanoBuy.

H.1. KanpanosB pomwics 5 sguBapsa 1941 roga
B ropoze Mopimancke Tam6oBckoii oomactu. B 1964 romy
OKOHYMJI menuaTpudeckuii daxkynsrer 2-ro MoOCKOB-
CcKoro MeauimHcKoro nHerutyra umenn H. . I1uporosa.
ITo okoHuaHUM MHCTUTYTA paboTan B YCTb-AJITIAHCKOM
paitone Axyrckoit ACCP B kxauecTBe palilOHHOTO IIeIHa-
tpa (¢ 1964 mo 1967 rom), u MOOWICS CHIKEHMS JIET-
CKOIl CMEpPTHOCTM B paiioHe B 2 pasza. 3aTeM MOCTYITIII
B acniupaHTypy HayuHo-McclienoBaTeIbcKoro MHCTUTYTa
neguatpui AMH CCCP u B 1970 rony ycrienmHo 3auim-
TWJI KaHAUIATCKYIO JUccepTaluio Ha Temy “Pecrimparop-
Hble W CMellaHHble (POPMbI MYKOBUCIIMIO3a y HeTeit”,
KOTOpasi Obl1a oTMeueHa uMeHHo# npemueit M.C. Mac-
sioBa. [locne 3ammThl octancst padorath B HUU neauna-
tpun AMH CCCP. 1o 3apanuto M3 CCCP H.H. Kamnpa-
HOB KOMaHIWpoBaJics B KauyecTBe neamarpa B Comanu
(1975—1977 rr.), n Amxup (1980—1982 1), Tae nposiBuI
BBICOKYIO KBajiM(pukaiuio u rpodeccuonanusm. B 1987
rofy VCIEIIHO 3alllUTUJ JTOKTOPCKYIO IUCCepPTaInio
Ha TeMy: “Oco0eHHOCTH TeYeHUsT MyKoBMCLIMI03a B Poc-
cun”. B 1990 . H.M KamnpanoB Bo3riaBui cpopMHUpo-
BaHHBI Ha 0a3e WHCTUTYTA MEIUIIMHCKOM TeHETUKU
AMH CCCP (B Hacrostiiee Bpemss ®T'BHY «MT'HIJ
numenu akagemuka H.II. boukoBa» MuHOOpHaAyKN)
HAayYHO-KJIMHUYECKU OTHE]] MyKOBUCIHI03a, B KOTO-
poM Tmipopabortan no koHma cBoux nHei. B 2003 romy
Ha 6a3e JII'KB Nel13 um. H.d.®unaToBa moja ero pyko-
BOJICTBOM OBII TakKe OpraHm3oBaH [OpOJCKOM LEHTp
ITOMOIIY OOJIEHBIM MYKOBHMCIUIO30M JETSIM T. MOCKBBI
1 MocKoBcKoit 00J1aCcTH.

HccnenoBanus npodeccopa Kanpanosa H.M. obn
MOCBSIICHBI Pa3HOIUIAHOBBIM, B T.4. TE€HETUYECKUM,
acrnekTaM MYKOBHUCIIMI03a, pa3paboTke 3¢hdeKTuB-
HBIX METOIOB JMAarHOCTUKU, JICYCHUS, peabuIuTaluu
1 MEIVKO-COLMAIbHON aganTaluu OOJbHBIX. BriepBble,
onaromaps ycwiusim H. M. KanpanoBa 1 ero y4eHUKOB,
B Halllell cTpaHe ObUIM pa3paboTaHbl M BHEIPEHBI B IPaK-
THUKY CO3IAHHBIX PETMOHAJIbHBIX LIEHTPOB TUATHOCTUKH
M JIeYeHUS MYKOBMCIIMAO3a CTallMOHap3aMellaloninue
TEXHOJIOTUM 1O 00paslly BEeAyLIMX €BPONEUCKUX LIeH-
TPOB, TpPOrpaMMa HEOHATaJbHOrO CKPUHUHTA, 3aMe-
CTUTENIbHAST Tepalvs MaHKpeaTUIeCKUMU (pepMeHTaMu,
TUIIepKaJOpUiiHasl aueTa, aHTUCUHETHOMHbIE aHTHOAaK-
TepualbHble TIperaparbl, COBpPEMEHHbIE MYKOJIUTUKH
u kuHesutepanus. Bce ycrpemsienuss Hukonas MBaHo-

HEKPOJIOI

Iamaru Kanpanosa Hukonas Banosuya (1941.5.01-2021.08.03)

o

-,

BUYa, KaK Bpaya M y4eHOTo, ObUIM HaIpaBJeHBl Ha TO,
yTOOBI MYKOBUCILIMAO3 B Hallleil CTpaHe TepecTan ObITh
daranbHbIM 3a00J1€BaHUEM U TIepellies B pa3psii XpOHU-
YeCKOI MaTOJIOTUU B3POCTIbIX.

