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IOBUJIEUN

NPUHA BUKTOPOBHA JIEOHTBEBA (K 60-1eTuio co ansi poxaeHus)

27 depansg 2015 1. ucnoaHMIoch 60 et JIeOHTheBOI
HWpune BukropoBHe — mpodeccopy, 10KTOPY MEAULIMH-
CKUX HayK, TJIABHOMY HaydHOMY COTPYIHUKY OTIACICHUST
MaTOJIOTMU CEPACIHO-COCYIUCTOM crucTeMbl HayuHo-uc-
CJIEIOBATEIBCKOTO KJIMHUYECKOTO WHCTUTYTYTa Teara-
tpuu 'BOY BITO «PHUMY um. H.U. IMuporosa» MuH-
3apaBa Poccun.

Wpuna BuxkropoBHa ponunach B Tyie B cembe IMO-
TOMCTBEHHBIX Bpayeil, B CBA3M C 4eM BBIOOp Tpocdec-
cuM Bpaya Obul He ciaydyaeH. B 1978 . ona 3akoHumia
2-i1 MenuuuHckuit uHCTUTYT M. H.W. IluporoBa u no
1981 1. npoxoauiaa odyuyeHre B KIMHUYECKO OpAMHATYPE
Ha Kadenpe haKyJIbTeTCKON MeauaTpuu, Tae BCTPEeTUIach
C BBIJAIOIIMMCST IETCKUM KapIuoJIOTOM TpodheccopoM
Haranneit AnekceeBHo#t bellokoHb, 4TO onpenenniao Ha-
MpaBjieHUe AaibHelIIei paboThI.

Bea npodeccnonanbHas nesitebHocTh M.B. JIeoHTB-
€BOI1 CBsI3aHa C OTIEJIOM HAaCJeICTBEHHBIX 3a00JIeBaHUIA
ceplneyHo-cocyaucToit  cucremMbl  MockoBckoro HUU
neauaTpuu u nerckoi xupypruu (tenepp HUKUW neaua-
TpUHM), KOTOPHIit ObLT opraHu3oBaH mpod. H.A. berokoHb
B 1981 . Mpuna BukTopoBHa OblL1a TepBbIM acCIMPaHTOM
3TOro OTIena, B 1984 . ero OblIa 3amInIeHa KaHIuaaTcKast
JIAccepTalys, TOCBSIIeHHas (haKTopaM prcKa CepaedHOo-
COCYIUCTBIX 3a00JIEBAaHUI Y AIETEH C OTSITOILIEHHOM HACTIe -
CTBEHHOCTBIO 1O MIleMnYecKoi 6osre3nn cepaua. C 1984
o 1991 r. oHa paboraia MJIaJIINM, 3aTeM CTaplIUM Hay4-
HBIM cOTpyIHUKOM. [Tpomorkaa uccieqoBaHus B 00J1acTh
apTepUabHOM TUTO- Y TUTIEPTEH3WU, KapIUAITHii, (haKTo-
POB pricKa (hOPMUPOBAHUS CEPACIYHO-COCYIHUCTHIX 3a00JTe-
BaHuii. B 1991 . 1. B. JleoHTheBa 3a1MTuiia JOKTOPCKYIO
JIyccepTauio Ha TeMy «DyHKIMOHAIbHAS KaparuOBacKy-
JIIpHAsT TIaTOJIOTHUS Y AETei C OTSTOIIEHHOM HaC/IeICTBEH-
HOCTBIO TIO WIIIEMWYECKO OOJIe3HU cepAlia M TTOIXOMIbI
K TIPOPUIAKTHKE CEpACIHO-COCYINUCTBIX 3a00JeBaHUI».
C 1991 o 1999 . Upuna BukropoBHa paboTaia Bemaylum
Hay4YHbIM COTPYAHUKOM, ¢ 1999 no 2009 r. — rmaBHBIM Ha-
YYHBIM COTPYIHUKOM, a ¢ 2009 no 2015 rr. 3aBegoBaia oT-
JIeJIEHUEM MaTOJIOTHH CePACIHO-COCYIUCTOM CUCTEMBI.

C 1992 . Upuna BukropoBHa JleoHTheBa BeaeT Mc-
CJIeIOBAHMST HOBBIX TEXHOJIOTUI AMATHOCTUKHU U JICUSHUST
neteit ¢ KapauomuonaTusiMu. Eio ObITM TIpeIIosKEHBI
KPUTEPUM BBISIBJICHUsI HapyIIeHUI KJIETOUHOM Hepre-
TUKHU TIPU KapAMOMUOTIATUSAX y IeTeil. PazpaboTaHbl (hak-
TOPBI pUCKa BHE3ATHOW CMEPTH TIPU TUTIEPTPOPUIECKIX
KapIHMOMMOITaTHSIX.

CriekTp TpoeCCUOHAIBHBIX WHTEPecOB mpodec-
copa UM.B. JIeoHTbeBOI IMPOK, OXBAaThIBAET MPOOJIEMbI
KaK (hYHKIIMOHAIBHBIX, TAK U OPTaHUYECKUX CEPACIHO-
COCYIMCTBIX HapyIIeHW, B YACTHOCTH, apTepUalbHBIX
TUTIEPTEH3UI, MUOKapauonuctpodun. BrepBole B Tie-
JUaTPUU €10 ObLT BHEAPEH METOJ CYTOYHOTO MOHUTOPUH-
ra apTepuaJbHOTO IaBJeHMS, 0OOCHOBAHBI TTOKAa3aHUSI
K mudbepeHINPOBAHHON Teparnuu apTepuaibHOM -
MePTeH3UN U TIPEIIOKEHBI KPUTEPUU TUATHOCTUKU TTO-
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pakeHUsI OpraHOB-MUIIEHei. BbIcokast pacrmpocTpa-
HEHHOCTb Cpeln JeTell W TOAPOCTKOB, TeTEPOreHHOCTh
MPUYMH U KIMHUYECKON KapTUHBI CUHKOMAJIBbHBIX TTPU-
CTYITOB SIBUJTUCH MPUYMHOM aKTUBHOTO U3YUEHMS Ba30Ba-
TaJIbHBIX 0OMOPOYHBIX COCTOSTHU Y AeTE.

Tlon pykoBonctBom MpuHBI BUKTOPOBHBI 3alUIEHBI
10 xaHmMmaTCKMX M 5 HOKTOpcKuMX muccepraumii, B 2001 T
el OBUTO TTpUCBOEHO 3BaHue IMpodeccopa. OHa aBTOp 4 MO-
Horpacdwuii, 21 raBel B MOHOrpadusix, €0 TMOATOTOBICHBI
Oonee 35 METOIMUECKUX pEKOMEHIAIUH, JeKIINiA, TTOCOOuit
JUTST Bpadyeid, HOBBIX MEIUIIMHCKUX TeXHOJIOTUH, 4 TaTeHTa
Ha n300peTeHust, 6osee 200 cTaTeil B IEHTpaJIbHOM TTeUaTH.

W.B. JleoHTheBa BBITIOIHSIET OOJIBIIYIO JIeUeOHO-KOH-
CYJIBTAaTUBHYIO pabOTYy; TTOCTOSTHHO BHEPSIET B IMTeANATPH -
YECKYIO TIPaKTUKY HOBBbIE METOIbI TWAarHOCTUKU W Tepa-
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MNEPELOBAS

PoJib reHeTHKH B pa3BUTHH J€TCKOi HedpoIorun

M.C. Henamosa, B.B. Jlnun

Hay4Ho-nccnenoBaTenbCkuii KNMHUYECKUA MHCTUTYT neguatpumn FBOY BIO «Poccuiicknii HaumoHanbHbI nccnenoBaTesb-
CKUIA MeanuuHeknm yHnsepcuteT um. H.W. NMuporosa» Munagpasa Poccuun, Mocksa

Role of genetics in the development of pediatric nephrology

M.S. Ignatova, V.V. Dlin

Research Clinical Institute of Pediatrics, N.I. Pirogov Russian National Research Medical University, Ministry of Health Russia,
of Moscow

Ha ocHoBanmu COOCTBEHHbIX HAOJIONEHMI W AHAIN3A COBPEMEHHOM JIUTEPaTypbl MpeicTaBjieHbl 0000IIEHHbIE JAHHBIE O POJIM
MeIUIMHCKOli TeHeTHKH B Pa3BUTHH JeTcKoil Hedpoaornu. ITokasano, 4ro BHeJIpeHHe reHeTHYECKUX MCCJIEI0BAHMI B MPAKTHKY
neanaTpa-Hedposiora no3BoJisieT M3MEHNTh NPEICTABIEHNe 00 dTHOJIOTMH MHOTHX 3200JeBaHMii, pacmM(poBaTh CYyIHOCTb psiaa
HedponaTHii, NPUYMHA KOTOPBIX ObLIA HESICHA, YMEHbIUUTh KOJNYECTBO HANONATHIECKHUX 32001eBaHuil. DTO 0COOEHHO BAKHO [L1IsI
onpeieJieHHs TAKTHKY TePATUHU U MOSIBJIEHNS] HOBbIX ATOreHeTHYECKUX MPENapaToB, MO3BOJISIONINX YIYYIIHTh IPOTHO3 H KAYECTBO
JKH3HU NALUEHTOB MPH Psijie reHeTHYeCKuX 3a0onesanuii. Ocofoe BHUMAHKE 0GPAIIEHO HA HAC/IEACTBeHHbIe HepponaTuu, mpore-
Kalolue ¢ reMatypueii, ¥, B YaCTHOCTH Ha CHHIPOM AJIbIIOPTA, /Ui KOTOPOro XapaKTepHO mporpeccupyiomee teyenue. Passurue u
BHEJIPeHHeE TOCTIKEHHIT TeHETHKY B KIIMHAYECKYI0 IPAKTHKY NPUBEJIO HEAABHO K BbIIEJIEHUIO HOBOI HO30I0THY€ECKOii (hopMbI — HA-
caencrBenHoro C3-riomepysionedpura kak pesyiasrara myrauuu rena CFHRS. B omkaiimiem 0ynymem B HedpoJioruu 6jaronaps
Pa3BUTHIO TeHETUYECKHX TEXHOJIOTHii, HECOMHEHHO, OYIYT OTKPHITHI HOBbIE TeHETHYECKHE 3200/1eBaHNS.

Karoueevte caosa: demu, nacnredcmeennas Hegpponamus, 8pONCOeHHble AHOMANUU, 2eHEMUKA.

Generalized data on the role of medical genetics in the development of pediatric nephrology are given on the basis of the authors’
observations and modern literature. It is shown that the introduction of genetic researches into the practice of a pediatric nephrolo-
gist can change the view of the etiology of many diseases, decipher the essence of a number of nephropathies, the cause of which was
unclear, and reduce the number of idiopathic diseases. This is particularly important for the determination of therapeutic tactics and
the emergence of new pathogenic agents that can improve prognosis and quality of life in patients in a number of genetic diseases.
Particular attention is drawn to hereditary nephropathy accompanied by hematuria and particularly to Alport syndrome character-
ized by a progressive course. The development of genetics and clinical introduction of its advances have recently led to the identifica-
tion of a new nosological entity — hereditary C3 glomerulonephritis as a result of CFHR5 gene mutation. Thanks to the development

of genetic technologies, new genetic kidney diseases are certain to be disclosed in the next future.

Key words: babies, hereditary nephropathy, congenital malformations, genetics.

Hocne BTOPUYHOTO OTKpbITUS 3akKoHOB [. MeHne-
g B 1900 1. reHeTMKa IMpoIaa OTPOMHBIN TTyTh
yepes IKCMepuMeHTalbHOE HakorieHue ¢hakToB ¢hop-
MaJbHOW T€HETUKU K MOJIEKYJISIPHO-OMOJOTUYECKOMY
MOHUMAHUWIO CYIITHOCTU I'eHa, er0 CTPYKTYPhl U (PyHK-
IIMU, OT TEOPETUUECKUX IMOCTPOEHUI O reHe Kak ab-
CTPaKTHOI eAWHMIIE HACJIEACTBEHHOCTH K TOHUMaHUIO
ero MaTepuaabHON MPUPOIbI KaK hparMeHTa MOJEKY-
abl JJHK, Konupyoiiero aMMHOKHUCIOTHYIO CTPYKTYPY
Oenika, ¥ 10 CO3/aHUs TTOAPOOHBIX TeHETUYECKUX KapT
yeJioBeKa, XMWBOTHBIX, UAEHTU(MUKALIMA TEHOB, MyTa-
IIMM KOTOPBIX COTIPSIKEHBI C TSIKEJBIMU HACJIEICTBEH-
HBIMU HEJyraMu, pa3pabOTKU METO0B OMOTEXHOJIOTUH
U TeHHOW WHXEHEPUU, TO3BOJISIIOIIMX HarpaBJIeHHO
MoJIy4aTh OPraHMU3MBbI € 3aJJaHHBIMU HACJIEICTBEHHBIMU
MpU3HAKaMM, a TakXXe TTPOBOJIUTH KOPPEKIIMIO MYTaHT-
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HBIX TEHOB YeJ0BeKa, T.e. TeHOTepario HacJIeJICTBEH-
HBIX 3a00JIeBaHUM.

MeaunuHcKas reHeTHKa, sSIBJSISICh BaXKHeumieil ya-
CThIO TEOPETUUYECKON MEAUIIMHBI, U3y4YaeT POJib HACE/I-
CTBEHHOCTH B TaTOJIOTUM YeJIoBeKa, 3aKOHOMEPHOCTHU
nepegayy OT MOKOJICHUS TTOKOJEHUIO HACIEACTBEHHBIX
0OoJie3Hell, a TakKe pa3pabaTbIBa€T METOABI JUATHOCTH -
KM, Je4eHUs M TMpodUIaKTUKA HaCJeICTBEHHON Tia-
TOJIOTHM, B TOM 4YucJie U 0OJie3HEl C HaCAeACTBEHHOM
MPeapacoOXeHHOCTbIO, 00BeANHSISA, TAKUM 00pa3oM,
MEIUIIMHCKUE U TEHETUUYECKHNE OTKPBITUS U JOCTHXKE-
HUs 1t 60pbOBI ¢ HenyramMmu. MeauimMHCKasi TeHeTH -
Ka BBISICHSIET 3HAQUYEHUE HACJEeICTBEHHBIX (COUeTaHUe
TE€HOB, MYyTallMii) U CPeNOBBIX (PAKTOPOB, a TaKXKe UX
COOTHOIIIEHUS B 3THOJIOTUM Oose3Helt. Kak TeopeTnue-
cKasl M KJIMHUYecKast AUCUMTUIMHA MEIUIIMHCKAs TeHe-
TUKa MPOJIOJIKAeT MHTEHCUBHO Pa3BUBATLCSI B Pa3HbBIX
HarmpaBJICHUSIX: MOJIEKYISIPHOW LIMTOTE€HETUKU, MOJIE-
KYJISpHOW M OMOXMMUYECKOU TEHETUKU, UMMYHOTEHE -
TUKU, TEHETUKU Pa3BUTHUS, MOMYISIIMOHHON TeHETUKMU,
KJIMHUYECKOMN TeHETUKU.

HacnencrBeHHble 3a001€BaHUS 9TUOJIOTUYECKHU CBSI-
3aHbl C Pa3JIMYHBIMU TUTIAMU MYTaluil (TeHHbIE, XPO-
MocoMHbIe) [1]. B Hedpomornuyeckoi mpakTukKe 4valie
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BCEro BCTpeyarTcs 3a00JIeBaHUsI, 00YCIOBICHHBIE MY-
Talneil eTMHCTBEHHOTO TeHa WJIM XPOMOCOMHBIMU aHO-
Mamusmu. OmMHaKO HanmMeHee M3YYCHHBIMU SIBJISTFOTCSI
Hedposornueckre 3aboieBaHUS TTIOJUTEHHON U MYJb-
TU(HAKTOPHOUM MPUPOILI, OOYCTOBICHHBIE MYTallUSIMU
HECKOJIbKUX TeHOB. MynbTudakTopHbie 00J€3HU 00-
YCJIOBJIEHBI COBOKYITHOCTBIO (DAKTOPOB HACENCTBEHHO-
TO TIPEIPACTIONIOKEHUS U Peau3yIoTCsT B O0JIC3Hb JIUIITh
MpY BO3IEMCTBUM HEOJArOMPUATHBIX areHTOB BHEIITHE
cpenbl. Cpenn HECKONIBKMX TMOPaXKeHHBIX TEHOB OIHA
MyTalysl MOXET OBITb ITOMWHMPYIOIIEH, HO OOBIYHO
pedb uaeT 006 aIAUTUBHOM BIUSIHUY HECKOJIbKUX T€HOB.
TakuM 00pa3oM, B 3TUX CITydasx HACJIEIYeTCs Tpeapac-
TTOJIOKEHHOCTh, a He camo 3aboseBaHue. MIMeHHO 3T
3a00JIeBaHUS JTOMUHUPYIOT B CTPYKTYPE XPOHMUECKOM
ITaTOJIOTWH YeJIOBEKa, B TOM YVCIIe U TIPY 3a00IeBaHUSIX
OpraHoB MOYeBO#i cuctemsl [1].

B ciywae mpenmonokeHusi 0 BOSMOXHOCTH HaCeI-
CTBEHHOW TATOJIOTUW OPTAaHOB MOYEBOU CHCTEMBI Tpe-
OyeTcss THIATEIbHOE KIIMHUKO-TEHETHIECKOe oOcie-
IOBaHWE, ONMTUMAJLHO IO €IWHOW CXeMe, He TOJbKO
pebeHKa, HO U OTMXKaNIINX POJCTBEHHUKOB (B IEPBYIO
odepenb ponuteseit). s MOaTBEpXIeHUS MHOTHX Ha-
CJICICTBEHHBIX 3a00JIeBaHNI MOUYEBO CUCTEMBI 00sI3a-
TEJTLHO MPOBeAeHNE MOP(OTOTUIECKOTO UCCIICTOBAHS
MOYeK, TaK KakK BBISIBJICHME B OMONTaTe MPU3HAKOB He-
MTPaBUJILHOTO Pa3BUTUS TKaHW, OOHapyXeHue (hoKaslb-
HO-CETMEHTapHOTO TJIOMEPYJIIPHOTO CKJIEpo3a OOBITHO
CBUIETENIbCTBYET O HACJIeACTBeHHON TaTojorun. M, Ha-
KOHEII, TSI OKOHYATEIBHOTO PEIIeHUs O CYIITHOCTH 3a-
OoJieBaHMS B PsIIe CIydaeB HEOOXOIMMO MOJICKYJISIPHO-
TeHETHYECKOe NCCIIeTOBaHME.

[ToyeuHast HEMOCTATOYHOCTH TIPYU OOJIBIITMHCTBE Ha-
CJIEICTBEHHBIX He(pOoTaTHii TIPOSBIISIETCSI, KaK TpaBU-
J10, TYOynsipHBIMU HapyleHusimu [2]. UMeHHO moaToMy
(byHKIIMOHATbHBIE M3MEHEHUST OTIMCHIBATNCH Yallle BCe-
ro MpPY TaKWUX HACJIeICTBEHHBIX HedpPOMaTusx, Kak Ty-
oynomnatuu [3]. OgHaKO 1O Mepe U3YYEHUS COCTOSTHUSI
TTOYEeYHBIX (DYHKIUI y JIMI] pa3HOTO BO3pacTa W C pas-
JINYHBIMU He(POTTaTUSIMU CTajla OYeBUIHON HEOOXOIM~
MOCTb OOpaIeHns] BHUMaHUSI Ha COCTOSTHUE (DUIIBTpa-
IIMOHHOM CITOCOOHOCTHU MoYeK [4].

BHenpeHme yasTpa3ByKOBOW MTUAarHOCTMKHM Ha paH-
HUX CPOKaxX OEPEeMEHHOCTH HEPEIKO BBISIBIISICT TSKEIJTBIE
aHOMAaJIMM MOYEBOM CUCTEMBI, B TOM YHUCJIe KOMOWMHM-
pOBaHHBIE AHOMAJIUY TTIOYEeK U OPTaHOB MOYEBLIBEICHUS
(CAKUT-cuHapoM), UYTO TIO3BOJISIET CBOEBPEMEHHO
CTaBUTDH BOTIPOC O TIpepBIBaHUU OepeMeHHOcTH. Hamn-
Yye BPOXICHHBIX aHOMAJTUl OpTaHOB MOYEBOIl CUCTE-
MBI y OJIU3KUX POICTBEHHUWKOB OOOCHOBBIBaE€T HEOO-
XOIUMOCTh TIPOBEICHUS] MOJEKYISIPHO-TEHETUIECKOTO
WCCIIEOBAHUS Y WICHOB CEMBH.

Cepbe3Hble TCHETUIECKIE MCCIIEIOBAHUS TIPOBOISIT-
Csl TIPU MHOTHUX TTaTOJIOTMYECKUX COCTOSTHMSIX OpPTaHOB
MOUEBOIl cHCTeMBI. B TiepByro ouepemb ClielyeT TOBO-
PUTh O HACJIEACTBEHHBIX He(hPOMaTHUSIX, MPOTEKAIOIINX
¢ remarypueii. Ha mmepBoe MecTo MOXHO TIOCTaBUTh Ha-
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CJIeZICTBEHHBINT He(PUT, KOTOPBIIA B HACTOSIIEE BpeMs
yaile Ha3bIBalOT CUHAPOMOM AJIbIIOpTAa BHE 3aBUCUMO-
CTU OT HaJIMYMs MopaxxkeHus ciayxa. st cuHnpoma Ajib-
rnopra XapakTepHa MyTallMsl OMHOTO U3 T€HOB KoJulare-
Ha COL4AS5, COL4A4, COL4A3. ObHapyxXeHne MyTaluii
ATUX T€HOB OOBIYHO HE BBI3bIBAET COMHEHUIA B IIPOUCXO-
KIEHUU TeMaTypun y pebeHka. [Ipu 3TOM BBISIBIISIETCS
CBOEOOpa3Hoe YTOJIIIICHUE TIOMEPYISIPHON 0a3abHOM
MeMOpaHBbI ¢ ee JeCTPyKIIMel, HalTOMUHAIOIIEH TYeIn-
Hble coThbl. MyTainuu reHoB koJinareHa COL4A4 1 COL4A3
MOTYT OBITh CBSI3aHBbI C 0O0JIE3HBIO TOHKMX Oa3abHBIX
MeMOpaH, 4To TpedyeT npoBeaeHUs TuddepeHInaTbHON
MHUarHOCTUKU. BaxkHocTh nuddepeHnpoBaHUsT CUHAPO-
Ma AJbriopTa v 00J1€3HU TOHKUX 0a3aibHbIX MEMOpPaH 00-
YCJIOBJIEHA TEM, UTO B MTOCJIEHEM ClTydae UMEEeTCsl 3HAY -
TeJbHO Oosiee OnaronpusitHoe TedyeHue. o mocieaHero
BPEMEHU 3TO COCTOSTHUE HAa3bIBAIH «100POKAYECTBEHHOM
ceMeiiHOl remaTypueii». B HacTosiiiee BpeMst Bce yaiiie
OT JJaHHOTO TePMWHA OTKA3bIBAIOTCS B CBSI3U C BO3MOX-
HOCTBIO MPOTPECCHpPOBaHUS 3a00JieBaHUSI C Pa3BUTUEM
MOYEYHOI HEIOCTATOYHOCTU. DTO 0OYCIOBAEHO MPUCO-
eIMHEHUEM MMMYHOKOMILJIEKCHOW TJIOMepYJIoNaThu,
C YeM HaM TMPUXOAUJIOCh HEOJHOKPATHO BCTpPEYaThCS
Ha TIpakTuke [5].

K omHMM M3 HelaBHUX TeHETUIECKUX OTKPBITUI Y JIie-
Tel C CEMENHON reMaTrypueil OTHOCUTCS ONMCaHWE HACJIE -
ctBeHHoro C3-miomepyioHedpuTa Kak pesyjibraTta MyTa-
1y reHa CFHRS5 (CFHRS5-nvedponatust). C. Deltas 1 coaBT.
(2013) [6] mpencTaBun HabmoaeHue 3a 21 cembeit Ha Ku-
npe, cuuTasi 3a00J1eBaH1e SHAEMUYHOI matonorueit. OnHa-
KO T0I00HOE 3200JIeBaHME ObUIO OMKMCAHO U B IPYTUX CTPa-
Hax, o yeM Te e aBTopsl nucanu B 2012 . [7]. Ten CFHRS
MPUHAIEXUT K cemelicTBy nisitu reHoB (CFHRI-5), pac-
MOJIOKEHHBIX Ha XpomocoMe 1q32, KOoaupymoIimx OeNKu,
KOTOpbIe MPUHUMAIOT YJacTHe B PETYIISIIIUU albTepHATUB-
HOro TyTu aktuBauu KomruieMeHTa. CFHRS CBsSI3bIBaeT
C3b u ToKamm3yeTcsl B ITIOMepyJIsipHOI Oa3zanibHO MeMOpa-
He y OOJIbHBIX € IJIOMEPYJIOHEMPUTOM.

B mnocnenHee Bpemsi B HE(PPOJOrMYECKON KIMHUKE
MHCTUTYTa OOCJIEAYIOTCS IETH, Y KOTOPBIX B TIEPBbIE Me-
CslBI TIOCTE POXIEHUSI OTMeuajgach MMKpOreMaTypus,
yeunuBatwoasicst mocie OPBU. [pennonaraercss Haau-
yne IgA-Hedpomnatun, KotTopasi BepuULMPYETCs TOIHKO
Mocjie UMMYHOTHCTOJIOTUYECKOTO 1M CBETOOINTUYECKOTO
u3ydyeHus rnovyeyHor ouorncuu. bonesnb bepxke mo cyie-
CTBYIOIIIMM KJIACCUYECKUM MepKaM He OTHOCUTCS K Ha-
CJIEZICTBEHHBIM 3a00JIeBaHUSIM, XOTSI UM BBICKA3bIBAETCS
BO3MOXXHOCTh T€HETUUYECKOTO TMPEIpacroioXeHus], KO-
TOpOE peayn3yeTcsl MPU BO3IEHCTBUU BUPYCHOM MH(EK-
. X. Zhou u coast. (2013) [8] mokazamu, uyto y 25%
MalKeHTOB OCHOBOM JIJISI TIPEAPACTIONOXEHHOCTH K [gA-
HedponaTuu sBasiercss nonumMopdusm reHoB FCGR.
Haunbonee BbipakeHHast accoumanusi IgA-Hedpornaruu
otMeuanach ¢ BapuaHtamu FCGR2B rs12118043.

AKTyaqbHOI TIpoOJieMOii  COBpeMEHHOI  Hedpo-
JIOTUM JIETCKOTO BO3pacTa SIBJSIETCSI CBOEBPEMEHHOE
orpeeieHre TeHeTUUYEeCKU JeTePMUHUPOBAHHBIX 3a00-
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JIEBaHUII MOYEBOI CUCTEMBI M TIOYEYHOTO TU3IMOPHO-
reHesa. [1pu HaMMuMK HACJAEACTBEHHOMN MATOJIOTHM B TOM
WM WHOM CTETeHM BBIpaXKeH IMU33MOPUOTEHE3 OpraHOB
MOYEBOI CCTEMBI, XOTsI €T0 BBHISIBJICHUE AaJIEKO He BCeTIa
TIpernoaraeT HaclIeACTBEHHBIN XapakTep 00Je3HU. DTO
KacaeTcsl He TOJBbKO JeTeil. MOXHO COTTAaCUThCS ¢ MHe-
nuem H.I1. [laGasoBa, BbICKa3aHHBIM WM B aKTOBOW
peun (2009), uTo 3M0pOBbE U XPOHUUYECKUE 3a00IeBaHUS
B3POCJIOTO YesloBeKa (hOPMUPYIOTCS B JETCTBE, HAUMHAsT
C BHYTpUYTPOOHOTO TIeproa.

B nocieaHue roanl B meauaTpuieckKoii HepoJIoruu
OoJblIIOe BHUMaHKE oOpaliaeTcsl Ha HaluurMe KMCcTO30B
MOYeK, TMPUYEM OHU BBISBISIOTCS B pas3iW4YHbIe BO3-
pacTtHbie Tiepuonbl [9]. [ToBbIIEHHBIN MHTEpPEC CBSI3aH,
OYEeBUIHO, C TEMU UCCIEIOBAaHUSIMU, KOTOPhIE KacaroT-
Csl POJIA TIEPBUYHBIX UJINM, 0OHAPYXKeHWE TTATOJOTUN
KOTOPBIX IMPH TMTOJTUKHUCTO3HBIX OOJIE3HSIX TTO3BOJIMIIO Ha-
3BaTh 3TH 3a00JIeBaHUS «IMJIHOTATUIMU». [To MHEHUIO
J. Badano u coasr. (2006) [10], muinonaTu — 3TO KJ1acc
HAaCJIEACTBEHHOM MaTOJOTUH, CBSI3aHHBIN ¢ MyTallUsIMU
MEePBUYHBIX UMM W KIMHUYECKH TIPOSIBIISIONINIACS
HaJIMuyMeM KUcTo3a (yaile noyeyHoro). Haubosee pac-
MPOCTPaHEHHBIM HACIIeACTBEHHBIM 3a00JIeBaHUEM MO-
YeBOIl CUCTEMBI ¢ 4acToToli BcTpedaemocth 1:1000 HO-
BOPOXIEHHBIX OKa3bIBAETCSI ayTOCOMHO-IOMWHAHTHAsT
MMOJIMKKUCTO3HAs OOJIE3Hb TOYEK, KOTOpas OTHOCHUTCS
K HuuonatusM. JIo cpaBHUTEILHO HeTaBHETO BpeMeH!
9Ta MaToJoTUs (GUTYpUpPOBaa KaK «B3POCIBIN» THUI TO-
JIMKUCTO3HOM Oose3nu [11]. B mocnennee Bpems Ooiee
YacToe BBISIBIIEHUE ayTOCOMHO-TOMUHAHTHOMN TTOJIMKY -
CTO3HOI 0O0JIE3HU TTOYEK B JETCKOM BO3pacTe CBSI3aHO
C IIUPOKWM BHEAPEHWEM B KIMHUYECKYIO TMPAKTUKY
VJIBTPa3BYKOBOTO MCCIIETOBAHMSI.

B Hacrosiiiee BpeMst 60JibIlioe BHUMaHKUe oOpaliaeTcst
Ha penkue (opdaHHbie) 3a0oneBaHus. K HUM oTHOCUT-
ca anruokepatoma Mabpu [12]. DTo 3aboneBaHue MPU-
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MNEPELOBAS

HaJUIEXUT K HAcJIeJICTBEHHO-00YCIOBIEHHBIM JTU30CO-
MaJIbHBIM OOJIC3HSIM HaKOIJICHUSI, Pa3BUBAETCS B CBA3U
¢ mytauueit reHa GLA, Koaupyooniero (pepMeHT o-rajiak-
to3uma3y A. OCHOBHBIM TiposiBiieHUeM OosiesHn PDab-
pH, OIpeNessTIONIMM Ka4eCTBO M TPOIOJIKUTEIBHOCTD
KU3HU, SBJIsgeTcs mopaxkeHue nouek [13, 14]. Ten GLA
JIOKAJIM30BaH Ha JJIMHHOM Tjiede X-XpOMOCOMBI (JIOKYC
Xqg22.1), on cocrout u3 7 93K30HOB. B HacTosiiee Bpemsi
HacuyuTbiBaeTcs 6ojee 450 myranmii reHa GLA (o naH-
HeiM Human Gene Mutation Database). [Ipu BriepBbie
IMAarHOCTUPOBAaHHOM 3a00JIeBaHMM, KaK IIpaBUJIO, 00-
Hapy>XMUBarOTCSI KPOBHBIE POJCTBEHHUKHN C aHAJIOTMYHOM
MyTallMeil TeHa, HO OMUCaHbl U CIIOpagndecKue Caydau
0oJie3HU, OOYCIOBJICHHBIE CTIOHTAHHBIMU MyTalUsIMU de
novo [15]. BeisiBieHre MyTaumii y Jvil ¢ HU3KOM WU OT-
CYTCTBYIOIIIEW aKTWMBHOCTBIO (hepMeHTa SIBJISIETCS Bak-
HBIM aTPUOYTOM TUATHOCTHKH OOJIE3HU.

3aknovyeHue

TakuM 00pa3oM, ¢ TTOSIBIEHUEM HOBBIX TEXHOJIOTH-
YeCKUX BO3MOXHOCTEMW, TOJy4eHHEeM HOBBIX HayYHBIX
JAHHBIX B OOJIACTU TEHETMKM CTAHOBUTCSI OUYEBHIHBIM,
YTO JaJibHelIIee pa3BUTHE TMeauaTpUIecKoit Hedpoto-
TMW HEPa3pbIBHO CBSI3aHO C MEIWIIMHCKON TeHETUKOM.
Ecim mo cpaBHUTENBHO HeOaBHEro BpeMeHM B Hedpo-
JIOTMIM 9aCTO CTaBUJICS AMATHO3: «MAMONaTHIecKoe Hed-
poJjioTnyeckoe 3abojeBaHHWE», TO B HACTOsIIIEe BpeMs
Garogapsi COBpeMEHHBIM MCCIIEIOBAHUSM, B TOM YHUCIIE
MOJIEKYJISIPHO-IIUTOTEHETUIECKIUM W MOJIEKYJISIPHO-Te-
HETMYECKUM, B OOJIBIIMHCTBE CIyYaeB yaaeTcsl paciiiv-
GpoBaTh TeHETUUYESCKYIO MMPUPOAY OOJIE3HN U TTOI00PATh
afekBaTHyI0 Tepanuio [16]. Poirb MeTUIIMHCKOM reHeTH-
KU 0COOEHHO BakHa JJIsSI TOHUMAaHUST 3THOJIOTUY W Tia-
TOTreHe3a MHOTHX 00JIe3Hell OpraHOB MOYEBOM CUCTEMBI.
OCoOEHHO SIPKO 3TO MPOSIBISIETCS TPU IUaTHOCTUKE PeJl-
Kkux (opaHHBIX) 3200I€BaHUIA.
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IMocrynuna 12.12.13
MHOPOPMALMUOHHOE NUCbMO

PoccuiicKuii HAMOHAJIbHbII HCCIe0BATEIbCKHIT MeTUIMHCKU yauBepcutet um. H.U. ITuporoBa HaumHaeT ipoBere-
HMe 00pa30BaTeIbHBIX ITUKIIOB IT0 OPUTHMHAJIBHON ITpOorpaMMe TTOBBIIIeHNs KBanduKkamy « KimHunaeckas U MoJIeKy-
JISIpHAS TeHeTHKA sl NPAKTUKYIOUIUMX Bpayeil» B 00beMe 72 4acoB.

K 06y4yeHMIO Ha IUKITaX TIPUTIIAIIAIOTCS TePANeBThbl, eAUATPbI, HEOHATOJIOTH ¥ BPAYH APYTUX CHENHATbHOCTEN.

He.]'l])lO nporpaMMsl ABJIACTCA: 06y‘-ICHI/IC NPaKTUKYIOIINX Bpaqeﬁ BBISIBJICHUIO ITOKA3aHUM K IIPOBCACHUIO U COCTaB-
JICHUIO TIJIaHa naGopaTopHoro TeHEeTUYeCKOro 00cieJ0BaHusI MallueHTa C IIpU3HaAKaMM HACJICACTBEHHOI'O 3a00J1eBaHUs
1 oNnpeacICHUIO TAKTUKH €TI0 BEACHUA B 3aBUCMMOCTHU OT ITOJTYYCHHBIX PE3YJILTAaTOB.

B pamkax nporpaMmmbl 6yayT OCBeLLEeHbl:

* OCHOBHBbIE ITOJIOXKEHUSA MEAULIMHCKON T€HETUKU;

¢ IPUHIOUIIBI CEMUMOTUKM HACJIECACTBECHHbBIX 0oJs1e3Hei;

¢ COBPEMECHHBLIC METObI na6opaTopH0171 JIMaTHOCTUKM HACJIEACTBEHHBIX 00JIE3HE;

*  OCHOBbBI HEPOTEHETUKM U TEHETUKU COMAaTUYECKMUX HACIEICTBEHHbIX 3a00JIeBaHMIA;

*  OCHOBbI TCHETUKHM I'€MaTOJIOTMYCCKUX 1 UMMYHOJIOTMYCCKUX 0oJe3Hei;

*  OCHOBBI TCHETUKM HACJICACTBECHHBIX S9HAOKPHWHHBIX 3a00s1eBaHMIi U 00JIe3HEl 0OMeHa BEIECTB;
* OCHOBBI TEHETUKM OHKOJIOrMYECKUX 3a00JI€BaHUIA;

*  o0mume IIPUHLMIIBLI JICUHECHUSA U l'[pO(I)I/U[aKTI/IKI/I HaCJIeACTBEHHBIX 00JIE€3HE.

ITo uroram o6y4eHUS 11O TaHHOM ITporpaMMe OyIeT IPOBeIeHa aTTeCTallUsI, TIPY YCIIEITHOM CI1a4i KOTOPOM CTyIa-
TEJISIM BBIIAMYT YAOCTOBEPSHUST O TIOBBIIIICHUY KBaTU(UKAIIMKA YCTAHOBICHHOTO 00pasIia.

Cpoku npoBeaeHus:

— ¢ 14 cenTs16ps mo 30 okTsa6pst 2015 roma o 5,1 yaca 2 paza B HeIeJo;
— ¢ 05 okTsa6ps 1o 16 okTs0pst 2015 roma 1o 7,2 yaca 5 nHE# B HEOEITIO.
Hab6op cayuiareneit HaunHaetcs ¢ 01 uions 2015 roaa.

UHdopmaumna ong KOHTaKTa:

bapa6anosa Enena BacuibeBHa; Ipebenkuna Upuna BnanumupoBaHa;
Tes1. pab.: 8 (499) 739-56-93; Ten. pad.: 8 (495) 434-81-90;

Test. Mo0.: 8-903-198-72-56; Tel1. M00.: 8-917-528-87-79;

e-mail: e.v.barabanova@mail.ru e-mail: fuv219@rambler.ru
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OB30PbI JINTEPATYPbI

Kimanyeckoe 3HayeHne MHAMBUAYAJIbHbIX 0COOeHHOCTel MmuToxonapuaabHoii JIHK

B.C. Cyxopykos, A.C. Boponkosa, H.A. Jlumeunosa

Hay4Ho-nccnenoBaTenbCkuii KINMHNYECKnii MHCTUTYT neguatpun F6OY BIO «Poccuiicknii HaumoHanbHbI MeANLNHCKNIA
yHuBepcuteT um. H.W. Nuporosa», Mockea

Clinical relevance of individual mitochondrial DNA characteristics

V.S. Sukhorukov, A.S. Voronkova, N.A. Litvinova

Research Clinical Institute of Pediatrics, N.I. Pirogov Russian National Research Medical University, Moscow

IITupoko u3BecTHO, 4T0 MyTanuu MuToxonapuanbHoii IHK MoryT oka3biBaTh cymecTBeHHOE BIMSIHME HA PA3BUTHE U TeYeHHe pa3-
JIMYHBIX MYJIBTHCHCTEMHBIX 3a00ieBanuii. OJJHAKO MHTOXOHIPHAJIbHDII TeHOM KpaiiHe BapuaOesieH, JaXKe MpH OTCYTCTBHH MATO-
JIOTHYECKUX MYTAIMii, OH HECET B ceOe BaxKHbIe MHAMBHUIYabHbIe YepThl. HekoTopbie mosmmopgusmbl MutoxonapuaibHoii JTHK
3aKpeIJieHbl HAC/IeJOBAHHEM HA MPOTSKEHUU ThICSY JIeT, OHU (DUJIOTeHEeTHYECKH PAa3BUBAJIMCH N0 Mepe PaccesieHusl YeJ0BeYecTna.
B HacTostimee BpeMsi 3TH NMOJIMMOP(U3MBI CHCTEMATH3MPOBAHBI B TaK Ha3biBaemble ramiorpynmnsl. Ilenbio HacTosimero o03opa
SAIBWICS AHAJIM3 JIMTEPATYPbI MOCJIEHUX JIET, MOCBAILEHHO B3aMMOCBSI3M HACJEACTBEHHOrO NATTEPHA MUTOXOHAPUAIBHOTO FeHOMA
(T.e. ramtorpymnn) ¢ peHoTHIHYECKHMHU 0co0eHHOCcTAMHU. CTpykTypa Mutoxonapuaaboii JTHK deHoTHNHUECKH MOKET NPOSIBIAATHCS
Kak (husnosiornyeckue 0COOEHHOCTH OPraHU3Ma, NPeAPACHONI0KEHHOCTh K TOMY HJIM MHOMY BHY CIIOPTHBHO# HATPY3KH, J0JIF0XKH-
TeabcTBO. C IpYroii CTOPOHbI, HHAMBHAYAIbHAS CTPYKTYPa MUTOXOHIpHAIbHOI JIHK MoXeT BIMATH HA PUCK PA3BUTHA MeTA00.IH-
YeCKHX PACCTPOICTB, 3200/1eBaHUIA MO3ra, IMMYHHOIl CHCTEMBI, ICUXHYECKUX 3200/IeBaHMii, BOCHAJNTEIbHBIX MPOIECCOB H Cell-
cuca. MHorue uccjie10BaHus MOCBSIEHbI BIUAHUIO 0co0eHHocTell muToxonapuaibHoii JITHK Ha npenpacnoioxkeHHOCTb K PaKky
TeyeHue 3Toro 3a0oaeBanus. OTeIbHOr0O BHUMAHHUSA 3aC/TyKMBAET BIMSHIE OCOOEHHOCTEl CTPYKTYPbI MUTOXOHIPHAJILHOTO FeHOMA
HA YYBCTBUTEJILHOCTD K PA3JIMYHBIM BUIAM JIeUeHHS: TPAHCIUIAHTALMS, AHTUPETPOBUPYCHAS Tepanus v 1p. B HacTosmem o63ope He
TOJIbKO BbIIEJIEHbI HAN0O0JIee HHTePECHbIe HCCIIEIOBAHMS MOCIETHHX JIET, HO H PACCMATPUBAIOTCS COBPEMEHHbIE METOIO0JIOTHIECKHE
MOXO/bI K M3YYEHHI0 MUTOXOHIPHAJIBHBIX ramiorpynmn. B cBs3u ¢ n100ajbHoi pa3po3HEHHOCTBIO Pe3YJIbTATOB AHAJIN3A FAIIOTPYII
HA CeroHsIHMIA IeHb KPaiiHe BaXKHO MAKCHMAJIbHO HIMPOKOE OCBEIIEeHHE NPOBOAMMBIX MCCJIeI0BAHMI.

Karoueevte caosa: demu, mumoxondpuu, mumoxonopuanvhas IHK, mumoxondpuanshvie canioepynnot, KAuHu4eckoe 3HaveHue.

It is widely known that mitochondrial DNA mutations may have a substantial impact on the development and course of different
multisystem diseases. However, the mitochondrial genome is highly variable; even in the absence of pathological mutations, it carries
important individual traits. Some mitochondrial DNA polymorphisms have been fixed by inheritance for thousands of years; they have
phylogenetically developed as mankind has been settling in new places. Up to date, these polymorphisms are arranged into the so-
called haplogroups. The purpose of this review is to analyze the recent literature on the relationship of the inheritance pattern of the
mitochondrial genome (i.e. haplogroups) to phenotypic features. The structure of mitochondrial DNA can phenotypically manifest
itself as the body’s physiological properties, predisposition to one or other type of a sport load, and longevity. On the other hand, the
individual mitochondrial DNA structure can influence the risk of developing metabolic disturbances, brain disorders, immune system
diseases, mental disorders, inflammation, or sepsis. Many investigations deal with the impact of mitochondrial DNA characteristics
on predisposition to cancer and the course of this disease. The influence of mitochondrial DNA characteristics on susceptibility to
different treatment modalities, such as transplantation, antiretroviral therapy, etc., deserves special attention. This review not only
identifies the most interesting recent investigations, but also considers up-to-date methodological approaches to studying mitochon-
drial haplogroups. Due to the global disembodied results of an analysis of haplogroups today, it is very important to highlight ongoing
studies as widely as possible.

Key words: children, mitochondria, mitochondrial DNA, mitochondrial haplogroups, clinical relevance.

MutoxonppuanbHaa JHK n ee myTauun

1963 1. 6610 OOGHAPYXKEHO, YTO MUTOXOHAPUS — OTHA
U3 BOCBMHU OOSI3aTEJIbHBIX OpTraHeN IMTOIUIa3Mbl
9YKapUOTUYECKOW KJIETKU, HECET B CBOEM MaTpUKCe CO0-
crBeHHble MoJiekynbl JIHK. Torna, Ha ¢oHe roTpsiceHuid,
KOTOpBIE€ UCIBIThIBAIa OMOJIOTHS B pe3y/ikTaTe HeIaBHEro
orpeneieHus MOJIEKYJIIPHOIM TIpUPOIbI TeHa, Majlo KTO

© KonnekTtue aBTOpoOB, 2015
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Anpec ans koppecnonaeHmun: CyxopykoB Brnammmup CepreeBud — [I.M.H.,
npod., 3aB. HayuHO-UCCIIENOBATEIbCKOI JlabopaTopueil oblueil marosoruu
HUKW nennarpun PHUMY um. H.U. [Tuporosa

Boponkoa Anactacusi CepreeBHa — H.C. TOI e TabopaTopuu

JlurBuHoBa Haranust AnekcaHapoBHa — H.C. TOil xe slabopatopun

125412 Mockaa, yi. Tangomckas, 1. 2

MOT TIPEIITOJIOKUTD, KAaKOe BIUSIHAE 3TO OTKPBITUE OKa-
JKET B HefalleKoM OyayiieM Ha MenuinHy. Ho mpakTuye-
CKU OTHOBPEMEHHO C 3TMM TTOSIBUJIOCH TTEPBOE OIMMCAHKE
3a00JIeBaHMsI, B OCHOBE TaTOreHe3a KOTOPOro, Kak ITo-
CTYJIUPOBAJIA aBTOPHI, JIEKAJIO CUCTEMHOE TTOBPEXICHHE
MUTOXOHIpUii [1]. A yepe3 4yeTBepTh BeKa ObUIH TTOTyUYeHbI
cpa3y HECKOJIbKO TOKA3aTeJIbCTB TOTO, YTO MYTAalliu MU-
toxoHnapuanbHoit JIHK (MtIHK) MoryT ObITh pUunHOiL
pa3BUTUSI TSKEJIbIX OoJie3Hel [2, 3].

OnHa 13 HUX — HacJIeACTBeHHAsT aTpOMUsT 3pUTETbHBIX
HepBoB Jlebepa, KIMHUYECKU OTKMCAaHHAs 3TUM aBTOPOM
eme B 1871 . 3abosieBaHMe XapaKTepuU3yeTcsl Tporpa-
JNUEHTHBIM TTOBPEXACHUEM CETYATKU, Pa3BUTHEM TaKUX
HEBPOJIOTMYECKUX CUMIITOMOB, KaK aTaKCWsl, TUCTOHUSI,
naparuierusi, ¢ 1e6rToM B Bodpacte 15—30 et npenmyiie-
ctBeHHO (80—90%) y my>xuuH. [TepBast ToueuHast MyTaIust
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y GOJIbHBIX ¥ UX POACTBEHHUKOB IO MAaTEPUHCKOM JTUHUH
Obl1a oOHapyKeHa rpynmnoi noa pykosoactsoM D. Wallace
B 1988 1. [4] B omHOM 13 TeHOB | KOMIIIEKCa JbIXaTeTbHOM
uenu (ND4). BriocnenctBum myTaii ¢ COOTBETCTBYIO-
MM 3TUOJIOTMIECKM 3HAYeHHeM ObUTM OOHapyKeHbI (1
0OHapYXUBAIOTCS IO CUX MOP) KaK B 9TOM, TaK U B APYTUX
yuactkax MTJIHK [5].

IMpakTuuecku omHoBpemeHHo D. Wallace u ero co-
TPYAHUKU OMpPEJETUIN CBSI3b HAPYIIEHUSI BHYTPUMMU-
TOXOHAPUAJIBHOM TPAHCSILUU C PA3BUTUEM CUHAPOMA
MMOKJIOHYC-3IWJIETICUNA C «PBAaHBIMU» KPACHBIMHU BO-
nokHaMmu ckeneTHBIX MbI (MERRF) [6]. Heckonbko
rno3xe Oblja yTOYHEHa MpPUYMHA O0Je3HU — MyTalMs
B no3unuu 8344, Hapymiawlias aMUHOALMJIUPOBa-
Hue tpaHcrioptHoit PHK (TPHK) nu3una u nmpusonsi-
masi K MpeXIeBpeMEeHHOM TepMUHALUMU TPaHCISILUU
Ha MUTOXOHAPUATIbHBIX pubocomax (B MepBylo ouepelb
oenkoB | u IV KoMmIuiekcoB mbixatenbHoO# 1eru) [7].
Bospact nebiota U KIMHMYECKass KapTUHA CUHApoMa
MERRF kpaiitHe BaprnaOeabHbBI: OH MOXET IMPOSIBUTh-
Cs KaK B I'PYIHOM, TaK U B IIOXXWJIOM BO3pacTe, a B €ro
KJIMHUYECKOW KapTHUHE Hapsily ¢ MHOKJIOHMEH Hau-
0oJiee YacTO TOMUHUPYIOT aTakCusl, JeMEHIIUS, MoTe-
psl ciiyxa U MblllIeyHasi ci1aboCTb, a TakxKe Psil APYTUxX
CUMITOMOB B Pa3HbIX COUETAHUSIX.

Hakownet1, B Tom ke 1988 . ObLJIO BBISIBJIEHO 3THOJIO-
ruyeckoe 3HaueHue KpymHbix aenennii MTJAHK B pas-
BUTUU 3a00JIeBaHUIT YeIoBeKa, B TIEPBYIO oYepenb CHUH-
npoma Kepuca—Ceiipa [8], KTMHUYECKN BKIIOYAIOIIETO
B ce0s1 MUTMEHTHBIN PETUHUT, HAPYKHYIO O(PTaIbMOTIIE-
TUIO U TIOJIHY1O OJI0Kamy cepala.

K HacrosieMy BpeMeHU MUTOXOHIPHUATBHBIN T€HOM
xoportro n3ydeH. OH TIpecTaBIeH HECKOJIbKIMU KOTTHSI-
mu (100—10 000 Ha KJIETKY, YTO 3aBUCUT OT €€ SHEPTreTH-
YeCKOTO TIOTPEOJICHUSI) CYTepCITMpaTn30BaHHON ABYIIC-
nouevyHoit KosbiieBoi JAHK. Y yenoseka o6bem Mt HK
cocrtaBysieT ~ 16 569 map HyKJIeoTUIOB (T1.H.) M HAXOIUTCSI
B KOMIUTEKCe ¢ OeTkaMu, 00pa3ys, KaK U SIePHBIN TeHOM,
TaK Ha3bIBaeMblii HyKyeona. CTpyKTYpHO MUTOXOHIPU-
aJIbHBII TEHOM COCTOMT U3 37 TeHOB, U3 HUX 2 TeHa pU-
6ocomanbHoit PHK (pPHK), 22 rena TPHK u 13 reHos
MOJUMEnTUIOB [9].

Bce monumenTuabl, CMHTE3UpyeMble TTOJ KOHTPOJIEM
MTAHK siBrisitorest cyObeAMHULIAMY 3JIEKTPOHHO-TPAHC-
TTOPTHOW TIETTA OKUCIUTEIBHOTO (hOoCchOPMINPOBAHMUS.
Cemb teHoB (MTNDI, MTND2, MTND3, MTNDA4L,
MTND4, MTND5, MTNDG6) KomupyioT CyObeTUHULIBI
pecriupatopHoro komriekca I (HAJID nermaporeHa-
3pl, it HAJI® yOMXWHOH OKCUAOpeIyKTasbl); | TeH
(MTCYB) xoaupyeT KOMIIOHEHTbI KoMmIuiekca 3 (youxu-
HOH IIMTOXpOM C okcuuasa); 3 reHa (MTCO1, MTCO2,
MTCO3) xonupyloT cocTaBjisioline Komriekca 4 (-
ToxpoMm ¢ okcunasbl, i COX) u nBa reHa (MTATP6
u MTATPS) xonupyioT CyObeAMHUIbI PECTTUPATOPHOTO
komriekca 5 (AT®-cunTasw) [2, 9, 10].

Tenernueckuit Kog MTIHK otnnueH kak ot simepHOTO
KOJIa BCEX MJIEKOIUTAIOIINX, TaK U OT OaKTepUaIbHOTO.

Tak, konoH AYA KonupyeT METUOHUH BMECTO U30JICHIIN -
Ha. Kogonbst AIA u AI'T, 06b1YHO KOIMPYIOLIIME apTUHWH,
B MUTOXOHIPUSIX SIBJISIIOTCS CcTOM-KogoHaMmu. KomoH xe
VTA, craHnapTHO SIBJISIIOIIUIACS CTOTI-KOAOHOM, KOMPY-
et Tpuntodan [11].

Tlo cpaBHEHMIO C SIEPHBIM MUTOXOHIPUAIbHBIN Te-
HOM BBICOKO3((DeKTUBEH — 0K0J10 93% ero HyKIeOTUA0B
siBIsTIOTCS Konupytomumu reHamu. B MTJIHK orcytcTBy-
0T UHTPOHBI, 2 HEKOTOPhIe TeHbI, K ipumepy, MTATP6
u MTATPS, nepekpbiBatoTcsl. BOABITMHCTBO T€HOB SIBJISI-
IOTCSI CMEXXHBIMU W pa3/ieJIeHbl OHON—IBYMSI HEKO/IM-
pytoimuMu tapamMu HykiieotuaoB. B mT/IHK cymecrByer
TOJIbKO OJJMH HEKOJAUPYIOUIUI PETMOH — METIsl CMelle-
Hus, wina D-tretis [9].

Tak ke, Kak 1 B cIy4yae ¢ yXe YIIOMsSIHYTO# aTpodu-
et Jlebepa, pa3nuuHbie KIMHNUECKN 3HAUYNMBIe nedeK-
Tl MTJAHK akTHBHO omnuchIBatoTCs BIUIOTH 10 HACTOSI -
mero BpemeHu. Tak, mo maHHbIM caiita MITOMAP,
Ha MOMEHT MOATrOTOBKM cTaThu (MapT 2015 r.) onuca-
Hbl 593 Toueunsie mytauuu (303 myranuu reHoB TPHK
u pPHK; 290 myTauuii reHOB, KOIMPYIOLIMX MTOJUTIEI-
TUJIbI), CBSI3aHHbBIEC C Pa3BUTHEM PAa3IMYHBIX BADMAHTOB
MUOTaTuii, SH1e(aNoNaTuii, HapyIIeHUH clyXxa 1 3pe-
HUS, SMUJIETICUiA, 3a00JeBaHUl BHYTPEHHUX OpPraHOB
1 KpoBu [5]. IMHaAMUKY TIOTIOJTHEHUSI 3TUX 3HAHUN
MOXHO TPOWJUTIOCTPUPOBATH CIAEAYIOIIUM (haKTOM:
B okT6pe 2012 . Takux MyTalluii ObLIO U3BECTHO He-
MHOTHUM 00Jie€ IBYXCOT.

COOTBETCTBEHHO paCIIMPSIIOTCS M HaIIW  TMpeji-
CTaBJIEHUs] O TMATOJIOTMYECKUX MPOIIECCax, CBI3aHHBIX
¢ myranmsamu MTAHK. Ecnu nBamguarts jietr Hazam oc-
HOBHbIE 3a00JIEBaHUSI TAKOTO pPoOJa OTPaHUYMBAIUCH
CPaBHUTEJbHO HEOOJIBIIIUM KpyroMm (B TMEpBYIO Ove-
pens cunapombl MERRF, MELAS, NARP, Ilupco-
Ha, Jlebepa, Kepnca—Ceiipa, «odranbmoruieruss +»,
MUTOXOHIPUAbHbIE MUOMATUU U HEKOTOpbIEC IPYTHE),
TO ceiiyac Kpyr 3a0oyieBaHUI, 3aBUCSIIAX OT MOJUCH-
cremubix mytanuii MTJIHK, HecpaBHuMo mupe. K Hum,
MOMMMO BBIIIETIEPEUYNCTCHHBIX, OTHOCSTCS BapUaHTBI
SMUJIETICUIA M HEBPOMATUi, MUOKJIOHYCA, JIEMKOIHIIE-
danonuctpoduii, paccesHHOro ckjiepos3a, MHOMATHIA
1 MUOJUCTPODUiL, MUOTJIOOMHYPUHU, CEHCOHEHPaIbHOM
TYTOYXOCTHU UM TJIYXOThI, ONITUYECKOI HeHpOIaTuu 1 pe-
TUHOMATUM, aTaKCUW, KapAWOMUOMATWI, HapylIeHUN
apTepuagbHOro NaBjieHUsl, TYOYJIOUHTEPCTUIIMATLHOTO
HedpuTa 1 HoKaITbHO-CETMEHTAPHOTO TJIOMEPYJIOCKIIE-
po3a, TICeBA00OCTPYKIIMY KUIIIEYHUKA U IPYTUX TaCTPO-
WHTECTUHAJbHBIX 3abojieBaHMil, auabera, TUIOMar-
HUEMUHU, [IUKJINYECKOW PBOTHI, MUTPEHEN, HapYyIIEHUI
MCUXUKU, IEMEHIINU, CUHIPOMa BHE3amHOM MJlageHYe-
CKOW CMEpPTHU, ACTEHO300CTIEPMUU.

VYxe onuMH 2TOT TMepeuyeHb CBUIETEIBCTBYET O TOM,
YTO TIPOIYKTHI BHESIIEPHOTO TEHOMA CBSI3aHBI C peaan3a-
1IMedl OrpOMHOTO yucia (HU3MOJOTUYECKUX MPOLIECCOB,
a mytanuu MTJIHK mMoryT nmpuBoauTh K GOIbIIIOMY YUCITY
MaTOJIOTMYECKUX MEXaHM3MOB KaK YMEPEHHO TMPOSIBIISTIO-
IIMXCSI, TaK U JIeTaJIbHBIX.
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MMTOXOHApMaHbeIe ranaorpynnbl U X CBSI3b
¢ peHoTMNOM

Ssomoyns nonmmoppunamos MTHK

Crosib BhIpaXk€HHOE 3HAY€HHWE MUTOXOHAPUATIbHBIX
MyTallMii TIpU Pa3BUTUU TATOJOTMYECKMX TIPOIIECCOB
HE MOTJIO HE TTOCIYKUTh OCHOBAaHUEM JIJISI TOMCKa KOp-
pensiumii Mexay BapuabenbHOCTbO cTpoeHus MTAHK
W MHAWBUAYAJTbHBIMU (PU3MOJOTHUUYECKUMU OCOOEHHO-
ctsiMu. COOTBETCTBYIOIIIME B3aUMOCBSI3U ObLIM OOHApY-
JKeHbI OTHOCUTEJIbHO HEJIaBHO MpPHU aHalu3e TaK Ha3bl-
BaeMBbIX rarJIOrpyImnoBbIX pa3Ininii B CTPOGHUU TeHoMa
MuToxoHapuii. [eorpadpuueckre ocoOEHHOCTU CTpoOe-
Husg MTIAHK Havanu nsyuats 6osiee 30 nmet Hazan [12].
Crnenyet OTMETUTD, YTO C CAMOTO Havajia BeIyIlylo pojb
B BTUX MCCIEIOBAHUSAX ChITpaj yXe YIMOMMWHABIIUKCS
Boiie D. Wallace. Bo MHOXecTBe nmybnukanuii [13—15
u 1ap.] UM U ero KoJjjieraMu ObLIM COOpaHBl MHOTO-
YUCJIEHHbIe (DaKThl, aHAJIM3 KOTOPBIX BITOCIEICTBUU
JIET B OCHOBY €ro OCHOBOIMOJIAralolnXx TEOPeTUUECKUX
MpeNCTaBIeHN KaK O POJU MHUTOXOHIPUATbHBIX Ta-
TUIOTPYIII, TaK ¥ O 3HAYEHUM yuyeTa MUTOXOHIPUATbHOM
¢busnonoruu B TOCTPOCHUU COBPEMEHHON OuoOMenu-
LIMHCKOW mapaaurMsl [16].

Ilpu o6GcyxneHun Borpoca 00 3BOJIOIMOHHOM
BO3HUKHOBEHUM TIOMYJSIIIMOHHOTO ToJuMopdusMa,
MPeACTaBIeHHOTO HECKOJIbKMUMU KOHCEPBAaTUBHBIMU
BapuanTamu MTJIHK, ¢ ocoboii octporoii Bo3HMKaeT
mpobyieMa KaxXylierocsi mpoTUBOPEUMsT MEXIY TaKUM
KOHCEepBaTU3MOM U 3HAUYMTEJbHON MYTallMOHHOUW He-
CTAaOMJIBHOCTBIO 3TUX MOJIEKYJ, BO BCSIKOM ciyyae
no cpaBHeHuto ¢ saepHoit JIHK (uacrora reHetnue-
CKUX HapylIeHWl B MUTOXOHJIpPHUSX BbIlIe Oojiee yeM
B 10 pa3, ueM B siipe). DTO CBSI3aHO M CO 3HAUYUTEJb-
HO MeHblIel 3(hGEKTUBHOCTHIO MUTOXOHIPUATBbHBIX
¢epMeHTOB pemnapaliuu, B YaCTHOCTH, UX HECTTOCOOHO-
CThIO KOPPEKTUPOBATh WU YAAJISITh HEKOTOPbIE MOJU-
¢duuupoBanHbie ocHoBaHus [17]. Kakum xe obpazom
9T (aKThl COOTBETCTBYIOT JAaHHBIM O KOHCEpPBAaTUB-
Hoctu MTJIHK? HecoMHeHHO, MOXKHBI CylIeCTBOBATh
3 dekTUBHBIE (QUIBTPHI, OTCEMBAIOIINE MYTaHTHBIC
MTAHK u3 saiiuexknerok u/unu 3urotr. [lo kpaiiHei
Mepe OAHUM U3 TakKux (UIBTPOB, KaK HEIaBHO BbISIC-
HEHO, SIBJISIETCS, MO BCeW BUIMMOCTHU, TPOILIECC aTpe-
3UM, KOTOPBIN MPOUCXOIUT MpuMepHo B 99.9% mipu-
MODPAUAJIBHBIX (POJTMKYIOB SIMYHUKA W 3amycKaeTcs
MOBBIIIEHHBIM  KOJWYeCTBOM MyTaHTHbIx MTIHK
B sauuekierke [18]. Ymepennoie usmenenuss mtJHK
Mpu Tepejgaye OT IMOKOJEHUS K TOKOJEHUID MOTYT
MpU 3TOM, MO KpailHell Mepe YaCTUYHO, OOBSICHSITh-
cs  TeTeporuia3MMeil MUTOXOHJAPUAIBLHOTO TeHOoMa
situekneTok [19]. OgHako HEOOIbIIIOE KOJTUUYECTBO U3-
MEHEHW, BBIUTPBIIIHBIX C TOYKU 3PEHUS amanTalluu
K KJIMMAaTy U YCIOBUSIM MTUTAHUS, MOTJIO 3aKPeTISThCS
€CTECTBEHHBIM OTOOPOM, UTO U MPUBEIO K MOMYJISIIN-
OHHOMY pa3HooOpasuio MTIHK.