Oo6pasnossie MmoHorpadum H.M. Kanpanosa o npo-
onemam mykoBucuunosa (1974, 1985, 2014) asnsiiorcst
HaCTOJbHBIMU PYKOBOJICTBAMM POCCHICKUX Bpaveit. im
onybarkoBaHo 6oJjiee 350 HayuyHBIX paboT, MO/ €r0 PyKO-
BOJICTBOM 3aILMIIEHBI 9 TOKTOPCKUX U 22 KAaHIUIATCKUX
nucceprauuu. H.W. KanpaHoB — naypeat HalluoHaJbHOM
BpaueOHoit npemun «I1pusBanue» (2002), 3acaykeHHbIN
nestenb Hayku Poccuiickoit denepamuu (2003).

Bpau — »10 He mpodeccusi, 3T0 — MNpU3BaHUE.
Kak rosopun cam Hukonaii MBaHoBuY: “OT0 Kak pa3
TOT CiIy4ali, Korja He Thl BEIOMpaclIb IeJI0 Beell TBOEH
KW3HMU, a OHO TeOs1. M g GmaromapeH cyabbe, 4To Moe
MpU3BaHKUE MeauaTpa U MO HayYHBIN TTOTEHIMAT ObLIN
C TOJIHOM OTmaudeil peaan3oBaHbl Ha 0Jaro OOJBHBIX
C TSDKEJIEWIIMM HacCJIeJCTBEHHBIM 3a00JieBaHUEM —
MYKOBHUCIIUI030M”.

Hapsiny ¢ miogoTBopHOI Hay4yHOM, yyeOHOIi, opra-
HU3ALMOHHO-METOANYECKON U KOHCYJbTaTUBHON pabo-
Toit H. Y. KanpaHoB BeJ1 00IbIIYIO 00IIeCTBEHHO-HAY4 -
HYIO IeSITEIbHOCTb.

Bes xu3nb npodeccopa H.M KanpanoBa — Gecko-
HeuHasl MpeJaHHOCTb BhIOpAaHHOM MTPOMECCUU U JIIOISIM.
OH HaBceraa OCTAaHETCS B HAIMX CepALax KaK yYuTellb,
POCCUICKUI Bpay U yYEHBI, MyJIpbIii, TOOPbIN 1 OT3bIB-
YUBBIN YEJIOBEK.

Pedaryus scypuana, yuenuxu u Koaneeu evipaxcaiom 21yo60koe
coboneznosanue poouvim u oauskum Hukonas Heanosuua.
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NEPCUCTUPYIOLLIUE FEPMEC-BUPYCHBIE UHOEKLIUN Y BETEN

Moa penakumeri J1.b. KucreHesoii, B.C. Cyxopykosa, A.[. Llaperopoatesa

BMOHOFpad:)I/H/I, TOCBSIIIEHHOW (heHOMEHY TepCrucTh-
PYIOILIUX Tepriec-BUPYCHBIX WHGEKINid B menua-
TpYK, TIpENCTaBlIeHAa KpaTKasi MCTOpUYecKasi cripaBKa
HCCIIEIOBAaHUSI BUPYCOB Teprieca 4esjoBeKa, OTOOpaxeH
00111e0MOJIOTUYECKUI acTieKT JAaHHOUW TpOOJIeMbl, MpPU-
BEJIEHbl COBPEMEHHBIEC JaHHbIE OOIIei XapaKTepuCTUKU
MEePCUCTUPYIOLINX BHUPYCOB Teprieca dYejloBeka 4—6,
BOIIPOCHI 3MUAEMUOJIOTUH, TIaTOTeHe3a U KIMHUYECKUX
MpOsIBJIEHUI Tepriec-BUpycHbIX MHpekumit. [loapoOHO