OB30PbI JINTEPATYPbI

Tarmorpynna mMTIHK uyenoBeka mpencrasisieTr co-
001t Habop MOIMMOPMU3MOB, TIPUCYIIUIA OTIpeIeIeHHOM
MUCKPETHOW MaTepUHCKOW JMHUM HaciemoBaHus. [a-
TuIorpyniibl Hayanu opmuposatbest 6osee 100 000 ner
Hazal, pa3BUBasCh MO MeEpe paccesieHUs YeloBeYecTBa
KakK pe3yJbraT TeHEeTWYEeCKOro japeiida u/uiam ceiek-
WU CIelUudUIEeCKOl MHUTOXOHAPHAIBHOM (YHKIIUN
JUIST aanTallMy K yCJIOBUSIM BHeITHe# cpenbl [20].

OcHoBHBIMM Tarutorpyramu ssisiores: L, L3; M; N.
IIpu sTOM TeHeanormuecku L3 sBisgeTcst monrpyrmoit L,
a M u N noarpynmamu L3. Tarorpynmna M, B cBoto oue-
penb, BkioudaeT B cedst moarpynmnsl C, D, E, G, Q, Z; ara-
rutorpyrina N BKJtodaeT B ce0st moarpynst A, I, O, S, W,
X, Y u R-BetBb, cocrosiyto uz B, F, P, H, V, T, J, U, K
noarpyri. Kaxmast 13 ocHOBHBIX rpymit onpeaensiercst 1 —3
CTaHIAPTHBIMU TTOIMMOpGU3MaMHM, a Kax/asl MoArpyIia
1—2 momomHuTebHBIMU. YacToTa BCTpeyaeMOCTH Talljio-
TpyMIl Cpeiv STHOCOB HEOJIMHAKOBA 1 MO OOJbIIIeH YacTh
COOTBETCTBYET IPOLIECCY paccesieHusl yenoBeuvecTBa. [le-
TaJbHOE U3YyYEHME raruIorpyIir MPUBEIO K 3HAYUTEIbHBIM
JOCTVXKEHUSIM B 00JIACTU U3YUYEHMSI HOBEMIIEH SBOIOLIMU
YyesI0BeKa v MO3BOJIJIO BEICTPOUTH KapTy B BUIE TaK HA3bl-
Baemoro aepesa MTIHK (cm. pucyHok) [5].

BnusiHne Ha pusnonorudeckne o0Cob6eHHoOCTH

MutoxonnpuansHas JHK pasnuunHoil rarutorpyr-
MOBO# TIPUHAMJIEXKHOCTU B TIEPBYIO OUepellb XapaKTepu-
3yeTcsl pa3IMuHOM 3KCIpeccueil CBOMX T'€HOB M HEKO-
TOPBIMU JIPYTUMU OCOOEHHOCTSIMU. Tak, 3HAYWUTETbHOE
BJIUSTHUE TaruIOrpyINioBble OCOOEHHOCTM OKa3bIBalOT
Ha uuco konuit MTJIHK. B yactHoCcTH, MOKa3zaHo, 4ToO ra-
rutorpyrnbl USA1 n T2 xapakTtepu3yoTcsi OTHOCUTEIBHO
0oJiee BEICOKMM ypoBHeM KornuitHocTu [21]. B psine padot
MPOJAEMOHCTPUPOBAHO, UTO JUIS JIIONEH, MMEIOIIUX MU-
TOXOHAPUAJIbHYIO raruiorpynmy H, xapakrepHa Oosbliast
(1a 30%) MUTOXOHIpHUATbHAS AKTUBHOCTb, 00JIee BEICOKIE
nokazaresin VO, max (MakCuMaJIbHbI# YPOBEHb MOTpeoJie-
HUSI KUCIOpOo/ia — U3MepSIeTCs TIpy (DPU3MUECKON Harpys3Ke
BO3pacTalleii MHTEHCMBHOCTM) W KOHIEHTpallUM aK-
TUBHBIX (POpPM KHCJIOpOAA, B YaCTHOCTU MO CpPaBHEHUIO
¢ rarmorpynmoii U [22], omHaKo 3TH TaHHBIE pa3pO3HEHDI

CxeMaTH4HOE M300paKeHne (PUIOTeHeTHIECKOro ApeBa MUTO-
XOHIPUAJIbHBIX ramiorpynm [5]
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M He BCeraa HaXOMAST MOATBEPKACHMS B IPYTUX paboTax.
HexoTopble aBTOPBI TaKKe acCOLMMPYIOT Tariorpymmy H
C MOBBIIIIEHHOM BEDKMBAEMOCTBIO TTpH cericuce [23] u 1mo-
BBIIIIEHHON ITOABIKHOCTBIO CITEpMaTO30MI0B [24].

Crnopt

C TOYKM 3peHUs OLIEHKMU (hPU3MOJIOTMIYECKOTO 3Haue-
HUS TarJIoOrpyIIoBbIX OCOOEHHOCTEN 4YesloBeKa OYeHb
WHTEPECHBI JaHHbIE, TTOyJYaeMble MPU MCCIIeOBAHUSIX,
MPOBOJMMBIX Y CIOPTCMEHOB. Tak, SIMOHCKME aBTOPbI
MPOBEJIN UCCJIeIOBAHNE C yJacTheM 185 aJIMTHBIX CITOPT-
CMEHOB JIJIsI OTIpeNieJIeHUsT BO3MOXHOTO BJIMSTHUS Tarjio-
TPYIIIIOBBIX OCOOEHHOCTEW Ha CHOPTUBHBIN TMOTEHIIMAI
opranusma [25]. [1pu 3Tom 6110 0OGHAPYKEHO, YTO Cpear
TaK Ha3bIBaEMbIX «BBIHOCIMBBIX» aTJIeTOB (O€r, IjlaBaHue
Ha JUIMHHBIE IUCTAHIIMU U T.I1.) Yalle, yeM B 00IIeil mo-
nyasiuuu, Berpevatores noarpynisl D4e2 u D4g, a cpenu
«CTIPUHTEPOB» Yallle, YeM B KOHTPOJIE, BCTPEUaroTCs TTO/I-
rpynmbl G u G2a. Kpome Toro, yacTtora pekKux BapuaH-
ToB 12S-pudocomanbHoit PHK u 1-ii cyoObeauHM1IbI TeHa
NADH-gerunporenassl  (pepMeHTHOTO KoMmruiekca |
NIBIXaTeJIbHOM 11eTM) ObLTa JOCTOBEPHO BHINIE Y CIIOPT-
CMEHOB-CITIPUHTEPOB, YeM B KOHTpoJje. Takum obpazom,
aBTOPHI MPUILIU K BBIBOAY, YTO MHIMBUIYaJTbHBIE OCO-
oennoctu MTAHK cBsi3anbI ¢ peanuzanueit pruanyeckoro
craryca 3JUTHBIX CIIOPTCMEHOB.

IMonumopdusmbr MTIHK, TmoBbINIatONIME YPOBEHD
pa3o0leHuss oKuciaeHus1 u ¢GochopuiupoBaHus U CO-
OTBETCTBEHHO MHTEHCHMBHOCTb pPabOThl MUTOXOHAPUIA
11 BEIPA0OTKM Heobxoaumoro konndectBa ATD, a Tak-
K€ YpOBEHb MPOAYKIIMU TeIjia, MOTYT MUMETh BakKHOE
3HaUeHUE MPU KIMMaTMYECKOW ajamnTallMd U COOTBET-
CTBEHHO SIBJISIIOTCSI OOBEKTOM TTO3UTUBHON CEJEKIINU.
IIpennonaraercs, yTo cyorarutorpyrmna J2 u rarjaorpyrma
K sBnstitorcest «pazo0iaminimMu reHoMamMu» (uncoupling
genomes). [lpearnonoxuTtenbHo Oiaromapsi MeHbIIE
MPOAYKIMU aKTUBHBIX (POPM KHCIOpPOJa 3TU TEHOMBbI
CMOCOOCTBYIOT JOJITOXXKUTENIbCTBY, OTHAKO HeOJarornpu-
SITHBI B CUTYalIUsIX, KOTJa HEOOXOAMM BbICOKUI YPOBEHb
nponykunu AT®, HarpuMep, AJTsT BBICTYTIEHWI BEIHOC-
JINBBIX aTJIeTOB (cTaiiepoB). DUHCKMMU aBTOpamMu OBLIO
npoBeneHo ucciaenoanve MTJIHK y takux crmoprcmeHoB
1 00HApYKEHO, YTO CPeIM HUX MTPAaKTUIECKN HE BCTpeva-
1oTcst oy ¢ rarutorpynnoit K ninm cyorartorpymmoii J2
(xapaKTepHBIX T JOJTOXUTeNei) [26].

CylecTBYIOIINE U TIOCTOSTHHO TIPUYMHOXAIOIIECs
JIaHHbIE O CMIEUMMDUIHOCTU MUTOXOHJPUAJBHBIX raruio-
TPYTIIT B 3THUYECKUX n3osTax [27, 28] yxe camu 110 cebe
CBUETEJILCTBYIOT O BAXKHOI POJIM 3TUX MOJIUMOP(PU3MOB
B peanu3aluuu (DEeHOTUMUYECKUX TPOSIBIEHU, B TOM
YUCJIe UMEIOIINX MEIUIIMHCKOE 3HaUeHUE.

AdonroxuresnbcTeo

CyIlIecTBYIOT JaHHbIE O BIMSHUM TarJIOrpyIi Ha Ta-
kve ¢GU3MoNorMYecKre Mokaszareiu, Kak OCOOEHHO-
cTU MeTabojM3Ma, ajanTaluusi K XOJOJHOMY KIIMMATy,
JOJITOXKUTEbCTBO, [Q, MOABMXXHOCTH CIEpMaTO30MI0B

¥ MHorue apyrve. JIoTMuHO MOosIBIIEHNE TUTIOTE3bI O TOM,
YTO MUTOXOHAPUATbHbBIC TArLIOTPYTIIIbI SIBJISIIOTCS TeHe-
TUYECKUM (PaKTOpOM, TIpeapacriosaraloliiuM K WHIUBU-
IlyaJIbHBIM OCOOEHHOCTSIM Mpoliecca crapeHus. JlaHHble,
CBUIETEJILCTBYIOIIME B TOJIb3Y 3TO TMITOTE3bI, MOSIBJISI-
FOTCSI TIPU COOTBETCTBYIOIIMX MCCIIEIOBAHUSAX KaK Y XKM-
BOTHBIX [29], Tak 1 y JitoJiei B pa3InyHbIX cTpaHax: MTa-
smu [30], Ucnanum [31], Kutae [32] u T.10.

B TO e BpeMsi akTMUBHO TIPOBOAMMBIEC UCCIIEIOBAHMS
cBsi3u rariorpynn MTJAHK ¢ nonroxxurenbcTBoM He Beerna
00HapyKMBaIOT NCKOMbIE KOppeJIsiiiuu. Tak, aBTOpbI, KOTO-
pbIe nonbITaich HaiiTK ocobeHHOcTH MTAHK y simoHckumx
TIOJITOXKUTEN e, KOHCTAaTUPOBAIM JIMIb, YTO BBISIBICHUE
COOTBETCTBYIOIIIMX B3aMMOCBSI3€ii TPeOyeT OrpOMHBIX T10-
MYJISIIMOHHBIX MCCIIENOBAaHM 1 cpencTs [33].

Fannorpynnsi n MUTOXOHAPUaNbHbIE 60/1€3HU

HeynuBuTenbHO, YTO OZHMMU U3 TIEPBBIX yKa3a-
HUM Ha KJIMHUYECKYIO Ba)KHOCTb y4eTa OCOOEHHOCTEe
MTAHK OblTM 1aHHBIE O TOM, YTO TaruIOTPYMIia MOXET
MOCITY>KUTh HEKUM «(DOHOM» JIJTSI TIPOSTBICHUSI MUTOXOH -
NpUaTbHBIX 3a001eBaHuii. Tak, B ciiyyae ¢ ONTUYECKOM
Heliponiatueit Jlebepa [34] y maimeHTOB € raruiorpymn-
moit J 3abojeBaHUe TPOSIBISETCS Oojiee BBIpAXKEeHHO
3a CYET OTHOCUTEJbHO TOBBIIIEHHOTO YPOBHS pPa300-
1eHUs oKucyieHus1/pochopuiInpoBaHusi U CBETOUYYB-
CTBUTEIHLHOI BBIPAOOTKM aKTUBHBIX (DOpM KUCIOpOaa
B CETYATKE B TO BpeMsl KaK y €BPOTEUIIEB C TarIorpyI-
moit H puck 3abosieBaHUsSI CHUKEH, TaK KakK CILIeTUIEHHE
MPOLECCOB B MUTOXOHAPUSX OoJiee 3(PHEeKTUBHO U aK-
TUBHBIE (HOPMBI KHCIIOpOJAA Jy4llle YTHJIN3UPYIOTCS.
OnucaHbl cy9aum MyTalMi, aCCOLIMAPOBAHHBIX C 9TUM
3aboneBaHneM, Ha ¢oHe rarutorpynmsl 3. Bepos-
T€H KYMYJATUBHBIA MeXaHW3M TIPOSIBICHUsI CUHAPOMA
Ha (oHe 3TO¥ rarJoTpyIIbl, TaK KaK OMUCAaHHBbIE MY-
TallMU BCTPEYAIOTCS U Y 3OPOBBIX JIIOJEI TOTO K€ 3THO-
ca [35]. B pabore ucciaenoBareneir u3 Kuras mokasano,
YTO YacTOTa BCTpeYaeMOCTH rarmjaorpyrnn A u F 3Ha4yu-
TeJbHO HUXE CpelM TMalMeHTOB C HeliporaTueit Jleoe-
pa, 9eM B 001eii kuTtaiickoit momyssiun (106 gemoBek)
[36]. B TO e Bpewmst ramiorpynmna M10a BcTpedaeTcs
y 9,8% mauueHTOB ¢ 3TUM 3aboJieBaHWEM U He BCTpe-
YyaeTcsl HU B OAHOM M3 KOHTPOJBHBIX TeHOMOB. K Tomy
K€, CpeTHSIST TIEHETPAHTHOCTh ONTUYECKON HEWpomaThu
IUIs1 ceMeii-Hocuteneit ramiorpynnel M10a cocrasisiet
46,13%, 9TO 3HAYUTEILHO TIPEBBIIIAET €€ MeHETPaHT-
HOCTh CPeIM APYIMX rarutorpyri. JaHHble pe3ylbTaThl
MO3BOJISTIOT MPENMOJIOXUTh, 4TO rarorpyrma M10a mo-
JKeT TOBBIIIATh PUCK TTOTEPU 3PEHUS TIPU OMTUYECKOM
Heliponiatuu Jlebepa.

BbonesHn mo3ra

MuToxoHapuanbHas AUCHYHKIMS M OKCUIATUBHBIN
cTpecc, HapyluleHusl poLeccoB aytodarud U 6e1KoBOro
oOMeHa — XOpOIll0 M3BECTHO, YTO BCE ITU MATOJOTMYe-
CKHE MPOLIeCChl YYacTBYIOT B cTapeHur moara [37]. Mu-
TOXOH/IpUaJibHAasT AMCHYHKIINS, B YaCTHOCTHU, TIPOSIBIISIET-
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csl HA paHHEl CTaauM HelpoJereHepaTUBHBIX MPOLIECCOB
U TIpeaBapsieT rudesib HEMpPOHOB, a Takxke paHHee (hop-
MUpOBaHUE PB-aMUIOUIHBIX IENTUIOB (AP) pu O6oJe3HU
Anbureiimepa [38]. Cpasy HECKOIBKO KITIOUEBbIX (hepMeH-
TOB, OTBETCTBEHHBIX 3a MUTOXOHIPHWAJLHBIA 3HEpreTH-
YeCKUii MeTaboJIM3M, TIOJIBepraeTcsl CEphe3HbIM HEeraTUB-
HBbIM BOB3ICHCTBUSIM TIPU 3TOM 3a00JieBaHUM, OCOOEHHO
MHOTO YKa3aHMI B JIUTepaType Ha KJIIOUEBYIO pOJib B 1aH-
HBIX TIpolieccax HapylleHU# (PYHKIMOHUPOBAHUST KOM-
mwrekca I [39]. UurnbupoBanne komruiekca I mpuBogut
K TOBBIIIIEHHO! TeHepallii aKTUBHBIX (DOPM KUCIIOPOJa,
cHkeHuto Tipoaykunn AT® w nHaykuuy amonrosa. Ta-
KHUM 00pa3oM, eCTb OCHOBaHME TojiaraTh, YTO U T€HETHU-
yeckasi BapuabebHOCTb 3TOr0 KOMITJIEKCa MOXET UMETh
HETIOCPEACTBEHHOE OTHOIIEHWE K HelpoaereHepaTuBHO-
My Tipoiieccy. B ogHOM M3 MOMYISILIMOHHBIX MCCIIEeA0Ba-
HUIi, TTPOBEICHHBIX CPEIU TMOXMUIbIX adprKaHIIEB, ObLIa
creJlaHa TOMbITKA COTOCTaBUTh TaIlJIOTPYIIIOBYIO Bapua-
0GeJTbHOCTD C PUCKOM JIEMEHIINU, TTUTETbHBIX KOTHUTHB-
HBIX M3MEHEHWM MpU MapauieJIbHOW OIIEHKE MapKepOB
OKCHJATUBHOTO CTpecca U B-aMUIOUIHBIX enTuaos [39].
IMpu n3HAYaJIbHOM OTCYTCTBUU TIPOSIBIEHUI JeMEHIINU
TTOCJIEIHSS pa3BUBaiach y 18% o6caenoBaHHBIX B TeUeHHE
nocaenytommx 10—12 yet. [ToBbIlIEHHBIN PUCK KIIMHUYE-
CKHUX U JJTaOOpaTOPHBIX MPOSIBIEHUH 00Je3HU AJblreiime-
pa ObLT 3HAUUTETLHO BBIIIIE Y MAIIMEHTOB C TaruIorpyIimnoi
L1 no cpaBHeHMIO C TULIAMM, UMEIOLIMMU TaTuIOTPyTIITy
L3. B apyroii paboTe nmokazaHo, 4YTO HaJW4YMe raruiorpyr-
mel HS5a, xotopas HeceT mytammio tRNA(GIn) A8336G,
MOKET MOBBIIIATh PUCK 00JIe3He# Anblireiimepa, [TapkuH-
COHa U IpYTUX HelpoaereHepaTUBHbBIX 3a00eBaHuii [40].

TpaBmaTnueckoe rmopaxkeHue roJJOBHOTO MO3Ta CBsI3a-
HO C MeTa0OJIMYECKUM CTPECCOM, aCCOIIMMPOBAHHBIM CO
CHMXEHHBIM YPOBHEM OKMCIMUTENBHOTO (hochopuinmpo-
BaHUS U TeHepaluy aKTUBHBIX (DOPM KUCIOpOoaa B HEPB-
Hoil TkaHu [41]. Pe3synbraThl HccaenOBaHUN TPYIIbI
P. Chinnery [42] 1103BOSIIOT MPEANOJOXUTH TPOTEKTUB-
HBII B 3TOM OTHOIIeHUM 3 dekT rarorpynmbl K. Mep-
MEHTAaTUBHbIE KOMITOHEHTBI 3JIEKTPOHHO-TPAHCTIOPTHOM
LIeTTH, KOAUpPYeMble TeHOMOM rarutorpymmbl K, He cTob
TECHO acCOLMUPOBAHbI MeXIy cO00it, KaK B OOBIYHOM
cirydyae. DTOo CIoCOOCTBYET CHUKEHUIO TeHepallii aKTHUB-
HBIX (hOPM KUCTIOPOJa, KOTOPbIE SIBJISIIOTCS KJIIOUEBBIMU
MeauaTopaMU BTOPUYHOTO TTOBPEXICHUSI HEUPOHOB (MH-
CYJIBT, TpaBma) [41].

Bone3Hu apyrux opraHoB 1 CUCTEM

He Tonpko ocobeHHOCTH HapyllIeHUsI HEPBHOM U Mbl-
IIEYHON CUCTEM CBSI3aHbI C raruIOrpyninoBbIMU BapUaH-
tamu MTAHK. BricTpo pacuimpsitomuiicss Kpyr HaydHBIX
paboT JNEMOHCTPUPYET, YTO MPAKTUYECKU HET CUCTEM
WY OPraHOB, HAa KOTOPbIE 3TU OCOOEHHOCTU HE OKa3bl-
BatoT BausiHus. Tak, aHanu3 MTHK 601bHBIX C apTepu-
aJbHO# runepreH3ueii [43] mokaszaj, 4TO OHU SBISIOTCS
HOCUTEJISIMU OTHUX U T€X XK€ FOMOIIa3MUUYECKUX MyTa-
uuit: tRNAMet/tRNAGInA4401G u tRNACysG5821A,
a TaKKe creKTpa noJuMop@u3MoB, XapaKTePHbIX I BO-
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croyHo-a3uatckoit rarutorpynmsl C. Mytauust A4401G
MOXET BJIMSATH Ha TIPOLIECCUHT TIPeNIleCTBEHHUKOB
tRNAMet n tRNAGIn, Takum 06pa3oM, U3MEHsIs MeTa-
o6omm3m TPHK. Mytauust G5821A rena tRNACys pacmo-
JIOXeHa B aKlleNTOpHOI yacTu reHa. M3-3a aToit Mmytaniuu
crapuBaHue noMeHoB G6 — C67 cTaHOBUTCS HEBO3MOXK-
HOI1, TaKUM 00pa30oM, HapyllIaeTcsl CTPYKyTpa U CTaOWIIb-
HocTb TeHa tRNACys, 4yTo BeeT K MUTOXOHAPUATbHOM
TUCHYHKIIMU.

VY naumMeHTOB C KepaTOKOHYCOM OTIpeiesisieTcsi 00J1b-
e oBpesxaeHuit MTAHK, yem y moneit ¢ HopmanbHOM
poroBulieii. Cpeay MalueHTOB ¢ KEPaTOKOHYCOM Taruio-
rpynmbl H 1 R mipeacTaBiaeHbl 3HaUMMO 4allie, 4eM y 3710~
POBBIX JIfoIeil Toi e HamuoHajlbHOCTH [44]. OmHako
B JIpyroii paboTe He HaliIeHO KOPPEJISIUi MeX/1y rario-
TPYTITOBBIMI OCOOEHHOCTSIMU U BEPOSITHOCTHIO KEpaTo-
natum [45]. Y OGoNbHBIX TTOC/IEe TpaHCIUIAHTAIIUM TTOYKU
MUTOXOHApUaIbHas rariorpynmna H moBbilaeT puck
JMA0ETHYECKOTO 0CJIO0KHEHH Ha (DOHE JIeUSHUS TAKPOJIU -
MycoMm [46].

Yacto MUTOXOHApPHUAIbHBIE IUCHYHKIIMU OMUCHI-
BalOTCsl TIpU IIMPOKOU rpymrie (yHKIMOHATbHBIX pac-
CTPOMCTB, TaKUX KaK MHUIPEHH, IENPECCHH, CHHIAPOM M-
KJIMYEeCKOW PBOTHI, CHHAPOM MOBBILIEHHOW YCTAJIOCTH U JIP.
CremyeT OTMETUTbh, YTO BO MHOTHUX CJTy4dasiX TPy 3TOM JI0-
KazaHa 3((MEeKTUBHOCTh SHEPrOTPOIHON Tepanuu [47].
Cas3p momMopduzma MTAHK ¢ Takoro poma cocrosi-
HUSMHU OblIa HMCClieJoBaHa B OAHON M3 HeAaBHUX padoT,
KacalolllUXCsl CHHAPOMA Pa3JpakeHHOTro KuieyHuka [48].
Bonee yeM y 15% GOJNBHBIX OTMEYEHO MaTEPUHCKOE Ha-
clefoBaHUe cCUHApoMa. B iutupyemoir padbore 66110 00-
HapyXeHO, UTO y 3TOI MOJArPYMIIbl MAalIMEHTOB C BLICOKOM
yacToToi onpexaensiics nmoamumopdusm MTAHK 16519T,
KOTOPBIl Takke paHee ObLI acCOLIMMPOBAH C APYTUMU
(YHKIMOHATBLHBIMU paccTpoicTBaMM (ObUTM 0OCTIe10Ba-
HBI TOJIBKO TIAIIMEHTHI ¢ Tarutorpymmnoii H, nmeromeiics
y 30% amepukanuieB). [TonydeHHBIE pe3yabTaThl TTO3BO-
JISIIOT MPEATIOI0XUTh, YTO JIIA ¢ HapyllIeHUeM paboThI
MUTOXOHAPUH B cBs3u ¢ mytauueit B MTHK moryt co-
CTaBJISITh TIOATPYMITY CPEINd YKa3aHHBIX OOJbHBIX. My-
tammst 16519T HaxoauTCsT B HEKOAMPYIOIIEM KOHTPOJIb-
HOM pPEeTrHOHE M MOXET MPUCYTCTBOBaTh BO MHOXKECTBE
MUTOXOHAPUATbHBIX TEHOMOB KJIETKH. Y HEOOJBIION,
HO CTaTUCTUYECKM 3HAYMMON MOArPYMIibl OOJBHBIX
C CUHIIPOMOM Pa3ApakeHHOT0 KUILEYHUKA U MaTepUH-
CKUM HacsenoBanueMm mytanuu 16519T npyrux myTammii,
KOTOpPbIe MOTJIM ObI aCCOLIMUPOBATHCS C JAaHHBIM 3a00J1e-
BaHUEM, He oOHapyxeHo. B ciyyae eciau 3Tu pesysibra-
Tl 0 posiu MTAHK 1mipu cuHapome paznpakeHHOTO Ku-
IIeYHUKa OyIyT TOATBEPXKIECHBI, MOXHO TIPEATIONIOXUTh
U MUTOXOHAPUATbHBIA XapakTep KOMOPOUIHBIX pac-
CTPOMCTB: TaCTPOMHTECTUHAIBHBIX HApyIIEHUI, TOJOB-
HOI1 00JI1, YTOMJISIEMOCTHU U Ip.

Ilo Bceit BUAMMOCTU JOCTATOYHO IIMPOKO BIIMSI-
HUe raraorpynmnoBbix ocooeHHocTelt MTJIHK Ha nmMmyH-
Hyl0 cuctemy. Tak, MoKa3aHO, YTO pa3JIMuMsl B rario-
TpyTIax CBI3aHbl C PUCKOM OTTOPKEHMS TpaHCILJIaHTaTa
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nmouku [49], B YaCTHOCTH y MallMEHTOB-EBPOIICHIIEB C ra-
rutorpynmnamMu V u J 3TOT pUCK JTOCTOBEPHO HUXE, YeM
y MauneHToB ¢ rartorpynmoi H.

OcTpoe M XpOHMYECKOE BOCTajeHME, KaK HeIaBHO
ObUIO MOKa3aHO, BJIMSIET HA MUTOXOHApPUAIbHbIE (DYHK-
uu. [pennoxeHa MoeIb TAKOTO BIAUSIHUS TIPY CENCUCE,
10 KOTOPO# BOCTIAIUTEIbHBIE CUTHAJTBI BEAYT K U3MEHE-
HUIO aKTUBHOCTH IIUTOXPOMOKCUIA3bl, CHIKEHUIO MEM-
OpaHHOTO TOTEHIMajla MUTOXOHIPUI, HETOCTaATOYHOCTH
sHepruu u cmeptu [50].

WccnenoBanue Ha BeIOOpKe 13 6ojiee 300 mammeHTOB
C TSIKEJIBIM cericucoM [51] moka3zajo, 4yTo MaiMeHTh C ra-
morpynmoit JT BbDKMBAIOT ¢ OoJibllell BEpOSTHOCTBHIO
Kak Ha cpoke 30 mHeld, Tak 1 4epe3 6 Mec. DTHU pe3yiib-
TaTbl, CKOpee BCEro, CBSI3aHbl C TOYEYHOW MyTallMeit,
KoTopast xapakrepHa s rarorpymnmbl JT (Ho He cy0-
rarutorpynn J unu T no otnenbHocTn). [MonaydyeHsl gaH-
HBIE O TOM, YTO y TIAIIMEHTOB C CETICUCOM, KOTOpPbIe ObLIN
SKUBBI Yepe3 6 Mec, MOBBILIEH YPOBEHb TPOMOOIIUTAPHOM
LIUTOXPOMOKCHUAA3bI MO CPABHEHUIO C TEMU, KTO B 3TOT
Mepuosl yMep, a MOJIEKYJISIpHbIe OCOOCHHOCTH Trarjio-
rpyniibl JT Kak pa3 MOTYT MPUBOAUTD K CUHTE3Y OOJIbIIIE-
ro KOJIMYECTBA [IMTOXPOMOKCHIa3bl B TPOMOOIIMTAX, YEM
B Apyrux kiacrepax MmTIHK.

Tannorpynmna JT onpenensieTcst Y4eThIpbMSI TTOJUMOP-
duzmamu: m.4216C, m.11251G, m.15452A u m.16126C.
Bropoit nonumopdusM CUHOHUMUWYEH, YETBEPTHI Ha-
XOJIUTCS B KOHTPOJIbHOM peruoHe (HeCMOTpsi Ha TO
YTO B HEKOTOPBIX paborax [48] ommcaHO BIMSIHUE TIO-
JUMOP(MU3MOB KOHTPOJIBHOTO perruoHa Ha KIMHUYEe-
CKMit (beHOTUTI, B JTAaHHOM MCCIIEOBAHUN OH OTCEKaeTCsI
Kak He3HaymMmblii). Takum oOpa3om, coueTaHue MOJIM-
mopdusmoB m. 4216TC u m.15452CA, KoTopbie IPUBO-
JISIT K 3aMeHEe aMMHOKHUCIIOT B IIMTOXPOMOKCH/1a3€, OTBET-
CTBEHHO 3a MOJIyYeHHbIE Pe3yJIbTaThl.

BoIsiBJIEHO, YTO B KJIETOUHBIX JIMHUSIX, TOMEIIEHHbIX
B CTPECCOBbIE YCJIOBUSI, SKCIPECCUs TeHa WHTePJIeHKM-
Ha-6 BBIIIIE y TALIMEHTOB ¢ Tarutorpymnmoii H mo cpaBHe-
HUIO ¢ uMetoiumu rartorpytiy J [51]. [lpumevaTensHo,
YTO 3KCIPECCUst yKa3aHHOTO IreHa MOoJIOKUTETbHO CBsI3a-
Ha C YPOBHEM CMEPTHOCTH B OTIEJCHUSIX peaHUMallUU.
Takum 00pa3oM, TOHMKEHHBIN YPOBEHb 3KCIIPECCUU
JTAaHHOTO IIUTOKWHA y TIAlIMEHTOB C Taruiorpymoi J Mo-
JKeT OBITh (paKTOPOM, OOYCIIOBIUBAIOIIIMM TMOBBIIIIEHHYIO
BBIKMBAEMOCTD IMAIIMEHTOB C TSKEJIBIM CETICUCOM.

OnucaHo BIWMSHUE TaruIOTPYIN Ha YyBCTBUTEJb-
HOCTb K JICUCHUIO TIallMeHTOB, KOWHQUIIMPOBAHHBIX
BUY u Bupycom renatuta C [52]. MUTOXOHIpUU UTPAIOT
KPUTHUUECKYIO pOJib B (QYHKIIMOHUPOBAHUU U METa0O0 U3~
me T-xierok. Ilpsimasi CBSI3b M MeXaHU3M BO3/IEHCTBUSI
MUTOXOHAPUAIbHBIX rartorpynmn Ha passutue CITU]L
i BocctaHoBleHUe CD4-KIeToK Ha CeromHsIIIHUN
JIeHb He YycTaHOBJeHbl. OQHAKO CYIIECTBYIOT TaHHbIE
0 ToM, 4yTo Haysmuue rarorpynn J u USa yckopsieT pas-
Butue CITW] n HacTyrieHue aetaibHOrO Mcxoaa, a Uk,
H3, IWX u B ocobenHoctu H, HampoTuB, oKa3bIBalOT
MpoTeKTOpHOoe AelicTBue. HeKOTOphIMU aBTOpaMM OIMK-

CaHO 3aMe/IJIEHHOE BOCCTAHOBJIEHUE U O0lIlee CHUXKEHUE
aktuBHocTu CD4-kieTok y Jiofeit ¢ raruiorpynmnoit L2.
CormacHo pesyjbraTaM HEKOTOPbIX paloT Tarjorpyrra
H acconmupoBaHa ¢ MOHMKEHHBIM PUCKOM UHCYJIUHO-
PE3UCTEHTHOCTH, KOTOPAsI SIBISIETCS (PaKTOPOM Pa3BUTHS
sunoatpoduu nipu edyenuu CITU.

Pak

Bnausinue crtpykrypsl MmutoxoHapuanbHoi JIHK
Ha TMPeIpacnosiokeHHOCTb K paky U MpoTekaHue 6oses-
HU OINMKCaHO BO MHOTUX paboTax. MOKyC CyIIeCTBEHHOM
yacTu pabOT HaIpaBjieH Ha pak MOJIOYHOM XKeJie3bl, Be-
POSITHO, B TOM YKCJIE, B CBSI3W C MATEPUHCKMM TUTIOM Ha-
ciemoBanusg MTJHK [53].

B psine uccnenoBaHMii MoKa3aHo, YTO paKOBBIE KJIET-
KW HecyT B cebe coMaTW4ecKue MYTalluu, CBSI3aHHBIE
C MUTOXOHIpHUAIbHON AuchyHKIMEH. DTO B CBOIO OYe-
peab MOXET TPUBOIUTH K HapyIIeHUsSIM B pa3BUTUU
SIIEPHBIX TIpolieccoB U B perunkauuu snepHoit JTHK,
OKa3bIBaTh BIMSHAE HAa METaOOJMIECKUN MyTh TITIOKO3BI
W JIeperyIUpOBaTh KJIETOYHBIN IIUKJT OKPYKAIOIIUX CTPO-
MaJIbHBIX KJIETOK. [IeliCTBUTEIbHO, Y PAKOBBIX KIIETOK
KpaitHe TOBBIIIEHO MOTPebIcHNE TITIOKO3bI. B pe3ynsraTe
HMCKaXEHHOTo MeTadoM3Ma 3TUX KJIETOK III0K03a Ipe-
BpalllaeTCcs B OTPOMHOE KOJIMYECTBO MUPYBaTa, KOTOPBIiA
B JaJIbHEHIIIEM KOHBEPTUPYETCS B JTAKTAT U OKCKPETUPY-
€TCsl KaK MPOAYKT KaTtaboauzma. DTOT MeTaboIMYeCKuii
MaTTepH, peaju3yeMblii 3a CUYET YCUJIEHHOTO a’poOHO-
To TJINKOJIM3a, U3BECTeH Mo Ha3BaHueM «3¢pdeKkT Bap-
Oypra». OrmyxoJieBble CyTmpeccophl (Takre Kak 0ej1o0K p53)
CHUXKAIOT MHTEHCUBHOCTH TIIMKOJIN3a W TTOBBIIIAIOT YPO-
BeHb MUTOXOHAPUATBLHOTO JBIXaHUSI MyTeM aKTUBAIlUU
crer@uIecKnx 6eJKOB, OTBETCTBEHHBIX 3a COOPKY IU-
TOXPOM-C-OKCHUIAa3HOTO KoMIuiekea [53].

TakvM 06pa3oM, eCTeCTBEHHO MPEIIOOXKUTh, UYTO T
TMOTMMOP(MU3MBI MUTOXOHAPUATLHBIX TATIOTPYTII, IS KO-
TOPBIX XapaKTepHa B TOI WJIM WHOM CTETIEHU CYTPECCOpHast
aKTUBHOCTb, Oy/IyT AaBaTh MPOTEKTUBHbIN 3ddekT. CooT-
BETCTBEHHO TaruIOTPYIIIbl ¢ MOJIMMOpP(MU3MaMU, TTOTEH-
LIMATbHO CHIDKAIOIIMMK  YPOBEHb MUTOXOHIPUATBHOTO
JIbIxaHus1, OymyT o0yClIOBIMBaThH 00Jiee BHICOKYIO Mpeapac-
MOJIOKEHHOCTh K Pa3BUTHIO paka. DTO MOATBEPXKIAIOT He-
KOTOpbIE UCCenoBaHMs 1pyTrux ¢hopM paka [54].

K coxxayneHun1o, Ha CErOMHSIIIHUI IeHb HE CYIIEeCTBYET
JIOCTOBEPHBIX CBEACHWI, KaK MMEHHO TMOJIUMOPGU3MBI
MUTOXOHAPHWAIBHBIX TaIlJIOTPYIT BIUSIOT Ha MeTabo-
JIU3M CaMUX OpTaHeJUT U KJIETKH B 1IeJIOM. B pasmmaHbIX
UCclIenoBaHUsIX Obla BbIsIBJieHa 0oJiee BbICOKAsl BCTpeE-
YaeMOCTh PaKOBBIX 3aboJieBaHWII B Tariorpymnmax N,
M, U, K, I [55]. Takast HeoTpeaeIeHHOCTh Pe3y/IbTaTOB
CBsI3aHa B TIEPBYIO O4epeib C TEM, YTO TeHETUYECKUA (DOH
MOKET MaCKMUpPOBAaThCsl TAKUMM BHEITHUMM (paKTOpamu,
KaK MeCTO TIPOXUBaHUs, 00pa3 XU3HU U T.O. A B psje
cJlyyaeB TIaTeJbHasl TPOBEpKa OIMpPOBEpraeT paHee BbI-
CKa3aHHBIE MPEATNONIOXKEHUS O BIUSHUM TaruIOTPYIIIT
MTAHK Ha TeuyeHue HEKOTOPBIX OHKOJOTUYECKMNX 3a00-
neBaHuii. Tak, aBropbl u3 KaHansl Ha ocHOBaHUM 00cIe-
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noBaHus 405 MalMEeHTOB ¢ MHBa3UBHBIM PAKOM SIMYHMKA
" 445 KOHTPOJIBHBIX JTUI He HAIIJIA BBIPAXKEHHOU CBA3U
MEXy TaIlJIOTPYMITOBBIMUA OCOOEHHOCTSIMM U PHCKOM
3TOro 3a00jeBaHud [56].

Toueunbie mytaruu 310, 315 B D-nietsie (KOHTpOJIb-
HBII PETMOH) OBbLTM aCCOLUMMPOBAHBI C TTOBBIIIEHHBIM
HACJIeICTBEHHBIM PUCKOM PakKa MOJIOYHOI XkKeje3bl [57].
lTannorpynna N, onpenensiemast kKak 489T, takke acco-
LIMMPOBaHa C TIOBBIIIEHHBIM PUCKOM pakKa MOJOYHOM
Kese3bl (CpaBHEHME TEHOMOB TTAlIMEHTOB U X POJACTBEH -
HUKOB). ABTOPHI BbICKa3aJIM TPEAITOJIOKEHNWE, YTO aHa-
3 TomuMopdu3mMoB B D-TeTsie MoXeT TOMOYb B TIpei-
CKa3aHWU TOBBIIIEHHOTO pUCKa JAHHOTO 3a00JIeBaHUS,
1, TaKUM 00pa3oM, B paHHE ero IMarHoCTUKE U BBIOOpE
MeTo/a JIeYeHUS.

JlaHHbIe 00 acCOLMAIIUK TarIOTPYIIT C Pa3TnIHBIMU
BUJIAMHM pakKa pa3pO3HEHHBI U 3a9aCTYyI0 TPOTUBOPEUYMBHI.
IToka3zaTeTbHBIM TIPUMEPOM SIBISIETCSI HECUHOHMMUY-
Hblii nmoauMopdusM m.10398A>G, KoTopblit COOTBET-
crByert rarutorpynmam JT u K. B mepuona ¢ 2005 mo 2013 .
ObL10 onybaMkoBaHO He MeHee 10 crareit, a Takxke He-
CKOJIBKO 0030poB 00 accoliMaliyi 3TOTO BapuaHTa ¢ pa-
KOM MOJIOYHOI XeJie3bl. B kputuueckoii cratbe A. Salas
U coaBT. [58] ykazaHHbIe TyOIMKAIIMK MOIBEPIJIUCH Jie-
TaJbHOMY aHau3y. Pe3yiasraToM 3TOi pabOThI CTaNl Psif
MPUMepPOB HEBEPHOTO IM3aiiHa MCCIeIOBaHUIA, CTATU-
CTUYECKOI 00pabOTKM, a TAKXKe MHTEPIPETALINU JaHHBIX
U OTCYTCTBUSI B3AUMOJCHCTBYS C OOIBITMMY 6a3aMu TaH-
HBIX MUTOXOHIPHUABHBIX TaIJIOTpymI. MHOTHE aBTOPBI
HE YYUTBIBAIOT Pe3yJIbTaThl CBOMX KOJIIET, HE COTJIacylo-
IIrecs ¢ MX COOCTBEHHBIMM BBIBOIAMM.

A. Salas u coaBT. BbIIETWJIN HECKOJBbKO OCHOBHBIX
(hakTOpOB, BeAyIINX K MOJYICHUIO HepeJIeBAaHTHBIX JaH-
HBIX. Bo-TIepBhIX, BeCKOe, OCHOBATeJIbHOE MCCIIe0BaHNE
accoupanuy mojauMopdusMa ¢ 3a00JeBaHUEM JIOJKHO
BKJTIOYATh KAK MUHMMYM JB€ He3aBUCUMBIE TTapbl TPYIIIT
MalMeHTHI—KOHTPOJIb (OJHA TTapa — TECTOBOE MCCIENO0-
BaHUE, BTOpas — J0Ka3aTeJIbCTBO BOCIPOU3BOIUMOCTU
pe3yJIbTaToOB, TOBTOPHOE UccienoBaHue). Takux uccle-
noBaHuit o monuMopdusmy 10398A>G ObLT0 MpoBene-
HO HeCKOJBbKO [59, 60], 1 HM B OMHOM U3 HUX He OBLIO
TTOJTYY€HO TTOATBEPKACHUS TUTIOTE3bI 00 €ro acCOLMauu
C PaKOM MOJIOUHOI XeJie3bl. BOJTBITMHCTBO Xe pe3yibTa-
TOB, noaTBepxnamnmx BausHue 10398A>G Ha pa3BuTHe
paka MOJIOYHOI Xese3bl, OBLIO TTOTydYeHO B MeHee KpyTl-
HBIX UCCIIEOBAHUSIX.

OmHuM U3 3a0JIy>KIeHUI, TMOPOXIEHHBIM HEOOJb-
mmM uccinenoBanuem D. Covarrubias M coaBT., craja
KOHLIEIIIUS B3aMMOIEUCTBUST OMHOHYKIICOTUIHBIX ITOJTHU -
MopdusmoB (SNP-SNP interaction). B cBoeii cratbe [61]
aBTOPBI TIPUBOMISIT Pe3yJbTaThl UCCIIEIOBaHMS, COTJIACHO
KOTOPBIM B3amMojeiicTBue TmoanmMopdusmon 12308G
n 10398G moBbIIIaeT PUCK pa3BUTHUS paka MOJOUYHOM
3KeJIe3bl Y KeHIIUH. ABTOPHI He CKPBIBAIOT, YTO JaHHbBIE,
HCTIOJb30BaHHBIE B TIPEACTaBIEHHON CTaThe, TE XK€, YTO U
B UX npeablaylieil nyonukauu. Takum obpa3om, AaH-
HbIe 00 SNP-B3anMoeiicTBUM €CTh He YTO MHOE KaK pe-
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3yJIBTaT JIOTUCTUYECKON perpeccu TpU TOBTOPHOM
aHanm3e JaHHBIX. [Ipu 5ToM B Tipeabinyieii padore [62]
aBTOpaMU OB CIeTaH BBIBOJ O TOM, YTO TaIuIOTpyIIa
K moBbIIIaeT puck pa3BUTHS paKa MOJOUHOM 3KeJIe3bl.
Jnst onipeneneHyst Tariorpynibl K ObUTH MCTTOTb30BaHbI
nosumopdusmbel 9055A n 12308G, KoTopble Ha caMOM
Jiesie OMpenesisiioT YyTh 0oJiee OOLIMPHYIO Tariorpynimy
U8b. HeynuBuTenbHO, UTO MpU TTOBTOPHOM aHaIN3e JaH-
HBIX aBTOPHI BBISIBUIM B3anmocBsidb 12308G u 10398G,
TaK KaK 3TU MOJUMOPMOU3MBI OTIPEACIISIIOT TaruIorpyIiy
K1, x xoTopoii mprHamIeXnT 0OIbIIasT YacTh €BpOIICii-
CKOIA TTOTTYJISIIINY 1 KoTopast coctasisieT 80—90% rarmio-
rpynmnbl K v U8b. Ilpu GamkaiiieM paccMOTpeHUU
BBISICHsIETCS, 4TO K rarutorpynne K1 npunamnexur 17%
MaIMeHTOB, B TO BpeMsl KaK K KOHTPOJBHOM TPYIITIE BCETo
6% . Takrm 06pa3oM, aBTOPBI, UCITOIL3YS PA3HYIO TEPMU-
HOJIOTHIO B JIBYX CBOMX CTaThsX, BCETO JIMIIIb TTPUBOISIT
pe3yabTaThl CpaBHEHMS MAlMeHTOB rarutorpymmbl Kl
C KOHTPOJIbHOW TPYMITON.

CreayeT OTMETWTH HEIOMOHMMaHWE HEKOTOPBHIMU
HCCIIeIOBATEISIMU MOHO(DMIIETUIECKOTO XapaKkTepa 00-
pa3oBaHUST HEKOTOPBIX Taruiorpynin. OmybaukoBaHHAas
B 1996 1. cTaThs [63], ocHOBaHHAsT Ha MaJIOM KOJIMYEeCTBE
JMAHHBIX W TOJYIUBIIAS C TEX TTOP MHOXKECTBO JOTOJIHE-
HUM, O CHUX TIOp MCIONB3YeTCs] MHOTMMU MCCIIea0Ba-
TeJSIMM KaK TJIAaBHBIM MCTOYHUK 3HAHUN O Kiaccudu-
KallMM Taruiorpyrin. [pyrma aBTOpOB BBIIICOMUCAHHBIX
cTaTedl Jaja Clenylolmuii KOMMEHTApUil Ha 3aMedyaHue
K cBoeil paborte: «HecMoTpst Ha TO, 4TO Taruiorpyrra
K saBnsieTcs moarpymmoii ramiorpyrnmnsl U, MHOTHE, eClTi
He BCe CTaThH O TAIJIOTPYIITax, He BKITI0YAIOT TarjIorpyT-
ny K B raruorpynmny U».

B uccrnenoBanun H. Fang u coaBT. [64] Gblia ycra-
HOBJIeHa OoJiee YacTasl BCTPEUaeMOCThb Tariorpymnsl M
cpenn 60IbHBIX pakoM. OIHaKO aBTOpamMu ObLTa JOTY-
IIeHa HETOYHOCTh B CTATUCTUYECKOU 00pabOTKe pe3yib-
TaTOB — WCITOJIb30BaHME KPUTEPUS > (BMECTO KPUTEPUS
dumrepa), otcyrerBue nonpasku Meitrca. Ipu mosTop-
HOM 00cueTe MPUBEIEHHBIX B CTaThe JAaHHBIX OHU OKa3a-
JINCh CTATUCTUIECKU HE3HAYMMBIMU, YTO TOBOPUT O CITy-
YafHOCTHU TTOJTyYE€HHBIX PEe3YJIbTAaTOB.

ITyTanuily B BOCTIpUsITHE TaHHBIX BHOCUT TaKxXe He-
KOppeKTHOe HarnucaHue noiauMmopgdusma. CorjgacHo 00-
LIETTPUHATON HOMEHKIIAType paccMaTpUBAeMbIii TTOTH-
mopdusm 3anucbkiBaercss A10398G mnu m.10398A>G.
B To xe BpeMmsa B crathe K. Darvishi u coast. [65] Gbu10
ucroab30BaHO HeBepHoe HanucaHue G10398A, uto npu-
BEJIO K TTOBTOPEHMIO OIIMOKM B TTOCTIEIOBABIINX CTAThSIX
00 aToM norumopdu3mMe. B KoHIle KOHIIOB 0003HAaYeHIE
G10398A 3akpenuioch U CTajlo MOMYyJIsipHEee periaMeH-
TUPOBAHHOTO HATTUCAHMSI.

HecMoTpst Ha TO UTO MHOTHME UCCIIEA0OBATEIN TTOCBSI-
aloT pabOTHI MCCAEIOBAaHIUIO OTHOM U TOH Ke JTOKaIlNn
10398A, ciioxxHO HAWTM CTaTbU, B KOTOPHIX 0003peBa-
J0TCSI KOHKYPEHTHBIE pe3yabTaThl. K mpuMepy, B cTaThe
J. Canter u coaBT. [59] ObLIM MOJIyYeHBI JaHHbBIE O He-
ratuBHOM BiausHuM 10398A, T.e. rarmorpynmnsl K1,
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Ha PUCK Pa3BUTHUs paKa MOJIOYHON Xene3bl. B To Xe
Bpemst D. Covarrubias u coaBT. [61] momyuynin mpsiMo
MMPOTUBOTIOJIOKHBIE PE3YJBTaThl — O BIMSTHUM BapuaHTa
10398G, T.e. rarmorpynmnsl T, Ha pUCK pa3BUTHUS paka.
ITpu 3TOM, HeCMOTPsI Ha TO UTO BBIXOJI JTaHHBIX CTaTelt
pasaensieT BCEro HeCKOIbKO JIET, aBTOPHI HE YITOMUHAIOT
0 pe3yJbTaTax ApyT Ipyra.

B Hekoropbix paboTax, B 0OCOOEHHOCTM Ha HeOOJIb-
0¥ BEIOOPKeE [65, 66], MOXKHO YBUAETH 3aMeUaHKe O TOM,
YTO MALIMEHTHI U KOHTPOJIbHAS TPYIITa pUHAIIeKaT K OJl-
HOI Y TOH K€ 3THUYECKOI TPYIITIE W MPOXKUBAIOT B OTHOM
1 TOM Xe peroHe. OnHaKo AaHHasl cTpaTUdUKaALUS CO-
MHUTETbHA, U B TIOAOOHBIX MCCIEIOBAHUSAX OHA JOJDKHA
MPOBOAUThCA AMIMpuYecku. HemocraTok crpaTtrduka-
IIMM 3a9aCTYI0 TIPUBOIUT K TOMY, YTO MHMTOXOHIPHAITb-
Hasl Tarulorpyrra, K KOTOpOi OTHOCUTCS 3HaYUTeTbHasT
yacTb KoHTposibHOM rpyntibl (K1, N u np.), npenrnonaraet
HaJIM4Ke UCCIIeAYeMOro MoJuMopdu3Ma, U Mo3TOMY TT0-
JlyJaeMble JaHHbIE CTATUCTUYECKH HETOCTOBEPHBI.

TakKe Ipy aHAJIM3e UCCIIEA0BaHMsI CIIeAyeT 0OpalaTh
BHUMaHUe Ha pa3Mep BbIOOpKU. Tak, Mpy KCcClieIOBaHUN
mo 20 4yemoBek B Tpymie [67] (TMalMeHTHI—KOHTPOJIb)
JIJISt KOPPEKTHOM 00pabOTKM pe3yJIBTaToOB ITPOCTO HE XBa-
TaeT CTATUCTMYECKON MOIIHOCTH. Jlaxke Mpu TOM yCiIo-
BUU, UTO UCCIIEIOBAHMS HA MaJICHBKUX BEIOOPKAX MOXKHO
CYUTATh MUJIOTHBIMU, JIJIST KOPPEKTHON MHTEpIIpeTalluu
JIAHHBIX HEOOXOAMMO CpaBHEHHE TOJYUYEHHBIX PE3Yib-
TaToB ¢ 0a30il JaHHBIX MUTOXOHIPUATBHBIX TE€HOMOB
I uccienyeMoi tepputopuun. OnHako B OOJIBIITMHCTBE
cJlyJaeB 3aMevaHUs O TTOJOOHOM TTpOBepKe pe3yIbTaToOB
OTCYTCTBYIOT.

BrnueonvcanHble OMMOKY MPU MTPOBEACHUN HCCTIe-
JIOBAaHUH BeOyT K HETJIACHOMY YKOPEHEHUIO B HayYHOM
COOOIIECTBE MCKAXKEHHBIX MPEACTABICHUI 0 paboTe MU-
TOXOHAPUATLHOTO TeHOMAa W BJIUSTHUU TaIIOTPyIMI Ha TO
WV MHOE 3a00JIeBaHMeE.

M3yquMe ynronna3sMmaTu4eCcKunXx ri M6pu,qos

SApkuM MpuMepoM TOro, KakK rarjorpyrioBasi mpu-
HamnexxHocTh MTAHK Moxer BIMsATH Ha TPOSIBICHMS
JNIPYTUX TEHETUYeCKU OOYCIOBIEHHBIX 3abosieBaHUiA,
MOXET OBbITb CUTyallUsl C BO3PACTHO MaKyJoaucTpodu-
eil, OCHOBHOW MNPUYMHOW KOTOPOW MPUHSITO CUUTATh
noJuMopdu3M TeHOB KoMruiemMeHTa. OmHaKO ToKasa-
HO, YTO rariorpyrna J cBsi3aHa ¢ BBICOKUM PUCKOM 3TO-
ro 3abojieBaHMs, Torna Kak rariorpynmna H siBisieTcst
B 9TOM OTHOIIIEHUHU CBOETO pojia MpoTekTopoM. B onHoI
U3 HeIaBHMX pPaOOT, MpPeaCTaBICEHHBIX COTPYIHUKAMU
D. Wallace [68], mis onpeaeneHns GUOJOTMYECKUX 10~
CJIEJCTBUI TaruIorpyImoBOf TMPUHAIIEXKHOCTU ObLIO
MPOBENEHO M3yYeHMEe TMOPUIHBIX KJIETOK YesloBeKa
C UICHTUYHBIMU SIIPAMU, HO C PA3IMYHOMN LIUTOTUIA3MOM,
conepxaieit J unmn H mutoxonapuu. buosHepretuye-
cKMe TTpoUIN 3TUX TUOPUIOB Pa3IUIAIUCh. J-TUOPUIbI
UMeIU, TO NaHHBIM TIOJIMMEpPa3HOW 1EMHON peakiuu
(ITLP) B pealbHOM BpeMeHU, 3HAUUTEIbHO 0OJiee HU3-
KWl ypoBeHb 3kcrpeccuu cemu reHoB MTAHK, komm-

pYIOIIMX KOMIUIEKCHI JbIxaTteJbHON 1enu. Kpome Toro,
pasinume Kacajoch U 9KCIIPECCUU BOCbMU SIIEPHBIX T'e-
HOB, aKTUBHOCTb KOTOPBIX OMpeAeIiseT albTepHATUBHBIE
MYyTH Y9aCTHUsSI KOMITJIEMEHTA, BOCTIAIMTEIbHBIX peaKIInii
n arronto3a. [lomHoe cexBenuposanue MTIHK mokasa-
J10, yTo Habmonaembie 3¢hdexkTs MTAHK B oTHOIIEHUM
BBIIIIEYKa3aHHBIX TPOLIECCOB HE CBSI3aHbl C OTAEIbHBIMU
penKMMU BapuaHTaMU ee TMoJuMopdusma, HO orpene-
JISIIOTCST KOMOMHAIMEe OJMHOHYKJICOTUIHBIX TOJIUMOp-
¢dusmoB (SNP), xapakrepHoii njist J unm H rarutorpynibl.
Takum 00pa3oM, TIpUBeIeHHas BbIllIe paboTa MOCITYXM-
Jla Cepbe3HbIM TOATBEPXKICHUEM paHee BbICKa3aHHBIM
MpeACTaBIEHUSIM O BIUSTHUM MUTOXOHIPUI Ha aKTHB-
HOCTb siiepHOro reHoma [16].

Hpyras paboTa BBIIIEYTTOMSIHYTBIX aBTOPOB [69] OblTa
MpoBeieHa MO LUTOTUIa3MaTUYECKUM TMOpUIaM rariio-
rpynn H (EBpona) u L (Adpuxa). HecmoTpsi Ha MeHb-
mee yuciao konuit MTAHK, L-rubpunsl neMoHCTpUpo-
Basin 0oJiee BBICOKMI YPOBEHB 9KCITPECCUU JIEBSITU TEHOB
CyOBEIMHUIL IbIXaTeTbHBIX KOMIUIEKCOB, CPaBHUTEIBHO
TMOHWXEeHHBI ypoBeHb 00MeHa AT® 1 60J1ee yMepeHHYIO
MPOAYKIIMIO aKTUBHBIX ()OPM KHCIOpOAa — MapaMeTphl,
oTpaxarolre aKTMBHOCTh OKMCIUTENIbHOTrO (ochopu-
JUpoBaHMs. B yKasaHHBIX TpyIax ObITA OOHapy>KEHBI
3HAYUTENIbHbIE Pa3udus B OKCIPECCUU MHOTHUX SIep-
HBIX TEHOB: 5 T€HOB CHUCTEMbl KOMIUIEMEHTa, 5 TeHOB
JiepMaTaH/XOHAPOUTUHOBOTO OMOCUHTE3a U 9 TEHOB CUT-
HanbHOU xeMoKuHOBO# cucteMbl CCR3. KonuuecTBeH-
HOE M3Y4YeHME SKCIPECCUH SIIEPHBIX TEHOB MTOATBEPINIIO,
yTo L-rulGpuasl uMetoT: 1) MOHMXXEHHYIO 3KCIPECCHUIO Te-
HOB KOMITJIEMEHTa ¥ BPOXICHHOTO UMMYHUTETA; 2) TT0-
BBIIIEHHYIO 9KCITPECCUIO CUTHATBHBIX TEHOB, CBSI3aHHBIX
C BOCIaJieHueM. DTHU JaHHbIE TIOATBEPAWJIN TUIIOTE3Y
O BJWSHUUW TaruiorpynmnoBbix ocobeHHocTeilr MTAHK
Ha BOCTIPUMMYHMBOCTH K 320016 BAHUSIM.

METOAI:I onpeaeneHna ntHanenayasibHbiX
ocobGeHHocTel MuToxoHapuanbHoi [HK

B ocHoBe MeToaMueckMX TMOIXOHOB K OIpesaese-
HUI0O WHAMBUAyalIbHbIX ocobeHHocTeit MTIAHK nexar
XOpOIIIO M3BECTHBIE METOAbl MOJIEKYJISIDHOW T€HETUKU.
Tak, s onpeneneHus: TaruIOrpymIn TPAAUIIMOHHO MC-
nosib3yetcst [TLLP B peasibHOM BpeMeHM U caiiTcrieninu-
YeCcKMe peCTPUKTa3bI.

OpHako 1151 TOJIHOTO TIPOYTEHUSI TMEPBUYHOMN I10-
cienoBaresnbHocT JJHK HeoOGxommmbl MeTOIBI CEKBe-
HupoBaHusi. [Ipy aToM 11 onpeneseHus raruIorpyIbl
yesioBeKa B €r0o TarjIOTUIIe BBIIEJSIOT OIpeneieHHbIe
METKHU — MapKephbl, MO0 KOTOPHIM IMPOU3BOJAUTCS CpaBHE-
HUe; YeM OOoJTbllle MapKepoB, TeM 00Jiee TOUHOE UCCIIeI0-
BaHME MOXXHO ITpoBecTr. B HacTosi111ee BpeMsi eCTh pa3Hbie
MOIXOJbl K MHTEPIIpeTallui AaHHBIX CEKBEHUPOBAHMS
u onpeneneHuto rarutorumnos MTJAHK [70, 71]. Ipynmoit
yueHbix u3 CILIA n Kananpl, nzpectHoit kak SWGDAM,
pa3paboTaHO PYKOBOJCTBO WHTEPIpETAlluK TIOCTEN0-
BatenbHOCTH MTAHK wm rarrotumoB mist mpuMeHeHUS
B cyneOHoii akcnepTtuse [72]. MHcTUTYTOM CyneOHOI Me-
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nuuuHbl (MHCOPYK), a TakXe MeIUIIMHCKUM YHUBEPCHU-
teroM 1 MHCTUTYTOM MaTeMatuku YHuBepcuteta MHC-
Opyka ObL1a pazpadboraHa 6a3za nanHbsix MTIIHK EMPOP
[73]. CpaBHEHUE METOOB (PUIOTEHETUUECKOTO TTOIX0/1a
1 MepapXUuecKoro psiia mpaBuJl, Iie UCTOIb3YIOTCS pa3-
Hble CTpaTernu, MoKasano, 4YTo B LIEJIOM CUCTeMa KOAM-
POBKWU TaruioTUIIOB oarHakoBa [74]. Ho u3-3a paznuunii
MEXIy TOAXOJaMU CYIIECTBYEeT BEPOSITHOCTb, UTO OIHA
U Ta Xe€ TOCIeN0BaTeIbHOCTh MOXET ObITh MHTEpIIpe-
TMUpOBaHa J1abOpaTOPUSIMU TI0-pa3HOMY, B YaCTHOCTH,
koraa nocienoBatenbHocT MTIHK nmeroT aTunuyxbie
BCcTaBKM U Aeseninu. Kpome Toro, ectb nocjuaenoBaresib-
Hoctu MTAHK, koTopbie neiicTBUTENIHLHO OTIMYAIOT-
Csl TOJBKO OJHUM HYKJIEOTUIOM, YTO MOXKET TPUBECTHU
K CABUTY B TIOCJIEIOBATEIbHOCTHU TIOJOXEHUI HYKIIEO-
TUIOB U TpobjeMam ornpeneneHust rartotuna MtIHK.
BaxxHo mipumepxuBaTbCS M3BECTHBIX MOIEJei ToJu-
MopdusmoB npu aHanuze MTIHK HezaBucumo ot Toro,
Kakue TIpaBuja MPUMEHSIIOTCS, BO M30ekaHue HEKop-
pextHOoTrOo onucanus ramrorunos MTJHK. Hampuwmep,
JIOBOJIBHO YacTO B CYIIECTBYIOIINX TTOIYJISILIUSIX B TIOJIO-
KeHUUM HykieoTuaa 249 npucyrctByer neneius. Korma
nmoJuMopdu3M B TTOJOXEeHUU 247 COEIMHEH ¢ aeenuneit
B nmoJyioxkeHuu 249, o npasuiam H. Bandelt u W. Parson
[70], xon B aTOit 0OsMacTu — 247del BMmecto 247A, 249del.
Bynyun He B cCOCTOSIHUM TIOATBEPAUTH (PUIIOTEHETHYEC-
CKU YCTaHOBJIEHHYIO naejienuio 249, mocienoBaTebHO-
CTH, 3aKOIUpPOBaHHbIe KaK 247del, Tenepb OTaMYalOTCS
JIBaXXbl OT MOCIEA0BATEbHOCTU, COMEpXKalIell TOJIbKO
249del. HaoGopor, ecau moxens — 249del, To mocnemno-
BaTeJbHOCTb Kogupyercs Kak 247A, 249 del 1 BO3MOXHO
OIHO OTJIMYME OT IMOCAENOBATEIbHOCTH, COAepXKallei
ToJIbKO 249 del.