Ilo0 pedaxuuer

JI.b. Kucmenesoti,
B.C. Cyxopyrxosa,
A/ Lapezopooduesa

MEIHUIIHHCE OE
HHO®OPMAIIMOHHOE
ATEHTCTBO

M3JIOXKEHBl 3TUOTATOTeHETUYECKOe 3HaueHWe TepCu-
CTUPYIOIINX WHOEKINWI B cHCTeMaX MaTb—IUIalleHTa—
MI0A—peOEHOK W CBSI3b WH(PUIIMPOBAHUST TepIieC-BUPY-
caMM ¢ COMaTUYeCKMMU 3aboJieBaHUSIMU. BaxkHoe MecTo
B MOHOTpadUM yaeJIeHO BOITPOCaM TUAarHOCTUKYU U COBpE-
MEHHBIM TTPUHIIATIAM TE€PAITUU MePCUCTUPYIOLINX TepIiec-
BUPYCHBIX MHGMEKINI Y IeTell U 6epeMEeHHBIX.

st Bpauelt MH(MEKIIMOHKUCTOB, TIeANaTPOB, HEOHATO-
JIOTOB, aKyIIEPOB, BUPYCOJIOTOB, 3TTUAEMHUOJIOTOB.

PeueH3eHTbl

MazankoBa Jlionmuia HukonaeBHa, 3aBemylolIvii
Kadeapoii gerckux MHGEKIMOHHBIX Oosie3Heil Poccuii-
CKOM MEIMIMHCKON akajieMUu HeMpepbIBHOTO Mpodec-
CUOHAJIbHOTO 00pa3oBaHns MuUHUCTEpPCTBA 30paBOOXpa-
HeHust Poccuiickoit denepalinu, riiaBHbI BHEIITATHBIN
CHELMAIUCT 110 MH(PEKIIMOHHBIM 00J1e3HsIM Yy netei JI3M
u LIPO, nokTop METUIIMHCKUX HayK, Tpodeccop, 3aciy-
JKEeHHBI Bpau PD.

AHOXVMH Bnamumup AnekceeBud, JOKTOp MEAMIIMH-
CKHUX HayK, mpodeccop, 3aBenyloinii Kadeapoit 1eTcKux
nHOeKIMOHHBIX Oone3Hell KazaHckoro rocymapcTBeH-
HOTO MEIMIIMHCKOTO YHUBEPCUTETA.

IMepcuctupyionie reprnec-BUPyCHblE MHOEKIUU
y nereii / [Mon pen. JI.Bb. Kucrenenoii, B.C. Cyxopykosa,
A.JI. HaperoponiieBa. — MockBa : OO0 «MeauunHcKoe
MHMOpPMaLIMOHHOE areHTCTBO», 2021. — 336 c.

IIprobpecTu KHUTY MOXKHO:
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Ananpasa®

Peructpauvonnbiit Homep: JICP-001413,/08

MHH: vpypeynbthasa

TNexapcTeenHan qopma: HOHLEHTPAT [NA NPUTOTOBNEHA PACTBOPA [UNA UHAY3NT.