HeobxonumMo OTMETUTH, YTO, KpOME MHOXECTBa
npobsiemM ¢ mpsiMmoit mHTeprnpetauuneit naHHbIX MTIHK
IIJISI TOYHOM MHTEPIIpeTallui MapKepoB TaruiorpymIl, J10-
TTOJTHUTEJIbHYIO MyTaHUILY BHOCSIT:

— ¢peHomeH rereporutazmun MTJAHK, T.e. mpucyrcTBre
6osee yeM ofHoil nmocneaosateapHoctT MTAHK y unau-
BUIIyyMa, KaK TpaBujo, 3a CYET JIBYX Pa3HbIX OCHOBaHUIA
JHK B 01HOM 1 TOM e MOJIOXXeHUN HYKJIEOTHUIOB;
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B c¢Bsi3u ¢ BbllIeONMMCAaHHBIMU OCOOEHHOCTSIMU TIPO-
yTeHue nosHoM nocnaenoBatenbHoct MTIAHK siBisiercst
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SIBJIEHUSI MHIMBUIYaTbHBIX ocobeHHocTeil MTIHK ro-
00ro MHIMBUIYYMA.

3aknovyeHue

TakuM o0Opa3oM, TPOBEAEHHBIN aHAIU3 HAYIHOI
JIUTEPaATypPhl CBUIAETEIBCTBYET 00 aKTMBHO pacTyIIeM
He TOJBKO Cpeau OMOJIOTOB, HO M CpeId MEINKOB MH-
Tepece K WHAMBUAYaJbHBIM ocobeHHocTsiM MTIHK.
DT 0COOEHHOCTH, BIIEpPBBIE OOpaTUBIINE Ha ce0s
BHMMaHUE B CBSI3U C TPSIMBIM 3THUOJOTMYECKUM 3Ha-
YyeHWeM HEKOTOPBIX U3 HUX IIJIT pa3BUTHUS OTHOCUTEIb-
HO peakux 3aboneBaHuit (cunapombl KepHca—Celiipa,
Jle6epa, IMupcona, MELAS, MERRF u np.), umeror
OrPOMHOE BIMSTHYE Ha CTAaHOBJIEHWE WHINMBUIYATbHBIX
(GU3MOJIOTUYECKUX CBOMCTB OpraHn3Ma yejioBeka. DBo-
JIIOIMOHHO 3a(UMKCUPOBaHHBIE Bapuallu MocjienoBa-
tenbHOCT MTJHK (Tak HaspiBaeMmble Tarjorpymniibl)
BJIMSIIOT Ha OCOOEHHOCTM MeTaboM3Ma, MBIIIEYHYIO
paboTOCTIOCOOHOCTh, NMHAMUKY CTApeHUsSI U BEpOSIT-
HOCTb JIOJITOKUTEIbCTBA, Ha IPeapacrooXkeHHOCTh
KO MHOTHMM IIUPOKO pacIpoCTpaHEHHBIM 3a00JIeBaHM -
SIM M UX KIMHUYECKHE OCOOEHHOCTHU. YK€ OYEeBUIHO,
yto BapuabeabHocTh MTIHK ompenensier nuausumy-
aJIbHBIN XapaKTep TeUYeHUs aTepocKiepo3a u nuadera,
BOCTIAJIEHUS U CeTicrca, MHOTMX COMAaTUYECKUX U HEB-
POJIOTUYECKUX HapyIIeHU, OHKOJOTMYECKUX 3a00-
neBaHuii. CKOpOCTh HAKOIJIEHUS] COOTBETCTBYIOIIUX
($akTOB HACTOJBKO BEJIMKA, YTO HE MOXET HE COIpPO-
BOXIAThCS OITMOKAMU M JIOKHBIMU JaHHBIMU. OTHaKO
KOJIWYECTBO JOCTOBEPHO MH(MOPpMALIMU TaKXKe OBICTPO
pacTeT, 4TO yOexXIaeT B aKTyaJlbHOCTU MCCeIOBaHUM
WHIUBUAYaIbHBIX ocobeHHocTei MTAHK nst paznuu-
HBIX 00JIacTeli MEAUIIMHCKNX 3HAHUN U TTIepCOHATU3K -
POBAHHOM MEIUIIUHBI B LIEJIOM.
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I'eTeporeHHOCTb MUTOXOHIPHAJILHBIX 3200/1€BaHMIi, 00YCJIOBIEHHbIX Ae()eKTaMu
Komiuiekca I nprxaresibHoi nenu

E.A. Huxonaesa

Hay4yHo-nccnenoBatenbCkuii KIMHUYECKUIA MHCTUTYT neamaTtpumn FBOY B0 «Poccuinckmii HaLMoHanbHbIA nccnenoBatesb-
CKWUIN MeguuuHCKun yHmBepceuteT um. H.W. NMuporoea», Mockea

Heterogeneity of mitochondrial diseases caused by defects in mitochondrial respiratory
chain complex I

E.A. Nikolaeva

Research Clinical Institute of Pediatrics, N.I. Pirogov Russian National Research Medical University, Moscow

YacToii npMYMHOI MUTOXOHIPHAJILHBIX 3200JIeBAHNII SIBJISIOTCS HACJIEACTBEHHbIE 1edeKTh KOMILIEKca | IbIxareibHOil Henu, KOTo-
pbie cocTaBsAIOT 0K0.10 30% ciyyaeB MUTOXOHAPUAIBHO¥ naTosiorum y aeteii. Kommiekc I npeacrasisier codoii HaudoJee KpynmHblit
¥ CJIOKHBI SH3UMHBII KOMILIEKC JAbIXAaTeIbHOI HenHu 31eKTPoHOB. Ero (hyHKIMOHMPOBaHUE HAXOANTCS MO KOHTPOJIEM U STIEPHOTO
M MUTOXOH/IPHAJILHOTO FeHOMa U, TI0-BUAUMOMY, onpenesieTcs He MeHee YyeM 300 renavu. Kommiekce I cocrout u3 45 cyobenunui;:
7 M3 HUX KOJAMPYIOTCS MUTOXOHAPHAIIbHO, ocTaibHbie — saepHoii JIHK. Kpome Toro, cymecTByloT n0noHUTE bHbIE (DAKTOPDI,
JIOKAJIM30BAHHbIE BHE KOMILTEKCa I, HO onpenesiomue ero cTa0uIbHOCTb H AKTHBHOCTH. [Ipencrasiien anamms KIMHIIeCKUX hopm
3a00/1eBaHHIi, 00YCJIOBJIEHHBIX HEIOCTATOYHOCTHIO KOMILIeKca I, camoii yacToii U3 HUX aBJsieTcsA cuuapoM JIn. 3a0oaeBanus, Kak
NPABWJIO, OTIMYAIOTCS PAHHUM J€0I0TOM, TSKeJIbIM MOPaKeHHeM HePBHOI, MbIIIEYHOIi, cepaevyHo-cocyaucToi cuctem. [Ipu oTcyT-
cTBHH 3()()EKTUBHOrO JiedeHHs1 0COOYI0 BAXKHOCTH MMeeT WAeHTU(UKALMS reHHO MyTaIMK LIl TOATBEPKICHUS JUATHO3a, a TAKXKe
JI0POAOBO# THATHOCTUKH.

Karoueevte caosa: demu, cunopom Jlu (Leigh), raxmam-ayudo3, kapouomuonamusi, AelikodHyearonamus, IHuedaiomuonamus,
xomnaekc 1 dvixamenvroii yenu, eenot NDUFS1, NDUFS2, NDUFV1 NDUFB9, NUBPL, ACADY, duacnocmuka, 3K30MHOe ceK8eHU-
poeaHue, reueHue.

The common cause of mitochondrial diseases is hereditary defects in mitochondrial respiratory chain complex I, which account for
about 30% of the cases of mitochondrial diseases in children. Complex I is the largest and most complicated enzyme complex of the
respiratory electron chain. The function of Complex I is controlled by both nuclear and mitochondrial genomes and it seems to be
determined by at least 300 genes. Complex I is comprised of 45 subunits: 7 of them are encoded by mitochondrial DNA, the others are
by nuclear DNA. Besides, there are additional factors that are located outside Complex I, but determine its stability and activity. The
paper analyzes the clinical forms of Complex I deficiency-induced diseases; the most common of them is Leigh syndrome. The dis-
eases are generally characterized by an early onset, severe involvement of the nervous, muscular, and cardiovascular systems. If the
treatment is ineffective, it is particularly important to identify a gene mutation to verify the diagnosis, as well as antenatal diagnosis.

Key words: children, Leigh’s syndrome, lactic acidosis, cardiomyopathy, leukoencephalopathy, encephalomyopathy, respiratory chain
complex I, NDUFS1, NDUFS2, NDUFV1 NDUFB9, NUBPL, and ACADY genes, diagnosis, exome sequencing, treatment.

HCCJ‘[GZ{OB&HHH MOCJIeIHUX JIET TTOKa3ajan, YTO MUTO-
XOHIIpUaJIbHbIe 3a00JieBaHUSI BHOCST CYIIECTBEH-
HBI BKJIaJ B JETCKYIO 3a00J1€BaeMOCTh, CMEPTHOCTh
W MHBAJUIHOCTL. PacrpocTpaHeHHOCTh MUTOXOHAPH-
aNibHBbIX OoJie3Hel onleHMBaeTcs Kak 1:10 000 HaceneHust
[1], gacToTra cpeau HoBOpoOKAeHHBIX — 1:7000 [2]. Knn-
HUYeCKUE TIPOSIBIIEHUsST 3a001eBaHUI XapaKTepU3yIOTCsT
OonbIIMM pa3zHOOOpa3zueM. XOTs /s COBEPILIEHCTBOBA-
HUS JUATHOCTUKHM MPEUTOKEHO UCTIONh30BaTh JUATHO-
cTuueckue kputepuu [3, 4], B HacTosiiee BpeMsi MHOTHE
aBTOPBI BBICKA3BIBAIOT MHEHKE, YTO MPU MUTOXOHIPU-
aJIbHBIX 3a00JIeBaHUSIX KITIOYeBOE 3HAYeHWe ISl yCTa-
HOBJICHUSI TMAarHO3a U TeHETUYECKOTO KOHCYJIBTHPOBA-
HUSI MMEET OIpeaesieHUue T€HHOM MyTaluu, Jexallein
B OCHOBE MAaTOJIOTHU.

© E.A. Hukonaesa, 2015

Ros Vestn Perinatol Pediat 2015; 3:21-25

Anpec s koppecnonaeHuun: Hukonaesa ExaTtepuHa AJieKcaHApOBHA —
II.M.H., TJI.H.C. OTIEICHUsI ICKUXOHEBPOJIOTUY M HACJIEACTBEHHBIX 3a00JIeBaHUI
¢ HapyuieHueM nicuxuku HUKW nenqmarpun PHUMY um. H.U. Tuporosa
125412 Mockaa, yia. Tangomckas, 1. 2

IIIupokoe BHeApeHWE MOJEKYISIPHO-TEHETUIECKUX
MCCIeIOBaHUI MOKa3aja0, YTO COCTOSIHUSI, OOYCJIOBJICH-
Hble MyTanusaMu mutoxoHapuaiabHoit JIHK, cocrabis-
JOT MEHBIIYIO YacTh MUTOXOHIPHABHBIX 3a00JI€eBaHUIA,
a O6mblIas 9acTh — CBsI3aHa C AeeKTaMU T€HOB siIep-
Hoit JIHK. [penronaraercs, 4To y B3pOCIBbIX OHU OTBET-
CTBEHHBI 3a !/, CIly4aeB MUTOXOHIPUATLHBIX OOJE3HEIA,
y meteit — 1o 75—80% [5—8]. TToka3zaHo, 4TO TP MUTO-
XOHIPHUATBHBIX 3a00JI€BaHUIX YaCTO CTpagaeT KOMITIEKC
I nprxarenbHOM 11eTIH, AeEeKThl KOTOPOTro 00YCIOBIMBA-
10T 0KoJ10 30% cllydaeB MUTOXOHIPUATBHON TATOJOTUN
y nereit [9—13]. OnHako BbISIBIeHUE YKa3aHHBIX 3a00J1e-
BaHWII OCTAaeTCs TO3MHMM, COXpaHSIETCS aKTyaJlbHOCTh
W3y4eHUs] TaHHBIX (OpPM MaTOJIOTUHU, TIOUCK TyTed MX
JMWAarHOCTUKY U TePAITUN.

CrtpoeHue komnnekca | gbixaTenbHOM Lenu

Kowmrmuteke 1 MUTOXOHIpUATBPHON IBIXaTeTBHON 1T
HUKOTUHaMuAaneHuHauHykineotun (NADH) youxuHoH-
okcupopenykrasza (EC 1.6.5.3) npencrasiseT coboit Han6o-
Jiee KPYITHBIN W CJIOXKHBII 9H3UMHBIN KOMTUIEKC JIbIXaTeTb-
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HOM 11eTU 2JIeKTPOHOB. B cocTaBe komruiekca 0OHapyKeHO
HECKOJIBKO PeIOKC-KOMITOHEHTOB, YJaCTBYIOIIMX B Iepe-
Hoce 271eKTpoHOB 0T NADH Ha yOouxuHOH: a iMeHHO ¢iia-
BUHMOHOHYKJIEOTH]I, (TTEPBUYHBIN aKIIENTOP 3JIEKTPOHOB),
HECKOJIBKO 3KeJIE30CEPHBIX KJIACTEPOB W IPOYHO CBSI3aH-
HbII yOUXUHOH [14—16].

ITo maHHBIM 2JIEKTPOHHO MUKPOCKOTINM KOMTLIEKC |
nmeeT L-06pa3Hyto (hopMy M MOCTPOEH U3 IBYX KPYITHBIX
JIOMEHOB, PaCMOJIOKEHHBIX TIEPITEHANKYIISIPHO APYT py-
Ty ¥ COCTOSIIIMX M3 MHOTMX ToiunentuaoB. [uapodoo-
HOE TJIEYO TOTPYKEHO B JIUMUAHBIN OMCION BHYTpEHHEN
MUTOXOHAPUATBLHONM MEMOpPaHBI, IPYroe Tievo BbICTYIa-
€T B MUTOXOHAPUAJIbHbBII MAaTPUKC.

Kommuiekc I okucnsier NADH, otoupast y Hero aBa
3JIEKTPOHA U MEPEHOCS UX Ha pacTBOPUMBIN B JIMTTUIAX
YOMXWHOH, KOTOPBI BHYTPU MeMOpaHbl TMDOYyHIUpYET
k komruiekcy I11. Bmecre ¢ aTum komruieke I mepekaun-
BaeT 2 MpOTOHA U 2 3JIEKTPOHA U3 MaTpUKca B MEXMEM-
OpaHHOE MPOCTPAHCTBO MUTOXOHAPUU. TakuM oOpazom,
OCYILECTBIISIETCS TIOCTOSIHHAsI pereHepanusi OKWCIeH-
Hoit (popmbl NAD*, koTopasi HeoOXoauma Jjisi TPOTe-
KaHUsl OKMCIMTEJIbHOTO pacliaga OpTraHWYeCKUX Be-
eCTB. YOUXUHOH, Oyayyu TuipoOOHBIM, TECHO CBSI3aH
¢ TuaIpoOOHBIM MeMOpaHHBIM JTOMEHOM KOMIUIeKca,
Ha KOTOPOM, TIO-BUIMMOMY, CYIIECTBYET HECKOIBKO XU-
HOH-CBSI3BIBAIOIIMX IIEHTPOB. B CTpyKType Komruiekca
BBIACSIIOT 3 aKTUBHBIX MOJAYJsl: N-MOMAyJib, OCYIIECT-
pisitomnii okucienne NADH; Q-monynb, oTBevatouii
3a BOCCTaHOBJIeHUE yOuMxuHOHa; P-Momynb, oGecrieun-
BaOIINI TPAaHCIIOPT MPOTOHOB [ 14, 16].

leHeTHMYeckoe KkogmMpoBaHue kommnekca |
ObIXaTeNbHOW Lenv

DyHKIMOHUPOBAHKWE KOMITJIEKCA HAXOAWTCS TTOJI KOH-
TPOJEM W SIAEPHOTO, M MUTOXOHAPUATBHOTO T€HOMa W,
Mo-BUAMMOMY, ompenensiercss He meHee yeMm 300 reHa-
mu [13, 17]. Kommuieke I coctrout uz 45 cyowenuHuil: 7
13 HUX KOAWPYIOTCS MUTOXOHAPUATBHO, OHM JIOKAJTU30-
BaHbBI Ha THAPODOOHOM IIJieue KOMITIEKCa, MTOrPYyKEHHOM
BO BHYTPEHHIOIO MUTOXOHAPUAJIbHYIO MeMOpaHy (TaluI.
1). OcranbHble 38 cyObeAMHUI] KOAUPYIOTCS B sIIpe, CUH-
TE3UPYIOTCS B LIUTOILUIA3ME M TPAHCIIOPTUPYIOTCS BO BHY-
TPEHHIOI MeMOpaHy MUTOXOHIPHUI, Y4acTh M3 HMX ITOJI-

Tabauya 1. Tenvt Mutoxonapuaibhoii JIHK, Kogupyomue Kom-
miekc I apixaresbHo# nenu

TTo3uuus HYKJICOTUIOB

CuMBOJ reHa .
muroxoHapuaibHoi JJTHK

MTNDI 3307—4262

MTND2 4470-5511

MTND3 10 059—10 404
MTNDA4L 10 470—10 766
MTND4 10 760—12 137
MTNDS5 12 337—14 148
MTND6 14 149—14 673

OB30PbI JINTEPATYPbI

Bepraercsl OCTTpaHCISIIIMOHHON Monudukammu [15, 18].
Cpenu 38 KooupyeMbIX SIIPOM CYObeIWHUI BBIACISIOT 7
neHTpanbHbIX (core) cyobenuuuly (NDUFS1, NDUFS2,
NDUFS3, NDUFS7, NDUFS8, NDUFVI, NDUFV2) u no-
MOJTHUTEJIbHBIE (Supernumerary, accessory) CyobeIMHULIbI
(cm. Tabm. 1). LleHTpanbHble CyOBbEIMHUIIBI TOKATU30BaHbI

Tabauya 2. Tennl ssnepnoii IHK, konupyrommue kommiekce I api-
XaTeJbHOM enu

CuMBOJI reHa Jlokanuzaius

Tenn! snepHoit JIHK, koaupyioliye oTaelbHbIe
CyObeIMHUIIBI KOMILIeKca |

NDUFAI Xq24
NDUFA2 5g31.3
NDUFA9 12p13.32
NDUFA10 2q37.3
NDUFAII 19p13.3
NDUFAI2 12922
NDUFB3 2q33.1
NDUFB6 ?
NDUFB9 8q24.13
*NDUFS1 2q33.3
*NDUFS2 1923.3
NDUFS3 11pl1.2
*NDUFS4 5ql1.2
NDUFS5 1p34.3
NDUFS6 5pl15.33
NDUFS7 19p13.3
NDUFS8 11q13.2
*NDUIv1 11q13.2
NDUFv2 18p11.22
NDUFv3 21g22.3

Tennr snepHoii JIHK, konupyronime ¢pakTopbl COOpKUA
U (PYHKIIMOHMPOBaHMSI KoMIuiekca 1 (assembly)

*NUBPL 14q12
FOXRED1 11q24.2
NDUFAF1 15q15.1
*NDUFAF2 5q12.1
NDUEFAF3 3p21.31
*C60RF66 (NDUFAF4) 6q16.1
*C200RF7 (NDUFAFS) 20p12.1
CSORF38 (NDUFAF6) 8q22.1
*ACADY 3q21.3
TMEMI26B 11q14.1

IIpumeuanue. TeHbl IEHTPATBHBIX (core) CyObEAMHULL BbIICJICHbI
wpudTOM;
* — uMeroTcs coolleHus bosee yem o 10 nmarueHTax.
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Huxonaesa E.A. TeTeporeHHOCTb MUTOXOHIPUATIbHBIX 3a00/1eBaHUIA, 00YCIOBAEHHBIX AeeKTaMu KoMIuieKkca | abixaTebHOM e

Ha TIjiedye, BBICTYIAIONIEM B MATPHUKC, U, TTO-BUIWMOMY,
00J1aMaI0T  KATAJIUTUIECKOM aKTUBHOCTBIO, HETOCpeI-
CTBEHHO o0ecrieurBasi OMO3HEPreTUYECKyo (QYHKIIUIO
Komrutiekca. DYyHKINST OCTATBHBIX CYOBEAMHUIL HE yTOU-
HeHa. [IpenmonaraeTcsi, YT0 OHU UTPAIOT POJIb B CTaOM-
JIU3AIUU KOMITJIEKCa, PEryJIsIlMU €r0 aKTUBHOCTH, TIPeI-
VIOpeXIEeHUN TeHepalluh PeaKTUBHBIX (hOpM KHCTIopona
[19]. OtmenbHO BBIOEISIOT (PAKTOPBI, JIOKATM30BaHHBIE
BHe KoMruteKca I, Ho Takke OTpeIesISTIoNIe ero CTabMTh-
HOCTb U aKTUBHOCTh, — TaK Ha3bIBaeMble (DAKTOPBI assem-
bly (cM. Ta6a. 1). CyiiectBoBaHMEe MOAOOHBIX (PaKTOPOB
BriepBbIe ObUT0 yeTaHoBeHO B 2002 1, a B 2005 1. peacTas-
JIEHO KJIIMHWYIeCKoe HaOofeHne 3a peOeHKOM, 3abosie-
BaHME KOTOPOTro OBUIO 00ycoBIeHO nedeKToM (dakTopa
assembly. B HacTosiiee Bpemst uzBectHo o 10 Takux ¢ak-
Topax [20—23].

IMo manabM S. Calvo (2010) [17], 15—20% cnydaeB
neduunrta komriekea I 00ycioBieHO MyTallMsIMU MUTO-
xonapuanbHoii JIHK. TIpumepHo Takoe ke KOJIM4ecTBO
(oxom0 15%) cBsizdaHO ¢ MyTalUSIMU STIEPHO-KOHTPOIH-
pyembIX cyobenuHUIL. To ecTb CyMMapHO MyTalluu 7 MU-
TOXOHAPUATBHBIX U 38 sIepHBIX TEHOB JieXXaT B OCHOBE
okoJio '/, ciydaeB nedunnra Komruiekca I. Takum o6pa-
30M, IPUOIM3UTETBHO Y 60% TalIMeHTOB 3TOM KaTeropuu
TeHETUYECKUIA 1e(heKT OcTaeTcs Hepaclo3HAHHBIM, Y Ya-
CTHU U3 HUX B TIOCJIEAHNE TOIBI BBISIBJISIOT MyTalluy TEHOB
¢akrTopos assembly [17, 24, 25].

K 2004 r. 6bl1M nO0Ka3aHbl Cayyau MUTOXOHpPUATb-
HBIX 00JIe3Hel, 00yCIOBIEHHbIE neheKTaMu BeeX 7 MU-
TOXOHJIpUAJIbHBIX TeHOB U 8 TeHoB sinepHoi JIHK, komgu-
pytorux komrieke I [26]. K 2010 r. 6butr ycTaHOBJIEHBI
ciydyau 3a00s1€BaHUil, BbI3BAHHbIE MYTallUSIMU 25 TEHOB
snepHoit JIHK, B ToM yucie 6 reHOB (pakTOpoB assembly
[17, 27, 28]. K 2015 1. mosiBUJIMCh COOOIIEHUSI O KIUHU-
YyecKMX HaOMoneHUs X ne(eKToB elle 2 reHOB SAepHOI
JHK. Brimenerno 6osee 100 reHOB-KaHIMIaTOB, AedeK-
THI KOTOPBIX MOTYT BBI3BIBATh HapylleHWe (PYHKIIMOHU-
poBaHusI KoMIuiekca 1.

HenoctaTrouHoCTh KOMILIEKCA BeAET K HapyIICHUIO
tpanchopmaunu NADH B NAD®, penykiiuu tpaHcriopTa
5JIEKTPOHOB, TTOBBIIIIEHHOMY 00pa30BaHUIO PEaKTUBHBIX
dopm Kucmopona, cHkeHHMIo Tipoaykiuu AT® u Ha-
KOTUIEHUIO JIAKTaTa. DTO TPUBOIUT K TOMY, UTO B TTEPBYIO
odepeNlb CTPAJalOT 0COOEHHO DHEPro3aBUCUMbIE OPTaHbBI
U TKaHW — HEepBHAas, MBIIIEYHAst, CEpAEUYHO-COCYUCTAST
CHUCTEMBI, TIeYeHb, TTIOUKH.

XapakTtepucTtuka 3aboneBaHuil, 00yCNOBEHHbIX
aeduumtom Komnaekca | gbixatenbHOW Lenu

Cpenu 3aboseBaHuil (KIMHUYECKUX (PEHOTHUIIOB), 00-
VCIIOBJIEHHBIX Je(eKTaMu MHUTOXOHIPHUALHBIX TE€HOB,
KOTOpbIe KOAMPYIOT CYObeIMHMIIBI KoMIUTekca I, mpeBa-
JIUPYIOT COCTOSTHUSI ¢ OTHOCUTEJILHO TIO3IHUM JeOI0TOM,
MeHBIIIasT YacTh TpeACTaBieHa paHO MaHU(ECTUPYIOIIN-
mu opmamu. Hanbosee yacto ykazaHHble Ae(eKThl KIU-
HUYECKN TPOSBIISIIOTCS HeliponaTtueil Jlebepa, 60yie3HbIO
IMapkuHcona, cunapomamu JIu 1 MELAS. Pexe y nauu-

€HTOB JIMArHOCTUPYIOT MUTOXOHAPUATHHYIO MMOIIATHUIO,
nro3 ¢ odTalbMOIUIeTHeil, OunarepalbHbI CTpUaTab-
HBIII HEKPO3, MUOKJIOHYC-3MUJIETICHIO, TUMepTpodurde-
CKYI0 KapAMOMUOIIATUIO, CHUKEHUE MHTeJUIeKTa, 00JIe3Hb
Anblreiivepa [26, 29]. 3aboneBaHusi, 0OYCIOBJICHHBIE
TOYKOBBIMU MYTALIMSIMA MUTOXOHIPUATBHBIX TEHOB CYO'b-
eIMHUIL KoMIUTeKca |, HacIeayoTcsl Mo MaTepUHCKOM JT1-
HUU C BBICOKMM PUCKOM — IIUTOILIa3MaTHUECKOE, VTN MU~
TOXOH/IpUAJIbHOE HaCJIeTOBaHUE.

Mytauuu renoB sinepHoit JIHK, xoHTponupyroimx
(GYHKIIMOHUpPOBaHWEe KOMILUTeKca I, BeayT, Kak MpaBuiIo,
K paHO MaHUMECTUPYIOINM U TSIKETbIM KIMHUYECKUM
nposiBieHusIM. 3a00JieBaHUsI XapaKTepU3YIOTCSl ayTo-
COMHO-PEIIeCCUBHBIM HacJIeIOBaHUEM C BBICOKUM (25%)
pUCKOM ISt cuOCcoB TipobaHaa. MckitoueHne cocTaBisi-
10T (OpMBI MMAaTOJIOTHH, CBSI3aHHBIE C Ae(eKTaMu TeHa
NDUFAI, xoTopble OTIMYAIOTCS CUEIJIEHHBIM C XpOMO-
coMmoii X HacaenoBaHHEM ¢ MUHUMAJIbHON CUMITTOMATH -
KOW y I€BOYEK.

YV GoJiblIOi YacTu MalMeHTOB AUAarHOCTUPYIOT CHUH-
npom JIu (y 40%) vnu mHGDaHTWIBHBIN JTaKTaT-alnao3,
KOTOpbIE OOBIYHO COYETAITCSI C TUMepTpodhUIecKoi
kapauomuomnatueit [25, 28]. Kpome toro, y psina 00ib-
HBIX 3a00JIeBaHNE TIPOSIBIISIETCS JIeiKoaHIIedanonaTuei
uni sHUedaroMuonartueit. TSKecTh COCTOSTHUSI Bapb-
upyeT OT (haTaJIbHOTO HEOHATaJbHOTO JIaKTaT-allua03a
0 TI03MHO MaHudecTupylollein 3HuedaIoMuonaTuu,
WMeIoNIel cTabuIbHOE TeYeHe W MUHUMAaJTbHBIE MPO-
senenus [9, 11, 19, 30]. Yerkux reHoHeHOTUMUIECKUX
KOppeJISIIUi He TIOJy4eHO: OOJIbHbIE ¢ MyTallUSIMU B OJ1-
HOM ¥ TOM XK€ TeHe MOTYT IeMOHCTPUPOBATh pa3HbIe KT -
Huueckue peHotunsl. Hanpumep, y nereii ¢ nedpekramu
rena NDUFS8 onucan cunnpom Jlu ¢ runeprpoduye-
CKOI KapAuoMuoTaThel, JeOI0TUPOBABIINI € TIEPBBIX
MecsI1IeB XKU3HU, U cuHIpoM JIu ¢ mo3aHei (¢ 7 1et) ma-
Hudecrauein 1 6e3 nopaxeHus cepaua [31].