apmaKoTepanesTudeckan rpynna: Mpenapatbl 1A neveHnA 3aG0MIeBaHN MALLEBAPUTENLHOTD TPAKTa W HAPYLUEHN 06MeHa Be-
wecTs - tepmenTsl. MoKasanua K npumenennio. Snanpasa® NoKasaHa [ANA AIVTENLHOMD SIEYEHIA NALVEHTOB G CUHOPOMOM XaHTepa
(mywononucaxapuaosom Il Tvna, MIC II). MpoTueonokasaHuA. HNVMHUYECHN BbIpaHEHHaA WM NPEACTaBNAIOLIAA Yrpo3y ANA HUSHN
NALMEHTOB NOBLILIEHHAA YYBCTBUTENLHOCTb K MAYPCYMb(ase Ui MioBoMy 13 BCMOMOraTeNbHLIX BELLECTB B TEX CIYHaRX, KOr/ja CAMITO-
Ml HE YCTPEHAIOTCA MPW MPOBEEHMA COOTBETCTBYIOLLENO NIevernA. C 0CTOPOMHOCTbIO. [ETV C MOMHLIM OTCYTCTBYEM (eneuvein) nin
BHAUUTENBHBIM MBMEHEHVEM NOCNIE0BATENLHOCTY MEHOB (DEAPaHMVPOBHON) B OTBET Ha BBEAEHVE NPEMapaTa MMEIOT BLICOHMA PUCK
0Bpa30BaHVA aHTUTEN K uaypcynbase, B TOM YYCTE HeMTpanuaylolmx aHTuTen (cm. pasaen «Ocobble yasaHuAy). Cnocob npumeHenus
W po3bl. TOMbKO 1A BHYTPUBEHHBIX WHGyauir. Beegerre npenapata Snanpasa® HeoGXoQMMO MPOBOAVTL MOA KOHTPOMEM Bpaya uin
APYroro MEAVLMHCKOTO paBOTHIMKE, KOTOPLIA MMEET OMbIT NEYEHUA NALMEHTOB C MYKOMOMMCAXapao3om Il Tuna i apyrvummM Hacnen-
CTBEHHbIMW HapyLleHnAMY MeTabonuama. [Mpenapar Snanpasa® crefyeT BBOAUTL BHYTPUBEHHO HarenbHo B TedeHve 3 4acoB B [ose
0,5 MI/Kr Maccsl Tena ofuH pa3 B Hefienio. BpemA BBEAEHUA MOMHO MOCTEMNEHHO YMEHBLIMTL 40 1 4Yaca, ecnin Ha qioHe UHAY3UI He
Pa3BMBaIOTCA HewenaTensHsle peasuyy. MpumeHeHne y getei. Y feTeit 1 NOAPOCTHOB Ao3a coctasnAet 0,5 Mr/Kr Macckl Tena ouH
pa3 8 Hepenio. MPUMEHEHVE Y NAUMEHTOB C MOMEYHOI U NEYEHOMHON HEOCTATOMHOCTBIO. OMbIT KIMHUMECKOTO MPUMEHEHVA NpenapaTa
Y NALVYEHTOB G MOYEYHOM U NEYEHOHHOM HEOCTATOMHOCTBI0 oTeyTeTeYeT. MoBoyHoe AeiicTBMe. HerenaTensHsle PeaHLM, OTMEYEHHbIE
B KIMHMYECHKOM WCCTIEAOBaHNY NpenapaTa Snanpasa®, o4t Bo BCeX Criysarx Bbiv NErKOt Ui CpefHei cTeneHy TAwecT. Hanbonee
4acTo Habniaanuch peaKLmn, CBA3aHHbIE C MHAY3MOHHLIM BBEAEHVeM npenapaTa. Hanbonee YacTbiMi1 CBA3AHHBIMU C H(Ya1en pea-
LMAMM Bblnv PEaKLM CO CTOPOHBI HOMMA (ChiMb, 3yA, KPaNMBHULA W 3PUTEMA), NMXOPaAHE, (MPUIMBLIN KPOBU K HOME NMLA, CBNCTALLeE
[iblxaHue, 0fbILLKa, ronosHanA Bonb, peota, Gonb B HUBOTE, ToLHOTa ¥ Gonb B rpyav. Mo Mepe NPOJOMHEHUA TEPaNIM HacToTa PassUTUA

* (3T - hepmMeHTHaA 3aMECTUTENbHAA TepanuA.