TTposenennsiit S. Koene u coast. (2012) [28] ananus
130 cnyyaeB ¢ M30JMPOBAHHBIM Ie(PUIIUTOM KOMILJIEKCa
1, o6ycnoBnenusiM myTauusimu sinepHoii JIHK, mokasain,
YTO MeMaHa Bo3pacta MaHudecTalum coctasisieT 4 mec.
VY 6ombmmHceTBa (59%) neteit 3aboneBaHe MAaHU(MECTU-
poBajio B MJajeHYecTBe, Y 26% — B HEOHATAJIbHOM IIe-
puone. Cxoanblie naHHble noayuuwian H. Swalwell u coasr.
(2011) [27] npu ananu3e pesysbraToB obcaenoBanus 109
OGOJLHBIX AeTeil C M30JUPOBAHHBIM JIeDUIIUTOM KOM-
miekca I: gedekTbl MUTOXOHAPHUATBHBIX T€HOB ObLIU
YCTAHOBJIEHBI Y 29% W3 HUX, MyTallMM TE€HOB SIIEPHOI
JHK — y 38%. B oGeux moxrpynmnax HanboJiee 4acTo
BCTPEYABIIMMCS KIMHUYECKUM (PEHOTUTIOM OBUT CHH-
npom JIu. Menuana Bo3pacta Hayasaa 00JIe3HU y MalueH-
ToB ¢ nedexkramu sinepHoit JIHK 6bu1a 3 Mec, a y 6071bHBIX
¢ MyTallsIMA MATOXOHIPUATbHBIX TeHOB — 12 Mec.

Kak moka3biBaeT aHalU3 CBEICHUI JIMTEpaTyphl,
npu neduimrTe KoMruiekca I Hanbosee 4acTo BEISIBIISIOT
nedektrl cnenywonmx reHoB sinepHoit JIHK: NDUFSI,
NDUFS4, NDUFvl, NUBPL, NDUFAF2, NDUFAF4,
NDUFAFS5, ACAD9. CornacHo HaOmoaeHusiMm S. Koene
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u coanT (2012) [28], S. Rahman u D. Thorburn (2013)
[28], MmyTaunu siAepHBIX TEHOB CTPYKTYPHBIX CYObETMHUIL
KoMITIeKca | BcTpeualoTes B 2 pasa vaille, 4YeM MyTaluu
reHoB ¢akTopoB assembly. B moarpynmne ¢ gedexramu
CTPYKTYPHBIX CYObEIMHHUI] OOHApYyXXEHO HeOOJIbIIIOe
npeBajiipoBaHue MaabuukoB — 1,7:1. He ycraHoBieHO
pas3nuyuii 1o Bo3pacTty MaHudectauu 6one3Hu. B To xe
BpeMsl TIpYU MYTallUsIX T€HOB CTPYKTYPHBIX CYOBbeIMHUII
OTMEYEHO 3HAYMTEIbHO 0oJiee paHHEee HACTYIUICHUE Jie-
TaJbHOTO MCXOIa, YTO, MO-BUIUMOMY, OTpaxaeT Oojiee
TsKeJI0e TeueHue 0oie3nu [25].

[1pu nomasasIomeM OOJBITUHCTBE (DOPM, K coXKaje-
HUIO, He OOHAPYKeHbI TATOTHOMOHUYHBIE KITMHUYECKHE
MPU3HAKH, TIO3BOJISIONINE 3aTTOI03PUTh HAJTMYKE Y TTali-
€HTa OIpele/IeHHOro TeHHOoro nedekra. MckmoyeHneM
cayxat mytauuu reHa NUBPL, KoTopbie TpOSBISIOTCS
JIeiiKosHIIehaonaTrelt ¢ mopaxkeHueM Kopbl MO3KeuKa,
0eJsioro BeliecTBa MO3ra, CTBOJA MO3ra WU MO30JUCTOTO
tena. [Ipryem Helipopaanosorndyeckre JaHHbIE TT0 Mepe
TedeHUs 3a00JIeBaHUs MPETePIIeBAIOT HEKOTOPYIO IMHA-
MUKY: YJIY4IIaeTCcsl COCTOsTHME Oesloro BelllecTBa MO3ra
1 MO30JIUCTOTO Tejla, HapacTaloT U3BMEHEHUS B MO3KEUKe
u cTBOJIe Mo3ra [17, 32].

JleyeHue 3aboneBaHuit, 06yCNOBNEHHbIX
aeduumTom komnnekca | gbixatesnibHOW Lenu

DddexTrBHOE JeUEHWE ITONABIISIONIETO OOJBIIMH-
ctBa (hOpM paccMmaTpuBaeMbIX 3a0o0JieBaHUI He pa3pabo-
taHo [33]. HazHaueHuem KoMmIiekca Teparnuu, BKIoYaro-
el BUTAMUHBI U KO(AKTOPbI, B YaCTHOCTA YOMXUHOH U
L-xapHUTHH, OOBIYHO yaeTcsl TOOUTHCS BPDEMEHHOTO YTyd-
IIEHUST COCTOSTHUSI MALIMEHTOB. B TO e BpeMsT TOJTydeHbI
JIaHHBIE O OJIATONPUSTHOM JEHCTBUN BBICOKMX 03 PUOO-
¢maBuHa (300 Mr/cyT) Ha MPOLIECCHl OKUCIUTETBHOTO (hOC-
(oprMpoBaHUS M KITMHUYECKHE TIPOSIBIIEHUST Y OOJbHBIX
¢ necpexrom rena ACAD9 |34]. BrickazaHo TIpearnoioxXeHue,
YTO TIpUMeHeHne pubodIaBuHa MOXET ObITh 3(hdEeKTHB-
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boaesnb /lanoHa Kak NpuYMHA rUNEPTPOPUIECKOI KAPIUOMUOTIATHH

U.B. Jleonmvesa, JI.A. Llapecopooues

Hay4Ho-nccnenoBaTenbCckuii KINMHNYeCcknii HCTUTYT neguatpun FBOY BIO «Poccuiicknii HaumoHanbHbI nccnenosa-
TeNbCKUN MeanuUMHCKNi yHuBepcuteT um. H.U. Nuporosa», Mockea; 'BOY BIO «[MepBbii MEANUVIHCKNA YHUBEPCUTET
nm. .M. CevyeHoBa», MockBa

Danon’s disease as a cause of hypertrophic cardiomyopathy

LV. Leontyeva, D.A. Tsaregorodtsev

Research Clinical Institute of Pediatrics, N.I. Pirogov Russian National Research Medical University, Moscow; |.M. Sechenov
First Moscow Medical University, Moscow

Tuneprpodmyeckas KapauoMuonaTuss — Haubosiee YacToe HACJIEICTBEHHOe 3a0oJieBaHue cepaeyHoil Mpimbl. [Ipuunnbl 3260-
JIeBAHUSI T€TEPOTEHHbI, MepBUYHAs GopMa BO3HMKAET BCJIECTBHE MYTAlWii TeHOB, KOQUPYIOIUX O€JIKH CepleYyHoro capKoMmepa,
BTOpHYHbIE (hopmbl (MeTaboIMYeCKHe H CHHIPOMAJIbHBIE) PA3BHBAIOTCS NMPH MYTALMAX T€HOB, KOAMPYIOWMX OeJKH HecapKoMep-
Horo kKomiuiekca. Haubosee yacToii cpeau MeTado,1M4ecKuX NPUYMH TUNePTPOGHIECKOii KApAUOMHONATHH CJIYXKAT IIUKOT€HO3bI.
Boaesns Tanona (LAMP2-kapanomuonartus) siBjisieTcst oqHOM U3 GopM NIMKOreH03a U XapaKTepu3yeTcsi THIIMYHOM TPUAIOi: TH-
neprpoduyeckas KApAMOMHONATHS, YMCTBEHHAS OTCTAJIOCTh M CKeJleTHAs Muonarusi. 3a0o/ieBaHue BO3HUKAET NMPH MYTALMH reHa
JIM30COMACCONMUPOBAHHOTO MeMOpanHoro nmporenna (LAMP2), HacienoBanune — clemieHHOE ¢ XPOMOCOMO# X, TOMHHAHTHOE.
ITo kuHM4ecKum nposisaeHusmM LAMP2-kapauoMuonaTisi NPAaKTHYECKH He OTIMYAETCA OT TsKesoil (hopMbl runepTpoduyecKoi
KapIMOMHONATHH, PA3BUBAIOLIENCS BCIEICTBHE MYTalMii reHOB 0eJIKOB CApPKOMEPHOro KoMiLieKca. 3a00/1eBaHue XapaKkTepusyeTcs
He0IaronpUsATHBIM NPOTPATMEHTHBIM TeYEHHEM C BHICOKOii BEPOSITHOCTHIO BHE3ANMHOM CMEPTH HJIH MPOTPeCCHPOBAHMS TKeEJIOM cep-
JIeYHO# HeJ0CTATOYHOCTH. OCHOBHBIM METOIOM NPOMUIAKTHKA BO3HMKHOBEHHS BHE3AMHOI cepAevyHOil CMePTH sABJISIETCS UMIVIAH-
TanusA Kapanoseprepa AedudpuILIATOpa.

Karoueevte caosa: demu, eunepmpoghuueckasn kapouomuonamus, 6oae3ns JlaHona, AU30co0MAaccoyupo8antblii MEMOPAHHbLIL NPOMeEUH,
2NUK02EH03, BHe3ANHAs CepOeHHAs cMepmb, NPOPUAGKMUKA.

Hypertrophic cardiomyopathy is the most common inherited disease of the myocardium. The causes of the disease are heterogeneous;
its primary form results from mutations in the genes encoding cardiac sarcomeric proteins; its secondary (metabolic and syndromic)
forms develop due to mutations in the genes encoding non-sarcomeric proteins. Glycogenosis is the most common cause of the meta-
bolic ones of hypertrophic cardiomyopathy. Danon’s disease (lysosome-associated membrane protein 2 (LAMP2-cardiomyopathy)
is a form of glycogenosis and it is characterized by a typical triad: hypertrophic cardiomyopathy, mental retardation, and skeletal
myopathy. The disease occurs with mutations in the LAMP2 gene; X-linked dominant inheritance. LAMP2-cardiomyopathy does
not virtually differ in its clinical manifestations from the severe form of hypertrophic cardiomyopathy, which results from mutations
in the sarcomeric protein genes. The disease is characterized by a poor progressive course with the high probability of causing sudden
death or with the progression of severe heart failure. Implantation of a cardioverter defibrillator is a main method to prevent sudden
cardiac death.

Key words: children, hypertrophic cardiomyopathy, Danon’s disease, genetics; lysosome-associated membrane protein, glycogenosis,
sudden cardiac death, prevention.

nnepTpoduueckas KapaAuOMHUOIIaTUSI — TsKeJIoe 3a-

GoJieBaHME CepAECYHON MBIIIIBI, XapaKTepu3yoliee-
¢ U3MEHEHUEM CTPYKTYPhl MUOKap/ia B BUIE MACCUBHOM
TUTIEPTPODOUN MEXKKETYTOUKOBOM TEPETOPOAKH, B Psifie
cJIyJaeB B KOMOMHALIMM € TUTIEPTPOdUEit APYTUX OTACIOB
MMOKap/a, BO3MOXHA OOCTPYKIIMSI BBIXOAHOTO TpaKTa
JieBoro xenynouka [1, 2]. 3abosieBaHME acCOIMMPYET-
Cd C BBICOKMM PMCKOM BHE3aITHOW CEpAEYHON CMEpTH.
ExxeromHast cMepTHOCTD ISl BCeX IMALlMEHTOB C TUIIEp-

© N.B. leonTbera, [.A. Llaperopoaues, 2015
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Anpec anst Koppecnonaenumu: JleontheBa Mpuna BuxropoBHa — I.M.H.,
1pod., I1.H.C. MaToJI0ruu cepaeuHo-cocyaucroii cucrembl HUKHW nennatpun
PHUMY um. H.U. [Muporosa

125412 Mockaa, yi. Tanaomckas, a. 2

Llaperopoaues AMutpuii AnekcaHIpoBud — K.M.H., JOL. Kadeapsl Gakyib-
TeTcKoit Teparuu Nel sieueGHOTO (hakysabreTa [1epBOro MEIMIIMHCKOTO YHU-
BepcuteTa M. .M. CeueHoBa

119992 Mockaa, yi. Tpyoeukas, 1. 8, ctp. 2

TpoHUUeCKOi KaparnoMuomnaTreit coctapsieT okoo 1%,
yBeMUMBasCh 10 5% cpeau mauyeHToB ¢ | wim Gojee
(dakTOpOM pHCKa BHE3aITHOM cepaeuHoii cMeptu |1, 3, 4].
TunepTpodudeckasi KapAUOMUONATUS  SIBIISICTCS
OHUM W3 HamboJiee YacThIX HACEACTBEHHBIX 3a00J¢e-
BaHUWI cepjilia, €e pacrpoCTPaHEHHOCTh CPEIMu B3POC-
joro HaceseHus coctasisteT 1:500 [1, 2]. Hauboiee ya-
CTBII TUTT HAaCJIeAOBAaHUS — ayTOCOMHO-JIOMUHAHTHBIN.
Kak mnpaBuio, 3abojieBaHUe MPOCTIEKUBAETCS y He-
CKOJIbKUX YWIEHOB CEMbH, XOTS BO3MOXHBI U CITOpaay-
yeckue ciydan. B 50% npuunHoii 3a00JIeBaHMST CITyKaT
MyTalli¥ T€HOB, KOAMPYIOIIUX OCJKM CapKOMEPHOTO
KOMIUIeKca: B-Muo3nHa Tsekeabli neneit (MYH7), muo-
3uH cBs3biBawoliero o6enka (MYBPC3), tponmonuna T
(TNNT2), a-tponomuoszuna (TPM1), Muo3uHa gerkux
uerieit (MYL3), cepaeunoro aktuHa (ACTS), TpornoHu-
Ha | (TNNI3). Haubonee yacto BcTpeyaroTcst MyTaluu
B reHax B-muosuHa Tskenslii neneit (MYH7) u muo-
3UHCBsI3bIBalolero 6enka (MYBPC3) [5, 6].

POCCUNCKWIA BECTHUIK NMEPUHATOJIONMU U NMEANATPUN, 3, 2015

26




Jleonmvesa U.B. u coasm. bone3ns JlaHoHa KaK MpuunHa runeprpoduyueckoii KapauoMmuonaTuu

BwMmecre ¢ TeM onrcaHbl MyTallMy TEHOB, KOAMPYIOIIUX
0eJIKM HEeCapKOMEPHOTO KOMILJIEKCa, TaKXKe OTBETCTBEH-
HbIe 3a pa3BUTHE TMIIEPTPOPUIECKON KapAMOMUOTIATUN.
MyTtaium ykazaHHbBIX TeHOB MOTYT BbI3bIBATh CUHIPOMAaJTb-
Hble hopMbl 3a0oneBaHus. Tak, myTaius B reHe PTPN11
(Non-receptor protein tyrosin phosphatase SHP2) BbI3bI-
Baet cuHapombl Hynan, LEOPARD, koxHo-nuiiekapam-
anbHblil cuHapoM (CFC). Ten nokanusyeTcst Ha JJIMHHOM
eye xpoMocomsl 12 (12q24), HacinemoBaHUe MyTalldid —
ayrocoMHo-noMuHaHTHoe. [eH KRAS2 (V-KI-RAS?2 Kirst-
en rat sarcoma viral) TakxKe JIOKaJIM3yeTcsi Ha XpOMOCOME
12 (12p12.1); mecekThl TeHA OOYCIOBIMBAIOT CUHAPOMBI
Hynan, Kocrenno, KoxXHo-IHIeKapAuaabHbIi CUHIPOM
C ayTOCOMHO-TOMWHAHTHBIM HacJIeJ0BaHUEM.

Tuneprpoduyeckass KapaArOMUOIIATUSI YACTO CIYKUT
COCTaBJISIIONIEH pa3IMYHbIX METa0OJNUEeCKUX 3aboJieBa-
HUIi, BOBHUKAIOIIIMX B pe3yJIbTaTe MyTalllil TeHOB OEJIKOB
HEecapKOMEPHOTO KOMILIEKCa, CJICICTBUEM YeTO SIBJISIET-
csl OTJIOXKEHUE MPOAYKTOB MeTaboJM3Ma B ILIUTOILIa3Me
WIN JTU30CcOoMax KapamoMuouuTos [5, 6]. K takum 3a60-
JleBaHUAM oTHocsATcs 6ose3nu [Tommne, Kopu, ®Dabpw,
ammio3nno3 [7—9]. Jlokaim3auus reHOB, BBI3BIBAIOIINX
9TH 3a00JI€BaHUsI, U TUTIBl HACJIEIOBAHUS TIPEICTaBIEHbI
B Tabiue. [NIMKOTeHO3bl JOMUHUPYIOT CPear METabOoJIM -
yecknx opM runepTpoduuecKoit KapauoMmuonaTuu [7].

Mytauuu psita TeHOB OEJIKOB HECapKOMEPHOTO KOM-
mekca — reHa PRKAG2 (y2-cyObearHULA afeHO3MMOHO-
docdarakTuBupytolei mporenHKUHa3bI) [9], reHa LAMP2
(JIN30CcOMACCOLIMMPOBAHHBI MeMOpaHHBIN TIPOTEUH 2)
[5, 10] — BBI3BIBAIOT TMIEPTPOGUUECKYIO KapaAMOMHUOTIa-
TUIO, TI0 (PEHOTUMMYECKHUM TIPOSIBIIEHUSIM OYeHb CXOTHYIO
C TIepBUYHBIMU (popMaMM 3a00s1€BaHNsI, BOSHUKAIOIIMMU
B pe3yJibTaTe MyTalluii TeHOB CapKOMEPHOTO KOMILIeKca.
B atux ciyyasix mpoayKrbl Metabou3Ma (TJIMKOTeH) OT-
KJIaabIBAIOTCS IPeUMyIliecTBeHHO B Muokapsae [10, 11].

Bnepsbie 3aboeBaHue, TIPUUMHON KOTOPOTO SIBJISI-
ercst mytauus reHa LAMP2, 6bi1o ontucano M. Danon
B 1981 1. [12]. CnencrBueM MyTallMM TeHa SIBJISIETCS
neULUT JIM30COMAaCCOMMPOBAHHOTO MEeMOpaHHOTO

MpoTernHa 2 — Ba)XHOTO KOMITOHEHTa JIM30COMaJIbHOM
MmeMOpaHbl. bone3Hb JlaHoHa HaciemyeTcs TOMUHAHT-
HO, clLeIuieHHO ¢ xpomocoil X. B Hacrosgmiee Bpems
y TIAIlMEHTOB, MPOXWBAIOIIMX B Pa3IUYHBIX CTpaHax
(CIIA, Ascrpanus, Llseuusi, Utanusi, Bennkodbpura-
Hus, Kurait), onvucano 6ojyiee yeM 60 MyTauuii B TeHe
LAMP2 [13—19].

Mopdoaornyeckue nsmeHenunsi. 3a001eBaHIE OTHOCUT-
¢S K TU30COMATbHBIM TIIMKOTEHOBBIM OO0JIE3HSIM HaKOTLIEe-
Hus Tuna B (rmukoreHos 6e3 aeduumra KUCaoi MajibTasbl)
[13, 16, 19, 20]. HedeKThl TeHa MPUBOIAT K HAPYIIEHUIO
(QYHKIIMU JTM30COMATbHON MeMOpPaHBI, CIIEICTBUEM Yero
SIBIISIETCSl HApyIIeHUE CTPYKTYPHOM IIEJIOCTHOCTU JIN30-
COM, a TaKxKe HapylleHWe TpaHCTopTa MPOAYKTOB Jerpa-
Jaly  JIN30COMAJIbHOTO COAEPXKUMOTO B ILIMTOTLIA3MY.
B kapmuomMuonmTax M KiIeTKax CKEJIeTHON MYCKYJaTyphbl
HaKaTUTMBAIOTCST BAKYOJIU, B KOTOPBIX HAXOAUTCS OOJTBIIIOE
KonmuecTBO mkoreHa [13, 20]. DTo NMpUBOAUT K yBEIU-
YEHWIO pa3MepoB KJIETOK, a B psifie CIydaeB — K TUOETN
KJIETOK, 4YTO TIPOSIBJISIETCSI BBIPAXKEHHOM TUTiepTpodueit
B COYETaHUM C PyOLIOBBIMM M3MEHEHUs B Muokapue [13,
16, 17, 20, 21]. T1o maHHBIM ayTOICUU, Y TIAIIUEHTOB ¢ 0O-
nie3Hbo JlaHoHa Macca cepmiia gocturaet 1265—1425 1, ot-
MeyvaeTcsl BhIpakeHHast TUIepTpodust MUOKapaa, pacrpo-
CTpaHEeHHbIN (hrOPO3, BKIIOUAIOIIMI CyO3mMKapuaibHOe
pacrionoxeHnue. [1o TaHHBIM 3JIeKTPOHHOI MUKPOCKOITUH,
B KapIMOMUOIINTAX BBISIBJISIIOT OOJbIIIOE KOJTMUYECTBO Ba-
KyoJielt, cofepkaliux ¢pparMeHThl ayToarnyeckoro Mare-
puaja M TJIMKOTeHa, BO3MOXKHBI YIaCTKH JIe30pTraHn3alun
MBIIIEYHBIX BOJIOKOH, TIPU 3TOM TIPU3HAKKU BOCHAJICHUSI,
«pBaHble» KpacHble BojlokHa (RRF) orcyrerytor [19, 22].

PacnpocTtpanennocTs 6os1e3HM JlaHOHA B TIOTYJISIIMU
Heu3BeCTHa. B OTHENbHBIX MCCIeOBAaHUIX OLIEHUBAIACh
yacToTa 3a00JIeBaHUs CPeIn AeTel ¢ THIepTPOhUIECKOi
KapauomuonaTtueit. Tak, mo maHHbIM Z. Yang U COaBT.
[23], cpenu 50 neteit ¢ runepTpodUIECKOt KapaAuMHUOTIa-
Thei 6ose3Hb JlaHOHA TMaTHOCTUPOBAHA Y 2, TIPU 3TOM
yacToTa rmaroyiornu coctaBmia 4%. I1o nanubimM M. Arad
U coaBT. [7], yactora 6ose3Hu JlaHoHA cpeiu yKa3aHHOTO

Merabomaeckue (hopmbl runepTpoHIecKoii KapIMOMHONIATHH, 00YCJIOBJIEHHbIE MYTAIMSIMH FeHOB 0€JIKOB HECAPKOMEPHOT0 KOMILIEKCA

Ten AoGpeBuarypa  Jlokanuzaius HacnenoBanue Ho3sonornyeckas opma

AT TR GAA 17q25 AytocomHo-peniec- [mukorenos Il tumna, 60-
CUBHOE Jie3Hb [Tomme

Awmwuio-1,6-roKo3uaasza GDE 1p21 To xe IrregTeres [ e, o

’ P ne3Hbp Kopu/®Popbea

CuerieHHOe

Anba-rajakTo3umasa GLA Xq22 ST Bonesnp @adbpu

®dparakcuH FRDA 9q AIEEOLIOTHELE Arakcus @punpeiixa
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TpaHCTUPETUH TTR 18ql1 ATTOEILTET O Amuonno3 I tuna
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AKTUBUPYIONICH MPOTEMHKUHA3BI KapaIMOMUOTIATHUS
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KOHTMHTEHTa OOJIbHBIX OKasajach elle 0oyiee BHICOKOIA,
coctaBuB 5,7% (2 u3 35 MalMeHToB).

Knunnyeckue nposiByienus 6osie3Hu JlaHoHa XapakTe-
PU3YIOTCSI TUMTMYHOW TPUAA0i: KapaIuOMUOTIaThel, CKe-
JIETHOW MuomnaTueit (nmepudepryeckre MbIIeYHbIE Ha-
pyllIeHHUs) U OTCTaBaHUEM B YMCTBEHHOM pa3BuUTHUM [13,
15—18, 23]. BmMecTe ¢ Tem y psia mallMeHTOB OIMcaHa MU-
HUMaJTbHAsT BIPaKEHHOCTh MBIIIEYHBIX 1 KOTHUTUBHBIX
HapymeHuit [11]. TsokecTb KITMHUYECKOTO TeueHuUsl 3a00-
JIeBaHUSI BapraOebHa: OT aCUMIITOMATUYECKOTO 10 Tsi-
KeJI0r0, 00YCJIOBJIEHHOTO MTPOrPECCUPYIOLIIE CepaeuHOM
HenocratouHocThio [11, 14, 17, 19]. Onucanbl ciayyau
BHE3aITHOI Cep/IeuHOi CMepTH, CBSI3aHHBIE C BOBHUKHO-
BEHMEM XU3HEYTPOXKAIOIIUX apUTMUiL Ha (DOHE DJIEKTPO-
dusmonornyecknx anomanuii [13, 17, 19].

OCHOBHBIMMU 3Xa7100aM¥ CO CTOPOHBI CePIeYHO-COCYIU-
CTOI CUCTEMBI Y TTALIUEHTOB ¢ 00Jie3HbI0 JlaHOHA SIBJISIIOTCST
cepiedreHne 1 3MM30bl oTepu co3HaHus. CHHKOTIAb-
HbIe COCTOSTHUSI UMEIOT apUTMOTeHHBII TeHe3. [urnepTpo-
(¢uyeckass KapaMOMHUOIIATHSI YacTO ObIBAET OCHOBHBIM
KJIMHWYECKM TIPOSIBJICHHMEM OOJIe3HH. DXOKapauorpa-
(bust BBISIBASIET KOHLIEHTPUYECKYIO TUNIEPTPOdUIO JIEBOTO
JKeJTyI0uKa B COYETAHUU C BBIPAXKEHHOM CHUCTOJIMYECKOM
nucdyHkimein. OcoOEHHOCTBIO SIBJSIETCS KCTPEMATbHO
BbIpaKeHHasl TUnepTpodusi, TPU 3TOM TOJIIIMHA CTEHOK
JIEBOTO 3Xellylouka Koieonetes ot 29 mo 65 MM [7, 17, 19,
23-25]. Pexe runeprpodus pacpocTpaHseTcs] U Ha CTeH-
KU TIPaBOTo Xejyaouka [7]. ¥ yactv maimeHTOB BO3MOXHO
BO3HMKHOBEHME OOCTPYKIIMM BBIXOJAHOTO TpaKTa JIEBOTO
JKeJTyI0uKa 3a CUeT MepeIHET0 CUCTOIMUECKOTO IBUXKEHUS
CTBOPKM MUTpajibHOTO KiaraHa [17, 24]. B innamuke va-
CTO pa3BUBAETCS PACIIMPEHUE MOJOCTH JIEBOTO XKeJya04-
Ka Ha (poHE BBIPAXKEHHOM CHUCTOMNYECKOW MUCHYHKIIMU,
MpY 3TOM BeJIMYMHa (ppakinu BbiOpoca Bapbupyet oT 20
1o 35% [14, 26]. MeTtabonuyeckasi pUIMHA TUTIEPTPOGUU
MMOKap/ia — OTJIOXEHHUE TJMKOTeHa B KapIuOMUIIMTAX
BcaencTBrie Myrauuu reHa LAMP2 — yacto ocTtaercs He-
pacrio3HaHHOM. Bo3aMoxxHO couetaHue rurepTpodru MUo-
Kap/a ¢ yuacTKaMy HEKOMITAKTHOTO MHOKapa [26].

ITo nanubiM DKI, y G0NbIIMHCTBA MALIMEHTOB PEru-
crpupyeTcsi cuHycoBblii puTM. Cunnpom Boabda—ITap-
kuHcoHa—Yaiita (WPW), unu cuHapom mipenBo30yxkie-
HUSI KeJYI0UKOB B BUJIE BHICOKOTO BOJIbTaxKa KOMILIEKCa
ORS, 11yOOKMX WHBEPTUPOBAHHBIX 3yO1IOB 7, yKOpO-
yeHuss MHTepBaia PQ, pacummpeHus: komruiekca QRS,
JleJIbTa-BOJIHBI Ha BOCXOISIIIIEM KoJieHe 3yO1ia R siBisieTcst
TUTTMYHBIM 11 6osie3Hu JlaHoHa. B cBsI31 ¢ 9TUM psin uc-
cliesioBaTesiell mpeaaraeT CUMTaTh HAIMUYKME YKa3aHHOTO
CUHIpOMA B KauyeCTBE CKPUHUHT-KPUTEPUST TUarHOCTU-
ku Oosne3nu Jlanona [7, 17, 18]. Tak, B ncciegoBaHnmn
M. Arad u coaBt. mytauusi reHa LAMPZ2 Obina BbIsIBIeHA
v 4 (16,7%) w3 24 manueHTOB ¢ TUTIEPTPOdUEi MUOKap-
na u OKI-narrepHoM mNpenBo30yXKAEHUsT KEIyI0uKOB
[7]. JomomHuTeabHBIC TIPEACEePIHO-XKETYTOUKOBBIE CO-
OOIIEHUST SIBJISIIOTCSL CYyOCTpaTOM JUIsi BO3HUKHOBEHMSI
HapylLIeHU# CEepIeYHOT0 pUTMa B BUIIE CYMPaBEHTPUKY-
JIsipHOM TaxukKapauu. HeycroitumBasi cyrnpaBeHTPUKY-

OB30PbI JINTEPATYPbI

JISIpHAsT TaXUKApIUS MOXET TpaHCHOPMUPOBATLCS B (U~
OPWILISILIVIO TIPEACEPANIA, B psilie CaydaeB pedpakTepHYIo
K MeIMKaMeHTO3HOI Tepanuu. OMMcaHo pa3BUTHE TaKXKe
U XKeJTyI0YKOBOM Taxukapauu |3, 26].

T'ennepubie ocobennoctd. CuHApoM OoJjiee TUTTUYECH
st MyxkuuH [13, 19]. CymiecTByloT 3HaYMTENbHBIE pa3-
JINYUS B BBIPAXKEHHOCTU CUMIITOMOB M BpeMeHU J1e0roTa
3200JIeBaHUS MEXKIY MY>KYMHAMU Y XKEHIIMHAMU, 9TO 3a-
BUCHUT OT X-CLIETUIEHHOTO HacjienoBaHus. boJbioit nHTe-
pec MPeICTaBIISIOT CeMeMHbIe Cydan, WUTIOCTPUPYIOLITe
KIMHUYECKUI MOIMMOpdOU3M 1 Oolee TSKeoe TedeHHe
MaToJIOTUHU Y JIUILL MyXCKoro Tona [23]. ¥V myxuuH 3a60-
JIeBaHKMe BO3HMKAET yKe B ITOIPOCTKOBOM BO3pacTe, TOTIa
Kak y XeHIIMH Ha 15 jieT no3:xe u nmpotekaeT dosiee 61aro-
npustHo [13]. [uneprpoduyeckast KaparOMHUONATHS Yallle
pa3BUBaeTCS y MYKUMH; Y JKEHIIH BO3MOXHA KaK TUTIep-
Tpoduyeckast, TaK M AUIaTallMOHHAs KapAMOMMOIIATHSI,
HO yYallle BcTpevaeTcsI IocjaeaHnii Bapuant [13, 18, 19].

Oco0eHHOCTH 3200,I€BaHNS B IETCKOM BO3pacTe. YIUTHI-
Basl, YTO K HACTOSIIIIEMY BPEMEHM B JIMTEPATYpe UMEIOTCS
OTMCAHUS JINIIb AVHUYHBIX CITydaeB JaHHOM MATOJIOTUN
cpenu aeTeit U TTOAPOCTKOB, X aHAIM3 TIPEICTABIISIET 3HA-
yuTenbHBIN nHTepec. Tak, Z. Yang u coaBT. [23] mpuBenn
onucaHue cirydaeB 0oe3Hn JJaHoHa cpeid YWICHOB OTHOM
ceMbM. Y mpobaHma (MaabuMK) 3a00jieBaHME BO3HUKIIO
B Bo3pacte 13 JieT B BUIe TUTIEpTPODUUIECKON KapTUOMUO-
matuu (yMepeHHast TUTIEPTPOMUS MEKKETyI0YKOBOM TTe-
PErOpOIKM MaKCUMAJIbHO B CPeIHEN TPeTH W BEPXYIIKE)
B codyeTaHuu ¢ cuHapoMoM WPW, TIposiBIIsIBIIIEMCST 3aJTTTa-
MU CYNPaBEHTPUKYJISIPHON TaXWUKapauW, 4TO TOTpeboBa-
JIO TIPOBEACHUST PaarovacTOTHOM adssiuu. Yepes 2 rofa,
B Bo3pacTte 15 JleT BO3HMKIIA OOCTPYKIIMS BBIXOTHOTO
TpakTa JIeBOTO Kelymouka. B mampHeiiliem 3abojieBaHue
OBICTPO TIPOTPECCUPOBANIO ¢ TpaHchOpMalMeld B Juiia-
TAlMOHHYI0 KapIMOMUOMATUIO C Pa3BUTHUEM 3aCTOMHOIM
CepIeYHO HEIOCTATOUHOCTH, YTO TOTPeOOBAJIO TpaHC-
MJIAHTALIMKM cepAra. Takke ObUIa BBISIBIIEHA MbIIIEUHAST
¢J1ab0CTh, CBSI3aHHASI CO CKeJIeTHOM MuonaTtueil. MnenTu-
¢umpoBaHa reMu3UrotHasi HoHceHc-mytatmst 1075C>T
(Q359X) B 8-M 3k30He reHa LAMP2. Y cectpsbl ripobaHa
B 14 neT IMarHoCTMpOBaHa yMepeHHasT KOHIIEHTPHUYECKasT
runepTpodudeckas KapAuoMUonaTuss 0e3 CKeJeTHOM
muonatuu u cuHapoma WPW. BreisiBneHa opmHakoBast
¢ 6patom mytanusi reHa LAMP2 B reTepo3UroTHOM COCTOSI-
HUM. Y MaTepu IpobaHIa TuTiepTpodrdecKast KapauoMHUO-
naTtust ObUIa JMarHOCTUpOBaHa B Bo3pacTe 31 roma, 3a00-
JIeBaHME TIPOTEKAIO HeOIaronpusaTHO, B Bo3pacTe 41 romga
MJIAaHWPOBAIACh TPAHCTUTAHTAIIUST CEPALIA, OMHAKO KEHIITU -
Ha yMepJia JIo oriepaliii. Y Hee OTCYTCTBOBAIU CUMITTOMBI
MBIIIEYHOM AUCTPOMGUU U HAPYIIIEHUST CEPACYHOTO PUTMA.
Jlgans Mo MaTepWHCKOM JIMHUM CTpajay TUIepTpodude-
CKOI1 KapIMOMMOTATUE U MBIIIIEUHOM AUCTpOodUeit, ymep
B 22 rtoma. ¥ marepu u msgam JIHK ananmis ne npoBogmii-
cs, OmMHaKo X-CIETUIeHHOe JOMMWHAHTHOE HacjeIoBaHMe
He BBI3BIBAJIO COMHEHUIA. Y OTIIa MyTALIMU HE BBISIBJIEHO.

MblmeyHble M3MEHEHHs CTYXKaT 4acTOM COCTaBIISIO-
meit 6onesnn Hdanona [12, 20]. MplmeuHast ciabocTh
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MOXET HOCUTb TPAH3UTOPHBIN XapaKTep M MPOBOLIUPO-
BaThCsI CTPECCOBBIMU CUTYyalussMu. [10 TaHHBIM MBbIIIIeY-
HOI OMOTICUM CKEJIETHBIX MBIIIL OTMEUYaAeTCs IIMpPOKast
BapnabeIbHOCTh pa3MEPOB MBIIIEYHBIX BOJOKOH, y4acT-
KU pyOLIOBBIX M3MEHEHWI, MMPU3HAKU MUODUOPUITLHOM
muonatuu. OnucaH ciydaii octpoit auddys3Hoit MbI-
IEYHOM c1ab0CTH, BO3HUKIIIEH Y MallMeHTa ¢ 60JIe3HBIO
JlaHoHa B TocjeonepallMoOHHOM TEePUO/e MOCe TPpaHC-
MJIAHTAlMKU Cep/lla, TMPOBEACHHON B CBS3U C BhIpaXKeH-
HOW cHUCTOJMMYECKOW TUCchyHKIMel Ha (hOoHEe CHHIpOMa
HEKOMITAKTHOTO MUoKapaa [26].

Odraabmoiornyeckue U3MeHEeHUs XapaKTepU3yITCs
MUTMEHTHOM peTUHOMATUEN, YACTO IO TUITY «COJIb U TIe-
pei» [17].

OTKJIOHEHHs B TA00PATOPHBIX MOKA3ATEIAX ITPU 00JIe3-
HU JlaHOHA HecTelMMUYHBI U OTPaKaloT MOBPEXICHNE
KapIMOMUOILIMTOB BCIIEACTBUE MACCUBHOM TUTIEPTPODUU
U VIIEMUW; HAOTI0HaeTCsI MOBBILIEHNE YPOBHS TPOITOHU -
Ha I (0,46 ur/mn) u nakratoeruaporeHassl (2307 E/m).
MuonaTuuecKuii CUHAPOM COMPOBOXKIAETCST TTOBBITIE-
HUEM YPOBHS KpeaTMHKWHA3hI B 2—3 pa3a Imo CpaBHEHUIO
¢ HOpMOM, TMoka3zaTteib MB-KpeaTmHKMHAa3bl BapbupyeT
ot 8 1o 10,0 Hr/mu. OT™MeuarTCs TPOSIBJICHUST LIUTOJIM -
3a TEIMaTOINTOB: MOBHIIIEHNE YPOBHS MTEYEeHOUYHBIX (hep-
MeHTOB (acnaparuHtpaHcdepassl ot 137 no 257 E/n; ana-
HuHamuHatpaHcdepasbl ot 90 no 173 E/n) [13, 15].

Teyenne 3a0oseBanus. 3abojieBaHUE MOXET TMPOTE-
KaTh ACUMIITOMAaTUYHO JO TIOIPOCTKOBOTO BO3pacTa,
3aTeM HacTymaeT ¢a3a ObICTPOTO Pa3BUTHUSI CUMITOMOB
U TIPOTPECCUPOBAHMS C BBICOKOM CMEPTHOCTBIO, BO3HU-
Kalolleil BHe3aITHO Ha (DOHe XKeTyI0YKOBOM TaXMKapaUU
WU BCIIEACTBUE TIPOTPECCUPOBAHUS CEPACUHON HEI0-
cratouHocty [16—19]. Hanbonee mimrenbHOE MPOCIEK-
TUBHOE HaOJTIONEHUEe CPOKOM 8,6 rofa 3a 7 TMoapOCTKaMK
(6 MaTPYMKOB M | IeBOUYKa) B Bo3pacTe oT 14 10 24 et ¢ Be-
pudULIMPOBaHHBIM TMAarHO30M 0oJie3HU [laHOHa MpoBeIn
B. Maron u coaBr. [17]. 3a0oneBaHue ObIJIO AMArHOCTH-
poBaHO B Bo3pacte 7—16 jieT rpu o0caeI0BaHUN B CBSI3U
C HaJIMYMEM LIyMa B CEpALe, U3MEHEHUSIMU Ha CTaHapT-
Hoit OKI' (cuHapom mpeaBo30yXIeHUST KEITyT0UYKOB,
PE3KO YBEJMYEHHbI BojbTaxX R- win S-3y010oB oT 15
1o 145 MM, B cpenHeM 69139 MM, TITyObOKHe MHBEPTUPO-
BaHHbIe 7-3y0lIbl) Y OTSITOUIEHHOW HACIeICTBEHHOCTbHIO
MO CepAEYHO-COCYIUCTBIM 3aboJieBaHUAM. [IeTh mpeab-
SIBIISLTA 5KAJIOOBI Ha OOJIM B Cepille MM OOMOPOYHBIE CO-
CTOSIHUSI, B OHOM CJIyyae uMMesa MecTo (DUuOpHMILISIIUS
npencepanii. Y Bcex AeTeil B KIMHUUECKOW KapTUHE JI0-
MHWHUPOBAIN CepIeYHbIe PacCcTpoiicTBa 0e3 MpPHU3HAKOB
YMCTBEHHOW OTCTAJIOCTH WJIM MBIIIEUHBIX HapYIICHMIA.
ITo maHHBIM TIEPBUYHOTO OCMOTpA BCE MALIMEHTHI NMEJTU
MHWHUMAJIbHbIE MPU3HAKK CEPACYHON HeI0CTAaTOYHOCTH |
dyukumonansHoro kiacca (NYHA). B nepuon nocnenyio-
1ero HaOIIoIeHUs B TeueHue § JIeT y BceX 7 MallMeHTOB
OTMEUYEeHO HeOJaronpusITHOE TeUeHe 3a00JIeBaHS B BO3-
pacte ot 14 1o 26 ynet. HaGmonanock pa3BUTHE AWIaTALIMA
JIEBOTO KeJylIoYKa, pe3KOoe CHIDKEHUE CHCTOMYECKON
yHkIMM (yMeHbIIeHUe ¢dpakinu BeiOpoca a0 25%); 4

OOJIBHBIX YMEPJIM OT TIporpeccupylolleii pedpakrepHoi
HEJIOCTATOYHOCTH, ¥ OJHOTO MPOBEJIeHA TPAHCTUIAHTALIMS
cepama. Y IByX MalMeHTOB BO3HUKIIN XXU3HEYTPOKAIOIINe
APUTMUU, U C TeJIbIO0 MPOGUIAKTUKN BHE3AITHON cepey-
HOW CMepTH ObIT MMIUIAHTUPOBAaH KapauoBepTep aedu-
OpwisATOp. Y OAHOrO TManuueHTa AeuopwIIsaLms Oblia
YCIMEIIHOM, Y APYroro (puOpUILISILIUS XKeTyI0uKOB OKa3a-
Jlach pedpakTepHOi K Ae(UOTMILISAIINN, U OOJIbHOI yMep.

N. Dougu [15] npuBOIUT onrcaHue CeMbU, B KOTOPOI
OJTHA U Ta K& MYTallisI UMeJia Pa3TudHble (heHOTUTTIeCKIe
MpOSIBIICHUST y OpaTa 1 cectep. Tak, y MaburKa yKe B TIsi-
TUJIETHEM BO3pacTe OblTa BBISIBJIEHA TUTIEpTpodudecKast
KapJIMOMUOIIAaTHsI, yMEpeHHasl cKeJleTHast Muonatus. Mve-
JIUCh BBIpaXKeHHBIE OTKJIOHEHMSI B JJAOOPATOPHBIX IMOKa3a-
TesX (TpaHcaMMHa3, JakTataeruaporeHassl). K 17 romam
OTMEYEHO HapacTaHue TUIIEPTPOMUM JIEBOTO KETyIouKa
B KOMOMHAIIMU CO CHIKEHMEM CUCTONMYECKOW (DYHKIIMK
¥ pa3BUTHEM auiataiyu. [1pyu OMOTICHY MBIIIEYHON TKAHK
BBISIBJIEHA BaKyOJIM3alldsl B MBIIIEYHBIX BOJIOKHAX. Y Ma-
Tepu B 39 JIeT AMArHOCTHPOBAaHA OUJIaTallMOHHAsT Kapauo-
MMOIMaTrsi, B Bo3pacte 43 jieT oHa ymepsia OT CeplaeuHoOm
HeI0CTaTOYHOCTU. Y cTapiieil cectpbl B Bodpacte 20 JieT
BBISIBJIEHa HeOOJbIIAsi TMIEPTPOMUS JEBOTO KeNymouKa,
un3MeHeHust Ha DKT. ¥V Miamiieit cecTpbl Takke oOHapyKe-
Ha yMepeHHast TUTIepTpOMUsT JIEBOTO KeJyI0uKa U CUHAPOM
WPW. V¥ nipobania nneHTudUIIMpoBaHa TeMU3UTOTHASI My-
Tauwms ¢.573delA B 5-m ak30He reHa LAMP2.

IIpodunakTuka cMepTeNbHbIX ciydaeB. IMIiaHTaust
KapauoneuopwLIITOpa UCTIONb3yeTCsl KaK TepBUYHAs
MpodITaKTUKa BHE3aITHON cepleuHol cMepTh. BmecTte
¢ TeM MHOTUMMU UCCIIEIOBATEIIMU TIPOAEMOHCTPUPOBAaHA
HegocTaToyHast 3¢ GEeKTUBHOCTD NeDUOPIIISIIINN XKeTy-
JIOUYKOB JUTSI KYTTUPOBAHUS KETYIOYKOBOM TaxXxWKapIUKU
MpU CTAHIAPTHOM (TPaHCBEHO3HOM ) UMTUTAHTAIIUHY JIEK -
TponoB [3]. B cBsi3u ¢ yuem npenyioxkeHo MpuMeHeHUe Mo/l -
KOXHBIX CUCTEM MMIUTAHTAIlUU KapauoaehuopuisaTopa
(S-ICD) mnst yctpaHeHMsT 3aJITIOB KeTyI0YKOBOM TaxXu-
Kapanu [27]. OogHako, To MHEHMIO psifa NccieqoBaTeeit,
WMIUTaHTAIMs KapanoaeuopuuisiTopa sl TIepBUYHOM
MpOoWITAKTUKY BHE3AITHOM CepAeuHON CMEepPTH HeI0CTa-
TOYHO 3((PeKTUBHA, TPEANTOYTUTEIHLHBIM BHIOOPOM SIB-
Jisietcs TpaHcrulantauus cepaua |14, 20]. AGConoTHbIM
MOKa3aHWeM TS TpaHCTUTANTALIMY CEP/Lia SBISICTCS BBI-
pakeHHOe CHIDKEHUE CHUCTOTMYeCcKoi hyHKImu [25, 26].

IToka3anus 11 reHeTHYECKOi TUATHOCTUKHU. YUUTHIBAS
TOT (DaKT, YTO (hEeHOTUTTUUECKIE MPOSBIICHUS TIOPAXKEHUSI
cepana pu 6osie3nu JJlaHoHa UMEIOT OYeHb MHOTO CXOJI-
HBIX XapaKTEePUCTUK C TEPBUYHON TUMEPTPOPUIECKOIM
KapIMOMHOMNaTheil, 00yCIOBIEHHON MyTallMsIMA TE€HOB,
KOAUPYIOIIUX CUHTE3 OEJIKOB CapKOMEPHOTO KOMILIEK-
ca, MOKa3aHWUSIMU JJIsT TTPOBEICHUST TeHETUYECKOTO 00-
cJieloBaHusl ¢ orpenejieHueM mytaiuu B reHe LAMP2
SIBJISIIOTCS BBIpaskeHHAsl KOHLIEHTpUYeCKast TUTIePTPOdUsT
MUOKapna, TMTAaHTCKUI BoJibTaxk KoMmruiekca QRS B co-
YeTaHUM ¢ CUHIPOMOM TIPEIBO30YKACHUS KETyI0UYKOB
W/ MBIIIEUHOM Cc1ab0CThIO0, N3MEHEHUSIMU B OMOXU-
MUYECKUX MokaszaTesax [13, 16—18].
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3aknoueHue

Takum obpaszom, 6ose3Hb JlaHOHa MOXET ObITh MPU-
YUHOM TSKEJION THIepTPOoGUUIECKON KapaAMOMUOTIATUH,
KIMHAYECKU XapaKTePU3YIOIIecsl KCTpeMalbHO BbI-
paxkeHHOW TurepTpodueli Muokapaa, HapyIIeHUSIMHA
CEepIEeYHOTO PUTMa, DJIEKTPUUECKON HEeCTaOMIBHOCTHIO
Muokapna. boiesnn JlaHoHa TOKHA OBITH 3aMOI03peHa
1 Bepu(UIIMPOBaHA JaHHBIMU TEHETHMYECKOTO aHaIu3a
MpU coyeTaHuU AUPGY3HON CUMMETPUYHON THUTIEPTPO-
¢dum neBoro xemymouka u cuHapoma WPW ¢ akctpa-
KapauadbHBIMA CUMIITOMAMU (CKeJIeTHasT MUOTIaTHsI,
CHUXKEHME MHTEJUIEKTYaJbHOTO pa3BUTHSI) U TabopaTop-
HBIMM MapKepaMu (yBeJIMUEHHE aKTMBHOCTU KpeaTHH-
ochokrHa3bl U IEYEHOYHBIX TPAaHCAMUHA3).
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MexaHu3Mbl pa3BUTHSA M TSDKECTh CHHAPOMA AaHEMHH NPH XPOHMYECKOI 00/1€3HH IOYEK Y JIeTeit
E.B. JIvicosa, H.JI. Casenkosa

FBOY BIMO «CaHkT-INeTepbyprcknini rocyfapCTBEHHbI NegnaTpuiecknii MeanUMHCKNn YHUBEPCUTET»

Mechanisms for development of anemia and its severity in children with chronic kidney disease

E.V. Lysova, N.D. Savenkova

Saint Petersburg State Pediatric Medical University

B 0030pe JuTeparyps! 06001EHbI COBPEMEHHbIE CBEIEHHS 0 MPUYMHAX W MEXAHM3MAX PA3BUTHS CHHAPOMA AHEMUM TPU XPOHUYE-
cKoii 0oJe3Hu movyek y neteii. IIporeMoHCTPHpOBaHA CBA3b MEXKAY TSKECTbIO AaHEMHM M COCTOSIHHEM O0MeHa JKeje3a, YPOBHeM
TeNCHINHA, Ae(HIUTOM SPUTPONOITHHA, 3MeHeHueM ypoBHS HIF-1 u HIF-2 Ha pa3HbIX cTaausx XpOHUYECKOi 00JIe3HH MoYeK
y nereii. IIpuBenenst nannbie 0 3Hauenny HIF-1o B cTuMynisinuu 3puTpono3s3a HA PAHHUX CTAAMAX XPOHMYECKOI 00JI€3HN MOYeK.
ITo pe3ynsraTam ucciieoBanmii noka3ano cHikenue yposus HIF-1a Ha no3anux craausx 3adosieBanus.

Karoueewvte caosa: demu, xponuueckas 004e3Hb NOUEK, CUHOPOM AHEMUU, 3PUMPONOIMUH, UNOKcUell UHOYYUPOBAHHbII (aKmop
(HIF-0), eencudun, degpuyum xnceaesa, cmabuauzamopo: HIF.

The literature review summarizes current information on the causes of and mechanisms for the development of anemia in children
with chronic kidney disease. It demonstrates the relationship between the severity of anemia and iron metabolism, hepcidin, eryth-
ropoietin deficiency, and changes in the levels of hypoxia-inducible factor 1 (HIF-1) and HIF-2 in different stages of chronic kidney
disease in children. There are data on the value of HIF-10 in stimulating erythropoiesis in the early stages of chronic kidney disease.
The studies have shown a reduction in HIF-1a in the later stages of this disease.

Key words: children, chronic kidney disease, anemia, erythropoietin, hypoxia-inducible factor la, hepsidin, iron deficiency, HIF stabilizers.

AHeMm{, pa3BUBAIOIIASICS TIPU XPOHUUYECKOI 0OJIE3HU
MoYeK, HOPMOXPOMHasi HOPMOLIMTapHas; YpOBEHb
reMorjioouHa MoxeT cHuxxartbest 10 S50—80 r/1; mpu mo-
SIBJICHUU NeUINTa KeJle3a MMEeT MECTO TUITOXPOMHaAsT
MUKpoIlMTapHas aHeMusi [1]. AHEMMST TpU XPOHUYECKOM
00JIE3HU MOYEK SIBJIIETCS TUTIOTPOIUdepaTUBHON, MOP-
(osornueckn HEOTIUIMMON OT aHEMUU TIPU XPOHUYE-
CKUX 3a00yieBaHMIX [2].

AHEMUIO TMarHOCTUPYIOT TIPU XPOHUUYECKOW Oose3-
HU TIOYEK y JeTell ctapire 15 Jer, eclii KOHIEHTpALusT
remorioonHa Huxe 130 r/n1 y MajbuyukoB U Huxke 120
I/71y 1eBOYEK, y JeTeii B BO3pacTe OT MOJIyrona 1o S5 JieT,
€CJIM KOHILIeHTpalus remorioouna Huxe 110 r/n, y nereii
5—12 ner Huxe 115 r/nuy nereit 12—15 netr nuxe 120 r/n
[3]. lanHBIE 006 YpOBHE TeMOIJIOONHA, TP KOTOPOM He-
00XOIMMO HauMHATh 00C/IeI0BaH1e 10 TIOBOY aHEMUM,
npencrasiaeHsl B pykoBoactse KDIGO (2012) [2, 3].

M. Atkinson u coaBt. (2010) BbISIBUJIA PacoBbIE OCO-
OEHHOCTH IoKa3areseil reMorjao0rHa y 1eTeil Ha TepMU-
HaJIbHBIX cTanusix O0oje3Hu rouek [4]. [lo pesynsratam
uccienoBaHus, appoameprMkaHCcKasi paca MMeeT OoJiee
HU3KWE 3HAYEHUST TeMOTJI00WHA TPU XPOHUYECKON 60-
JIE3HU TI0YEK 110 CPAaBHEHMUIO ¢ OeJioii. YpOBEeHb IreMOorio-
OnHa HauboJjiee pa3IMyaeTcs Ha HIDKHUX TpaHUIaxX pac-
MpeaeaeHNsT B KaXa0i rornyasiuuu [4].
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TlpyurHOI pa3BUTHSI aHEMUU TPU XPOHUYECKOW 00-
JIE3HU TIOUEK SIBJISIeTCSl Oe(UIIUT IPUTPOTIOSTUHA U 3Ke-
Jie3a, a Takxke psii Apyrux (pakTopoB: YMEHbIIIEHUE TIpO-
JOJDKUTEIBHOCTU  JKU3HU  SPUTPOLIMTOB (B pe3ysbTare
MeTaboJIMIECKOTO alu103a), ColepKaHue B KPOBU MHTUOM -
TOPOB 3PUTPOITOITUHA, TEMOJIM3, KPOBOIIOTEPH, THTIepIiapa-
TUPEOUIN3M, ATIOMUHUEBAss WHTOKCUKALIVS, TOBBIICHUE
aKTUBHOCTH TIPOTea3 U IJIMKO3UIa3, MH(EKIINM, HapyllleHe
TOPMOHaJILHOTO ToMeocTasa [5]. OCHOBHbIE TIPUUMHBI aHe-
MWH TIPU XPOHUYECKOI OOJIE3HU TTOYEK Y AeTel [6]:

*  JIeUINT 3pUTPOITOITUHA;

* HEIOCTaTOK XeJjie3a Mpu KPOBOIOTEPU BCJEICTBUE
(bnedbsKkTOMUM, TEeMoOaMaNIU3a, MEHCTpPYalluu, Xely-
JIOYHO-KUIIEYHBIX MOTEPh, TP HEIOCTATKe XKeje3a
B MWTAaHUU W HEJIOCTATOYHOM BCACHIBAHUM B KeITy-
JIOYHO-KHUIIEYHOM TpaKTe, MPU MCTOIICHUM 3aItacoB
Keye3a BO BpeMs Teparuy dpUTPOITOITUH-CTUMYJTH-
PYIOLIMMH TIperiapaTamu;

*  XPOHMYECKOE BOCIaJIEHNE: aKTUBAIIMSI CUCTEMbBI KOM-
TUIEeMEHTa Ha Juajiu3e, CUCTEMHBIE BOCTIAIUTEIbHbBIC
3a00J1eBaHUS, XUPYPTUIECKHE TTPOIIETYPHI;

* TMomaBJieHle KOCTHOIO M0o3Ta: (paKTOpbl MHTMOMPOBa-
HUSI, TUTIepIIapaTUPEOUIN3M, JIeKapcTBa (MMMYHOCY-
MPeCCUBHBIE TIpeTapaThl);

*  TIOBBIIIEHHBI KPACHOKJIETOYHBIM 00OPOT: Ae(UIINT
KapHMUTHHA, OCHOBHOE TToUYeYHOe 3a00s1eBaHKne (TeMO-
JIUTUKO-YPEMUIECKUI CUHIPOM);

* HapylleHWe TMTaHMS: HEeAOCTaTOoK BuUTamMuHa B12
u/vnm ¢GhoaaToB, 1eUIIUT KADHUTUHA;

*  WHTOKCHUKAIVS aTIOMUHUEM.

MexaHu3M, TIPUBOASIINIA K Ie(DULIUTY CUHTE3a 3PUTPO-
MO3THHA TTOYKaMU, IO KOHIIa He M3ydeH. B cooTBeTCTBUM
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C OCHOBHOI Teopueit 1eUIIUT 3pUTPONIOITUHA OOBSICHSIET-
s TIPOTPECCUBHBIM CHIKEHMEM KOJTMUECTBA TIEPUTYOYIISIp-
HbIX (prOPOOIACTONMONOOHBIX MHTEPCTUILINATBHBIX KJIETOK
B TIOYKaX, MPOIYLIMPYIOIIMX 3TO BelIecTBo [7].

Korna mokasarenu remaToKpuTa B TpejeiaX HOPMBbI,
CUHTE3UpYeTCs] HU3KUI YPOBEHb 3pUTpOrosTHHa. CHH-
Te€3 BPUTPOITOATUHA OCYIIeCTBIsieTCs (udpodIacTaMu
B INIyOOKOM KOPKOBOM CJIO€ Y TIOBEPXHOCTHOM BHEIIIHEM
cjioe Mo3roBoro BetiecTBa [8]. HeobxomnumocTh B yBen-
YEHHOM CUHTE3€ 3pUTPOIIOATUHA ITPU aHEMUU MPETIoa-
raeT MPOrPEeCCUBHBIN POCT MHTEPCTUIIUATBHBIX (PUOpPO-
0J1aCcTOB, KOTOpBIN pacnpoCTpaHsieTCsl B HarpaBJIeHUU
OT KOPBI K Karcyjie U BHyTPEHHEMY CJIOI0O MO3TOBOTO Be-
mectBa. Jlaxe nmpu MakCMMaJIbHOW CTUMYJISIIIUM MeHee
yeM 20% (hrbpobIacTOMOTOOHBIX KIETOK MPOAYILIUPYIOT
sputpornoaTuH. M. Nangaku u coaBt. (2007) npearnoso-
KWJIM, YTO CYIIECTBYET ellle OJHa IOArpymnIa crelua-
JIN3UPOBAHHBIX WHTEPCTUIIMATBHBIX KIIETOK, KOTOpBIE
MOTYT BbIpabaTbiBaTh 3pUTPOINO3TUH [8]. OCHOBHBIM
(hakTOpOM, OTIPENESIONINM CUHTE3 9PUTPOTIOITUHA, SIB-
JIIeTCS TPAHCKPUIIIUS ero TeHa B MOYKax, YTO CBSI3aHO
C MECTHBIM HaTpsDKeHUeM KHUCIopoaa B TKaHaX. CUHTe-
3MpOBaHNE HAXOAUTCS B 0OpAaTHOM 3aBUCUMOCTHU OT Ha-
JIMYYSI KUCTTOpoIa Kak 2 eKTUBHAs OTBETHAsT peaKilus,
KOTOpasi KOHTpoJupyeT 3putpornod3 [8]. CHuxeHue
HaIpsDKeHUsT KUCIopoa B MOYKax MpoAeMOHCTPUPOBA-
HO B psilie OKCITEPUMEHTATbHBIX MOJEeH XpPOHUYEeCKOM
00Jie3HU MOoYeK. DTO MPUBEJIO K IIMPOKOMY TTPU3HAHUIO
TOTO, YTO XPOHUYECKAsI TUTTOKCHST TIOUEK SBIISIETCSI OKOH -
YaTeJIbHBIM MEXaHU3MOM, BEAYIIUM K TPOrpecCcUpoBa-
HUIO O6oJie3HM Movek [9]. B 3Tux ycioBusx, mpu HU3KOM
HaMpSKEHHOCTU KUCJIOpoJa B TKaHSIX HaKaJIWBAIOTCS
(bakTOpBl TPAaHCKPUNIIMU — (DAKTOPBI WHAYLUHPYEMbIe
rurniokcueit (hypoxia-inducible factors, HIF's), koTopsie
WUTPaIOT BaXKHYI pOJIb B KUCIOPOIHO-UYBCTBUTEIHLHOM
MEXaHU3ME U peIrapaTUBHBIX peaKunsx [9].

daxropsl, MHAYLUpOBaHHBIe TUMokcueir, — HIF-1
u HIF-2, aBasioTcs Ka04eBbIMU MeIMaTOpaMu KJIeTOU-
HOTO ToMeocTa3a KHMCJIOpoaa, KOHTPOJUPYIOT Tepenavy
KHCJIOpO/a TKAaHSIM 1 aJanTaiyio K KUCIOPOJHOMY HC-
TOIIEHUIO TTyTEM PETYJISIIUKA SKCIIPECCUM TeHHBIX MpOo-
JIyKTOB, BKJTIOYAIOLIMXCSI B KJIETOUHBIN 3HEPTeTUYECKUi
MeTa0oI1M3M, Ba30OMOTOPHYIO PETyJSIIMI0, TPaHCIOPT
TJIFOKO3bI, 3PUTPOTIOA3, aHTMOTEHEe3, aronTo3, KJIEeTOY-
HyI0 mpoJjindepalnio U Apyrue MpoLecchl, BIUsIS KakK Ha
MEXKJIETOUHOE B3aMMOJIEHICTBUE, TaK U B3aMOJIEHCTBIE
kjieTka—cyoctpar [10].