PEaKUMY, CBA3AHHBIX C MHCDY3MeN, CHYMENach. HapyleHnA CO CTOPOHLI HEPBHOM CUCTEMBI: OMEHb YBCTO — rofioBHaA Gonb; YacTo —
TONOBOKPYHEHNE, TPEMOP. HapyLUEHUA Co CTOPOHbI CEpAiLa: YacTo — LMaHO3, apUTMIA, TaxvHapAA. HapyLUeHnA co CTOPOHLI COCYi0B:
04EHb YaCTO — MPUNMBLI (KPOBMY) K HOME NMUA; 4acTo - NoBbILUEHNe apTepuanbHoro aasnennA (ALl), cHuwenve ALl Hapywenna co
CTOPOHbI [1bIXATENLHOM CUCTEMBI, OPraHOB MPYAHOM HNETHU U CPEOCTEHVA: O4EHb YACTO - CBUCTALLEE [biXaHMe, OfbILHE; 4acTo —
TUNOKCIA, BGPOHXOCTa3M, Haluenb. HapyLWeHWA CO CTOPOHbI HEMYACHHO-HMLLIBYHOMO TPaKTa: O4eHb YacTo — Gonb B MBOTE, TOLWHOTA,
[Mapen, PBOTa; YACTO — OTEK A3bIHA, AMCTIENCUA. HapyLLEHUA CO GTOPOHBI KOMM U NOJHOMHBIX THAHER: O4EHb YBCTO — HPaNMBHULA,
Cbiflb, 3ys, 3puTEMa. HapyLLIEHA CO CTOPOHbI CHENETHO-MBILLEYHOV 1 COBAMHUTENBHOM THAHW: YacTo - apTpanruA. OBuiwe paccTpoicTea
W HapyLLIEHWA B MECTE BBEJEHNA: 04eHb HaCTO - NUXopagHa, BoMb B rpyav; YacTo — NpUNYXocTs B 06nacTv MHAyann, OTEK nuua, nepude-
PUHECHNI OTEK. TPABMbI, MHTOKCUKALMIA 11 OCTIOMHEHWA MBHWMYNALWI: 04EHb YACTO — PEAHUMM, CBA3AHHIE C UH(Y3MOHHBIM BBELEHVEM
npenapara. ViMmyHoresHocTs: B pamKax 4 nposeféHHbix uccneposanmin (THTOOB, THTO18, THTO24 /024EXT) y 53/107 nauvextos
(50 %) B pasnuyHbIe CPOKY BeipabaTbIBaNMCE aHTUTENa Kiacca IgG K uaypcynbase. YacTota cnyyaes hOPMUPOBAHUA HEATPANM3YIOLLIMX
aHtuTen coctaeuna 24% (y 26/107 nauvenTos). YV petei: HerenatensHele NeHapcTBeHHbIE peaHLuu, Habniopaemsie y aeten, He
OTAMHEIMC OT COOTBETCTBYIOLLVX PEAKLYA Y B3POCTBIX MALMEHTOB. MepeeHs BCex NOBOiHbIX 3t(EHTOB NPEACTABNEH B MHCTPYKLMN M0
MEeAuLMHCHOMY NpumMeHeHuio. Yenoeua otnycka. OTnycKaloT no peuenty. OpraHu3auya, ynonHoMoYeHHan BnafienbLem peructpaum-
OHHOTO YAOCTOBEPEHUA NIEKAPCTBEHHOrO NPEnapaTa ANA MeANLMHCKOrO NPUMEHEHNA Ha NPUHATHE NPeTeH3nil oT noTpebuTena:
000 «LLlanep Buotex Pycy, Poccuitckan Mepepauma, 119021, r. Mockea, yn. Tumypa MpyHae, 4. 11, ctp. 1, atam B, nom. |, Hom.

8; 12. Ten.: +7 (495) 787-04-77; darc: +7 (495) 787-04-78. MonHaA MHOPMaUMA Mo NpenapaTy NpeacTasneHa B MHCTPYKUAM No
MEeAVLMHCHOMY NpuMeHeHuio npenapata (VIMIM).

HacTonALLan CoHpaLLEHHaA UHCTPYHLUMA No npumeHennio (CUM) npepcTaeneHa UCHNIUMTENBHO B MHCDOPMALWMOHHBIX LENAX U HE MOMET
CNYMUTL B KA4ECTBE MCHEPMbIBAIOLLIEr0 PYKOBOAICTBA NPY HA3HAYEHUM 11 NpUMeHeHUM npenapata. CUM (V.5) ot 24.05.2019 Ha ocHo-
saHum VIMIM ot 08.04.2018.

1. Whiteman D.A. and Himura A. Development: of idursuifase therapy for mucopolysaccharidosis type Il (Hunter syndrome): the past, the present and the future. Drug Des. Devel. Ther. 2017; 11: 2467-2480.
2. Burton B.K., Whiteman D.A., HOS Investigators. Incidence and timing of infusion-related reactions in patients with m ucopolysaccharidosis type Il (Hunter syndrome) on idursulfase therapy in the real-world setting: a perspective from the Hunter Outcome Survey (HOS).

Mol. Genet. Metab. 2011; 103(2):113-20.
3. HnuHnyeckue pexomeHpaumn. MyKononucaxapunos un Il 2019.

4. Muenzer J., Wraith J.E., Beck M., et al. A phase Il/Ill clinical study of enzyme replacement therapy with idursulfase in mucopolysaccharidasis Il (Hunter syndrome). Genet. Med. 2006; 8(8): 465-73
5. Muenzer J., Beck M., Eng C.M., et al. Long-term, open-labeled extension study of idursulfase in the treatment of Hunter syndrome. Genet. Med. 2011; 13(2): 95-101

000 «Takepa MapmacbloTvancy: yn. Ycadésa, 2, cTp. 1, 119048, Mockea, Poccua
Ten.: (495) 933 5511, dawc: (495) 502 1625
www.takeda.com.ru

C-APROM/RU/ /0608, pata paspabotku: asryct 2020