HIF-1a cyobeauHuibl oOHapyKeHbl B KJIETKAaX TO-
YeK — B KOPTUKAJTbHOM U MOJIYJIIPHOM CJIOSIX, B S-TeJibliax
U TJIOMEpYJISIpPHBIX KJIeTKax. B perynsiumu sputpornossa
IMOYKU WUTPAIOT OUYEHb BaXKHYIO POJIb, TTOCKOJIBKY CITyXar
OCHOBHBIM (DbU3HUOJOTUYECKUM KUCIOPOTHBIM CEHCOPOM,
OTBeYast Ha CUCTEMHYIO TUTTOKCUIO OBICTPBIM YBEJTUYEHU -
€M MPOIYKIIUY SPUTPOITOITUHA B TTOUCUHBIX MHTEPCTUIIN-
aJIbHBIX KiIeTKax. [leueHb Takke yJacTBYeT B BhIpaOOTKe
3TOTO BEIECTBA, HO B 3HAYUTEIbHO MEHBIIIEM KOJIMYECTBE,
Y TIpU HapYIIEHUH TIPOAYKIINKA SPUTPOITOITUHA B TIOUKAX

OB30PbI JINTEPATYPbI

BHETOYEYHBII CUHTE3 HE MOXET KOMIIEHCHPOBAThb €ro
MOYeyHbIe TOTepU. [JTaBHBIM pPETYISITOPOM MPOAYKIIUU
sputponoatuHa sinsiercsi HIF-1a, Koropslit Obul OT-
KPBIT TIPpY U3YYEHUU PETYJISILIMN 3pUTpornoaTuHa. OnHaKO
B HacTosilee BpeMsi okasaHo, 4to u HIF-2 npuHumaer
ydacTve B peryysiliii 3pUTPOIio33a KakK B MEUYeHU, TaK U B
MOYKax, HO B IIEUeHHU ero 3HaYeHMe 0osiee BeIpaskeHo [11].

Tensl, koropsie aktuBupytoT HIF, MmoxxHO cxemaTtnue-
CKM KJ1accM(UUMPOBATh Ha TPU (PYHKIIMOHATIbHbBIC IPYTI-
Mbl, KOTOPbIe MOTJI Obl OCTAHOBUTH MPOTPECCUPOBAHNE
XpPOHUYECKOI 00J1e3HU Tovek [9]: OenKku, yJacTBYyOIINe
B 3pUTPONOA3€e, YBEJIMYMBAIOT ITOCTAaBKY KMCIOpOa TKa-
HSIM, HalIpuMep, 3PUTPOTNIO3THH, TpaHChEepprH, pelern-
TOp TpaHCeppuHa, TeM OKcUreHasa-1; 0eKu, KoTopbie
MOBBIIIAIOT JIOKAIbHYIO JOCTaBKY KHCJIOpPOIa B TKaHWU,
Harpumep, OeJIKM CMHTe3a OKCHUa a30Ta U COCYIMCTOTrO
sHporenuanbHoro dakropa pocra (VEGF); 6enku, Tpe-
Oyrotuecs UIsl ananTaluu K aHa3poOHOMY KJIETOUHOMY
MeTaboIM3My: TPAHCIIOPTEP TITIOKO3bI-1 ¥ OOJBIIMHCTBO
IIMKOJIUTUYECKUX (pepMeHTOB [9].

®aktop (VEGF) urpaet ¢oM3noI0rH4ecKyio 1 1maTo-
¢usnonaornyeckyto pojb. B moukax dakrop VEGF skc-
MpecCUupyeTcsl B BUCLIEPAJTIbHBIX SMUTEJINATbHBIX KJIeTKaxX
KJ1yOOYKa, TPOKCUMAJIBbHBIX U TUCTATbHBIX U3BUTHIX Ka-
HaJIbllaX ¥ MOXET BbI3BaTh He(hpOTreHe3 1 BaCKYJIOTEHE3.
DT0 0becreunBaeT KJIeTOUHYI0 npojudepaiunio, nudde-
PEeHIIMAIINIO, CTTOCOOCTBYET BBKMBAHUIO U PEMOACINPO-
BaHMIO MHTEPCTULIMAIBHON MaTpuilbl. Takum oOpasom,
HIF-1o nmyrem aktuBupoBaHusi ¢akropa VEGF okazbi-
BaeT 0JIarOTBOpPHOE BJIWSIHME Ha MOYEYHYylo TKaHb [12].
C npyroii ctoponsl, HIF-1a cTumynupyer akcrpeccuio
MpoOUOPOTeHHBIX TEHOB, TAKMX KaK TKAHEBBI WHTMOW-
top MmetaymonpotenHassli-1 (TIMP1), dakrop pocta co-
eauHurtenbHoit TKaHu (CTGF) u unruéurop aktuparopa
rutasMuHoreHa- 1, tem cambiM HIF-1a yckopsiet ¢pubpo-
3MpOBaHNE TKAHEH MyTeM aKTUBalUU (pakTopoB Mpodu-
oporenesa [12].

ITo nannbiM K. Kimura u coaBt. (2008), mocTostHHBIH
cunte3 HIF-1a anurenvanbHBIMU KIeTKaMU KaHaJIbIIEB
MOYeK CIIOCOOCTBYET Pa3BUTHIO MHTEPCTULIMATIBHOTO (hU-
6po3sa [13]. Pesynbratel V. Haase (2006) moaTBep:KaaoT,
yrto aktuBauust HIF-cuctem cBsizana ¢ pazButueM u rpo-
rpeccupoBaHreM peHaabHoro pudpo3sa [11].

Opnako B pabdote T.-W. Hung u coast. (2013) [14]
nosbillieHHBIN ypoBeHb HIF-10 O 3apernctpupoBaH
y TeX JIMIl, KTO He MMeJ 3HAYMTEJIbHOTO TMOBpEeXIe-
HUS TIoueK U pubpo3a. ABTOPHI MOKa3aau, YTO CUHTE3
HIF lo cHueH nipu BeIpaxkeHHOM (pruOpo3e U nmpu Ha-
PYLIEHUU CKOPOCTU KJYOOuKOBOIi dusbTpanmu. bosee
BoicoKuit ypoBeHb HIF-10 HabGmtomancst mpu MeHee Tsi-
JKeJIOM MoBpekaeHUH rovek [ 14]. UHTeHCMBHOCTb CUH-
te3a HIF-1a B moukax urpaeTt poJib B TaTOTeHE3€ XPOHU -
yecKolt 60sie3HU MoveK. BhIsiBIeHO, YTO BbhIpask€eHHOCTh
cunTe3a HIF-la oOGpaTtHO mpomopumoHajlbHa CKOPO-
CTU KJIyOOUYKOBO# (bUiIbTpalluu U cTereHu (huopo3u-
poBaHust TkaHu. T.-W. Hung u coaBT. mpeanoaoxuiu,
yTo BbicOKUii ypoBeHb HIF-lo gaeT monoxutenbHbIi
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¢ deKT, Koraa ero AeicTBHEe MPOUCXOAUT Ha pPaHHUX
cTaausx 3aboyieBaHus TTouek [14].

B Hacrosiiee BpeMsl He YCTaHOBIIEHO, SIBJISIETCSI
Ju moBbllIeHHBIH ypoBeHb HIF-la crabunuzatopom
MaTOJIOTMYECKOTO Tpollecca W 0bjamaeT HedpoIrpoTeK-
TOPHBIM CBOMCTBOM WJIM X€ CITOCOOCTBYET MPOTPECcCH-
poBaHuto (prbpo3a. st 3TOro HeOOXoIMMO JaTbHeIIee
ucciaenoBaHue ¢ 1eablo yrouHeHus BausiHust HIF-la
Ha TporpeccupoBaHre 00JIe3HU TTOYEK.

BaxkHO OTMETHTH, YTO B HACTOSIIIEE BPEeMs IIUPO-
KO M3yYaeTcsl OKUCIUTENbHBIM CTpPecC M €ro BIUSHUE
Ipy XpOHWYECKOo# Ooyie3Hn mouek [9]. Ypemumueckue
TOKCUHBI, KOTOpbIE LMPKYIUPYIOT MeEXIy OXHOSAep-
HBIMM KJIETKAMM, OMOHECOBMECTMMBIM IUAM3aTOPOM,
3arpsA3HEHHBIM IUATN3aTOPOM U MHMEKIIMEH, MOTYT BbI-
CTYIaTh B Ka4eCTBe TPUTTEPOB OKHUCIUTETHLHOTO CTpecca
[9]. ¥ nmanueHTOB ¢ TepMMHAIBbHON TTOYEUHON HeI0CTa-
TOYHOCTBIO Ha JWajn3e CHUXEH ypOBEeHb BUTAMUHOB
Cu E, ceneHa u f-kapotuHa u orMevaeTcst 6osiee HU3Kast
AKTUBHOCTh aHTUOKCUIAHTHBIX (DEPMEHTOB — TTApaoOKCO-
Ha3bl, KaTaia3bl CYNEePOKCUITNCMYTa3bl, TeMOKCUTEHA3BI
U TAyTaTUoOHNepoKcuaassl [9]. B nutepaTtype numeercs He-
CKOJIBKO MCCIIeIOBaHUIA, OLICHUBAIOIINX BIMSIHUE OKMC-
JINTEJILHBIX MPOLIECCOB Ha MPOrpeCcCUpOBaHME XPOHUYE-
CKOIt 00JIE3HU TIOYEK Y JETe.

E. Hamed u coaBr. (2012) ngyuymsiu runmokcuio u 6uo-
MapKepbl OKUCJIMTEILHOTO CTpecca y JAeTel ¢ XpOoHUYe-
CKOI 0O0JIE3HBIO TTOYEK, HAXOMSAIINXCSI Ha TeMOIuaIn3e
[9]. B uccnemoBanue ObutM BKiItOYeHbI 40 MalMEHTOB
n 20 3m0poBbIX nereii. Pesynabrarel mokasanau, 4yTto 00-
ast aHTUOKCUAAHTHAsST CITOCOOHOCTh 3HAUYNUTETbHO HIXKE
y TIALIMEHTOB C XPOHWYECKOW 0O0JIe3HBIO TTOYEK Kak 1o,
Tak W TIOC/ie TWajii3a, 4eM y 3I0pOBBIX meteit. Oormast
MepoKCcUIa3Has CroCOOHOCTb, MHAEKC OKUCIUTEIBHOTO
crpecca u ypoBeHb (pakTopa VEGF Bbillle y manneHTOB
IO M TIOCJIe TWajii3a B CPaBHEHUM C TPYIIIONM 3I0POBBIX
nereii. YposeHb ylakTata U HIF-1o 3HaunTenbHO BhbINIE
IO Thajii3a, YeM B KOHTPOJIBHO TPYIIe 3IOPOBBIX Je-
teit. Jlo naumanusa oOiiass aHTUOKCUIAHTHAsI CITOCOO-
HOCTb M OTHOIIEHWE JIaKTAT/TIMPyBaT HIDKE, YeM TTOoCIIe
nuanusa. o nuanusa ypoBeHb ¢aktopa VEGF mnpsimo
MPOMOPIIMOHANIBHO CBsI3aH ¢ ypoBHeM nupysata. HIF-
lo. ¥ MHAEKC OKUCIUTEIBHOTO CTpecca MPpsSMO TTIPOITOpP-
LMOHAJBHO CBSI3aHBI C OOIIEH MEepOKCUAA3HOM CII0CO0-
HOCTBIO, HO 00paTHO MPOMOPLUOHATBLHO KOPPETUPYIOT
¢ 001Ieli aHTUOKCUIAHTHOM criocoOHocThIO. [locne nua-
JIN3a TPOCTEXKMUBAETCS OOpaTHO TPOMOPLUMOHATBHAS
cBa3b HIF-1a ¢ oOmieit mepokcnma3HoOM CITOCOOHOCTBIO
W MHIEKCOM OKHCIUTEIBHOTO CTpecca, TMOCIeTHUM To-
JIOXKUTEJTEHO KOPPETUPYET C OOIIEH MepOKCUAa3HOM CTI0-
coOHOCTBIO. B pe3ynsraTe MpoBeIeHHOTO WCCEIOBAHUS
aBTOPBI MPUIILIN K 3aKJTFOUEHUIO, UTO Y IMAIIUEHTOB C XPO-
HUYECKOI OO0JIE3HBIO MMOYEK MMEET MECTO 3HAYUTETbHAsT
TKaHeBasi TUTIOKCHUS C OKMCIIUTEILHBIM cTpeccoMm [9].

Takke B HacTosIIIIee BpeMsl IIMPOKO MCCIEAyeTCsT HO-
BBII YPEeMUUECKUI TOKCUH — cyibdaT nHmokeuia (Indoxyl
sulfate) u ero BAMsSHUE HaA MPOTPECCUPOBAHUE XPOHMUYE-

ckoit 6one3Hu mnouek [14]. Cynbdar MHIOKCHIA YCKOPSIET
nporpeccupoBaHre 3a00JieBaHKS. DTO BEIIECTBO SIBJISIETCS
MeTabOoIUTOM TPUNTO(MAHA MUILEBBIX OEJTKOB U CUHTE3M-
pyeTcst B MeYeHW W3 WHJOJA, KOTOPBIN BhIpabaThIBAETCS
KUIIIEYHOU (hIOpoii, B TOM UYMCJIE KUIIEYHOM MaJOYKOMA.
CynbhaT MHIOKCHIIA BEIBOAUTCS C MOYOM, TIPY CHYDKEHUN
CKOPOCTH KITyOOUKOBOM (DMITBTPALIM HAKATUTMBAETCS B Chl-
BOPOTKE M3-3a €r0 CHIKEHHOTO IT0YeYHOro KimpeHca [15].

Hpyroit BaxXHOW TIPUYUHOW aHEMUU TIpU XPO-
HUYECKON OOJIe3HW TI0YeK SIBJISIETCS «aOCOJIFOTHBIN»
Win «(pyHKIMOHATBHbBIN» JeUIIMT Xee3a. AOCOTIOT-
HBIM JAe(UIUT Kejle3a BO3HUKAET TOTIa, KOTAa 3amachl
JKeJie3a MCTOIIAI0TCST B Pe3yJIbTaTe TOBBIIIEHHOW TTOTepU
WA CHUXKEHHOTO TOoTpebieHus ¢ muieir. MyHKImo-
HaJIBHBINM Te(UILIMT XeJie3a BOZHUKAET, KOTIa COXpaHsi-
eTcsl MOBBIIIEHHAs TTIOTPEOHOCTh B 3Keje3e Il CUHTe3a
reMorjio0MHa, HapyllaeTcsl TpaHCIoPT xenesa [5—7].

B perpocniektuBHOM uccienoBanuu R. Barocco u co-
aBT. (2011) BbIsIBIIeHA pa3IMyHasl yacToTa Aeduimra xe-
Jie3a B 3aBUCMMOCTHM OT CTajuu 3a0oJieBaHUSI y JIETEil.
Heduuur kenesa onpeaessiics Kak CHUXEHHUE YPOBHSI
depputrHa 1 HachieHus TpaHcdeppuna <20% B ChI-
BOpPOTKE KpoBW. JleTu, rojydaroiiue mpernapaThl Keje-
3a, pacCMaTpUBAJIMCh KaK MMEIoIINe AeUIIUT Xeaesa
(T.e. BKJTIIOUEHBI B UccienoBaHue). JleuunT xenesa mpu-
cyTcTBOBaNT y 42% BcexX MAllMEeHTOB ¢ XPOHUYECKOU 0o-
JIE3HBIO TIOYEK, y JAeTel ¢ AeduiMToM Xene3a CUMHIAPOM
aHeMuu HaOmonainca B 42,9% ciyuaeB. bosee BbicoKast
yacToTa BCTpeuaeMOCTH jaedulMTa Xejie3a BbISIBIeHA
y neBouek (64,3%). YacroTa BcTpeuaeMOCTH AeuInTa
Kejesa y JIeTeil ¢ aHemuell moBbIanach ¢ 4,3% Ha 2-it
CTaM XPOHWYECKOU Oosie3HM Touek a0 29,6% Ha 3-ii
craguu 6one3nu (p<0,03) [16].

M. Atkinson u coaBT. (2012) onucanu CBsI3b MEXIY
o0IIMMU MapKepaMM Kejie3da MU YPOBHEM TI'eMOTJI00M-
Ha y JeTeil ¢ XpoHWYecKkoi OoJie3Hblo ToueK. [Tokasa-
HO, UTO CKOpPOCTb KJIyOOUKOBOW (uiIbTpaliuy CBsi3aHA
C ypoBHeM remorioOuHa. B rpynme nerteit ¢ BHICOKUMM
YpOBHEM (heppUTTUHA OTMeYeHa CBS3b ¢ HU3KUMM 3Ha-
yeHusiMUu remorioonHa. CHUXKEHHBIE TToKa3aTesn XeJle-
3a CHIBOPOTKM B aCCOIMAIIMU C HOPMAJIbHBIM WJIW TIOBbI-
IIEHHBIM YPOBHEM (heppUTTHHA M YPOBHEM TeMOTIIOOMHA
HUXE CPETHETOo SIBJISTIOTCS WHAMKATOpaMu Xkeye30aedu-
IUTHOTO KpoBeTBOpeHUsI [17].

Ponb yHUBEpCAJIBHOTO TYMOPAJIBHOTO pPETyJsTopa
MeTaboJ3Ma 3Kejie3a BBITTOTHSET TeNCUINH — CUHTE3U-
pyemblii B MeuyeHn 25-aMUHOKMCIIOTHBIN TMenTumi, oora-
TBIA LIUCTEUHOM, € 4 TUCYAbMUAHBIMU MOCTUKaMU. Ye-
JloBeueckuil rencuauH obpasyercst u3 C-TepMUHAIbHOMI
yactTu 84-aMMHOKUMCJIOTHOTO TMpeaiiectBeHHuKa [18].
Brnepsbie rencunuH Ob1 u3onupoBaH u3 moun C. Park
u coasT. [19]. B nanbHeiieM 3TOT MeNnTUI ObUT BbIIEIEH
Takke M3 Tuta3mbl. [IpormenTun rerncuanHa KOOUPYeTCst
M-PHK, renepupyemoii 3-m sk3onom USF-2 rena, pac-
MOJIOXKEHHOTo Ha XpoMocome 19 [18].

OCHOBHOE AefCTBUE TENCUINHA 3aKJII0UaeTCsl B CBSI-
3bIBAHUU W YCBOCHUM 3KeJjie3a C MIOMOIIbI0 OeKa-TpaHC-
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rnoprepa — hepporopTHa, KOTOPBIH TTPeICTaBIeH Ha SH-
TepoluTax, Makpodarax 1 remaTouuTax. B HopMaabHbIX
YCJIOBUSIX K€JI€30 TIPOHUKAET B OPTraHU3M MyTeM ajcopo-
LMW 4Yepe3 ABEHAAATUIEPCTHYIO KUIIKY W TepsIeTCs
C DMUTENVEM M TIPU KPOBOMOTepsiX. [1py MOBBIIIEHHOM
YPOBHE TeTICUIMHA ero JeCTBMEe HATIPAaBJIEHO Ha CBSI3bI-
BaHUE W OJIOKUPOBKY (DepporopTHHA, TEM CaAMbIM TeIICH-
JIVH TIpeI0TBpAlllaeT BCaChIBaHUE XeJie3a U3 KeTyT109HO-
KUIIEYHOTO TpaKTa, a TAKXKE YMEHBIIIAET BLICBOOOXKICHIE
KeJjie3a U3 MakpodaroB M IMapeHXMMaTO3HBIX OpPraHOB.
DTO B CBOIO OYepeb MPUBOAUT K CHUKEHUIO KaK YPOB-
HSI 3KeJie3a CBIBOPOTKU, TaK M HACKIIIIEHUS TpaHChepprHa
M K CHUZKEHUIO 3aI1acoB XKeJjie3a yepe3 HEKOTOpOoe BpeMsl.
Cy1lIecTBYIOT CEAYIONINE PETYISITOPbI YPOBHS TeTICUIM -
Ha B KPOBU: 3aIachl Xeje3a, aHeMusl, TUTIOKCHS, BOCTIa-
nenwue [20].

IMpn aHeMMSIX ¥ TUIIOKCUM HAOIIOMAaeTCsT YMEHBbIIIe-
HUE 3KCIPECCHM TeHa TelCUIWHA, YTO BeIeT K YBEIU-
YEeHUIO 3axBaTa Xejie3a Kak M3 MakpodaroB, Tak U U3
KUIIeYHrKa. [Ipy TMMOKCHU TIPOUCXOAUT yBeJTUYeHUE
ruriokcueit uHayuupoBaHHoro ¢akrtopa HIF-1la, ko-
TOPBINA KOHTPOJIUPYET IKCIPECCUIO TeHA IPUTPOITOITHU-
Ha, TeM caMbIM BKJIIOYasich B MeTaboau3Mm xene3a. HIF,
KaK ¥ 3PUTPOIIOITUH CUHTE3UPYETCS B TIOUKaX M HEIo-
CPEICTBEHHOTO B3aUMOJCHCTBUSI MEXAY TeNCUINHOM
u HIF, Buaumo, npoucxoauth HE MOXET, OJHAKO TPO-
CJIEXKMBAETCSl OTIOCPEIOBAHHOE BIMSIHUE 3TUX TOPMOHOB
Ha MeTabou3M kenesa. [lapanneabHO TPOUCXOAUT yBe-
JINYEHKE YPOBHS 3PUTPOITOITUHA U 3PUTPOTIOITUYECKOM
aKTUBHOCTHU, YTO BeJIeT K OBICTPOI1 MOOMIIM3AIINHY Kee3a
U3 PETUKYJIO3HIOTEINATBHBIX KJIETOK U UCITOJIb30BAHUIO
ero JJI1 CUHTe3a reMoriioonHa [18].

B uccnenoBanum, nposeneHHoM J. Zaritsky 1 coaBT.
(2009) y 48 nereii co 1I—-IV cragueii xpoHuuyeckoin 060-
JIE3HU TOYEK, 26 IeTeil, HaXOAUBIIUXCS Ha JUain3e, u 32
B3pocibix co [I-IV cranueit xpoHuuyeckoi 6oJIe3HU MO-
YeK, YPOBEHb CHIBOPOTOYHOTO TeTNICUAMHA CPaBHUBAJICS
C TaKOBBIM B KOHTPOJIBLHOM TPYIIe NeTeil M B3POCIBIX.
VY neTeii Kak Ha TOAMAIM3HOM dTalle, TaK M Ha TePMUHAITb-
HBIX CTAANSAX XPOHUIECKOW MOYSUHON HETOCTATOUHOCTH
YPOBEHbB TeNCUINHA OKAa3aJCsl 3HAYUTEIHHO BBIIIE, YeM
B KOHTposibHOI rpymre (p<0,001) [21].

Kpome xeneszoneduiinra u aecuiura 3puTpono3THHa,
MPUYMHAMUA aHEMMM TIPM XPOHMYECKOU OOJIE3HM TTOYeK
MOTYT OBITb XPOHUYECKOE BOCIAJIeHUE, THIepIapaTipeo-
unusM, neduuut ButamuHa B12 u donueBoit KUCIOTHI,
nedunnt L-kapHuTrHa, mo6ouHbIe 3 dEKThI JeKapCTBEH-
HOU Tepanuu (B YaCTHOCTH, TIPHMEM MHTUOUTOPOB aHTHO-
TEeH3WHIIpeBpallatoiero gepmMerra) u ap. [5—7].

B uccnenosanue M. Atkinson u coaBt. (2014) ObLiu
BKJTIOYeHBI 133 pebGeHka B Bo3pacte oT | roma g0 16 et
C XpoHMYeCcKoil 60se3HbIo modyek [I-1V cragum. IToka-
3aHO, YTO TTOBBIIICHHBIM YPOBEHb TENCUINHA aCCOLIMU-
pPOBaHBI ¢ CHIKEHHBIM TTOKa3aTeIeM TeMOTJIOOMHOM U C
BBICOKMM PUCKOM pa3BUTHUSI aHeMUU. BhisiBIeHa oOpar-
Hasl CBSI3b MEXIY TMOBBIIIEHHBIMU YPOBHSIMU TETICHIV -
Ha M CHWXKEHUEM CKOPOCTH KITYOOUKOBOW (PMIBTpauu
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(r=0,22; p=0,01) u nipsimasi CBA3b MEXIY YPOBHEM Tell-
cunrHa 1 yposHeM depputuHa (r= 0,22; p=0,01) [22].

Kak n3BecTHO, YacToTa 1 TSKECTh aHEMUM HapacTaioT
10 Mepe YXYALIEeHUS TToueYHbIX (pyHKLMi [6]. [TokasaHo,
YTO YacTOTa BBISABJICHUS aHeMnu y neTeit Ha II1 ctamum
XPOHUYECKOM 00JIe3HM TovyeK cocrtaBisieT 73%, Ha IV
craguu — 87% u Ha V ctanuu >93% [23].

I1o pesynsratam mnccnemoBanust J. Fadrowski m coaBT.
[24], y 340 neTeit ¢ xpoHMYECKOI 00JIE3HBIO MOYEK YCTAHOB-
JIeHa JIMHEeHast 3aBUCUMOCTh MEXKTY YPOBHEM TeMOTIIO0N -
Ha ¥ CKOPOCTBIO KITYOOUKOBOM (DUIBTpAIIU ¢ UCTIOIb30-
BaHMEM MOTEKCOJIa IJIsT ee onpeaeseHus. [1pu cHImkeHUN
CKOpPOCTU KJIyOOUKOBOW (buabTpaluu Huxke 43 mj/MUH/
1,73 m? Habmomanach JIMHeHasT 3aBUCUMOCTh — 3 T/I
CHUXXEHUS YPOBHSI TeMOTJIOOMHA Ha 5 MJI/MUH yMEHbIIIe-
HUST CKOPOCTH KITy00ouKOBOM (hubrparuu. [1pu ckopoctu
KJTyO0uKOBOI (hrbTparuy Beie 43 mii/mMuH/ 1,73 m? ata
3aBUCUMOCTb OKa3ajlacb He3Hauumoi (1 r/a cHUXeHus
YPOBHSI TeMOIJIOOMHA Ha 5 MJI/MUH YMEHBIIEHUsI CKOPO-
CTH KJIyOOUKOBOI (huibTpannn) [24].

B npyrux ncciieioBaHUsIX TTOKa3aHO, YTO YaCcTOTA pa3-
BUTHST HE(POTEHHOM aHEMUN KOPPEIUPYET CO CTETICHBIO
TSDKECTU XPOHWYECKOM OOJIE3HM TMOYEK: MPHU KIUPEH-
ce 3HIOTEHHOTO KpeaTnHWHa 6ojyee 60 mi/mMuH/1,73 M2
aHeMmus1 BbIsIBNsieTcs Y 1% OONBHBIX, a MPU KIUpPEHCe
SHIOTEHHOTO KpeaTWHWHa MeHee 60 mu/mMuH/1,73 M? —
y 25% GonbHBIX [25].

B uccnenoBanuu, nposeneHHOM A. Staples M coaBT.
(2009), yuactBoBanu 2779 neteii B Bo3pacTe 2 JIET U CTap-
111e ¢ XpOHWYeCcKoi OoJie3Hbto ouek 11—V craguu. letu,
HaXOJWBIIMECS Ha IWai3e, U TTOCNIe YCTIEITHOW TpaHC-
MJIAHTAlIMU TTIOYKU B MICCIIeIOBaHME He BKITIOYaIUCh. Ya-
CTOTa BBISIBIIEHUSI aHEMMM cocTaBuia ot 18,5% mpwm 11
craguu 10 68% tipu V craguu 6ose3Hu [26].

B pa6ote P.A. XKerumena u A.M MambGeTtoBoii [27]
ObLTM 00CIenoBaHbl 22 peOeHKa, pa3lejicHHbIE Ha IBE
TPYNIBLI IO CTEMEeHW TXKECTH XPOHWYECKON OOoJIe3HU
MovyeK pa3uvyHoi atuonoruu. I[pymnma cpaBHeHUsT — 12
3I0POBBIX JETell CO CpPeIHUM YPOBHEM TIeMOTJI00MHA
130,3+2,2 r/n. B rpynine nereit ¢ XxpoHU4YeCKoi 00Ie3HBIO
movek [-II cragum anemust 6uuTa o6HapyxkeHa y 53,8%,
B rpymnne y aeteit co II-IIT cragueit 6one3um —y 55,5%.
B 1-i1 rpynmie HU y KOTO M3 JeTelt ¢ MPUOOPETeHHOM Ta-
TOJIOTHE TIOUYeK aHEMHUM He BBISIBJICHO, HO OTMeJalicst
6oJiee HU3KUII YPOBEHb 3PUTPOIIOITUHA 1O CPAaBHEHUIO
co 310poBbIMU 1eTbMU. Cpean neTeil ¢ BpoKIeHHOM ma-
TOJIOTMENl HA00OPOT HE OOHAPYXKEHO YTHETeHUE CUHTEe3a
SPUTPOTIOITHHA M OTMEUeHa TEHACHIMS K 0ojiee BBICO-
KOMY €T0 YPOBHIO, YeM Yy 3IOPOBBIX JeTeil 6e3 aHeMUM.
BrisiBeHa cuiibHas oOpaTHas CBSI3b MEXIY YPOBHEM Te-
MOTJIOOMHA, KOJTUYECTBOM SPUTPOLIMTOB U COIepKaHEeM
SPUTPOTIOITHHA. Y JIeTeil 2-ii TPYIIIIBI ¢ A30TeEMUYECKUMU
CTaIMSIMA XPOHUUYECKOM TMTOYeYHOI HEIOCTATOYHOCTH OT-
MEeUYeHO BhIpaXkeHHOEe CHUKEHWE YPOBHST 3PUTPOITOSTUHA
10 CPaBHEHMUIO CO 37I0POBBIMU IeTbMHU [27].

I'A. Makogeukasi u coanT. [28] npu oOcienoBaHUU
y 428 neteit ¢ XpOHUYECKOU OOJIE3HBIO MOYEK BBISIBUIN
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nporpeccupyoliee HapactraHue aHemuu Ha I1I-IV cra-
v v V ctaguu 00JIe3HU.

Hamu o6cnenoBan 41 pebeHOK ¢ aHEeMUeEl TIpU Xpo-
Hu4eckoi 0osie3Hu movek. B 1-10 rpynny Bouuiu 24 ma-
LIMeHTA B JOAUATU3HOM CTaIWK, B TOM YKCIie 7 TIOJydaiu
Tepanulo nmpernapaTaMu xeJjie3a U 3pUTPOIIOITUHOM, a 17
neyenre He nojydanu. Y 10 (60%) 6buta 11 cragust 60-
ne3nu, y 3 nereii — Il cranus, y 3 mereit — IV cranus,
y | pedenka — V cranus. Bo 2-10 rpynny Bouwiu 17 na-
LIMEHTOB, HAXOAUBIIMXCS Ha Auanuse, (12 — Ha remonua-
Jn3e, 5 — Ha IepUTOHEATbHOM IHUan3e), KOTOPhIe TTOTy-
YyaJv Tepanuio TpernapaTaMu 3pUTPOINIOITUHA U XKeJie3a,
u3 HUX y 2 aeteit obuta IV cranust, 6onee uem y 15 neteit —
V cragusa Gone3Hu. Y nereid 2-if rpyrmbl YpoBeHb 3pU-
TporioaTuHa coctasist 55,03+12,08 MmME/n, ypoBeHb
HIF-1oa — 0,025+0,064 ur/ma (M*xm) [28]. V neteit 1-it
TPYIIIbI, HE TMOJYYaBIIMX TIPernapaTtoB 3PUTPOIMOSTUHA
1 XeJie3a, BhISIBJIeH HeM3MEeHEeHHBIN YPOBEHb 9PUTPOTI03-
tuHa (27,8914,7 MME/n) u noBeilieHHbIH ypoBeHb HIF-
la (0,058%0,01 ur/ma, ipu Hopme 0,043+0,007 Hr/mir).
YcTaHoBIIEHO, UTO Y AeTei, HAXOAMBIIUXCS Ha Juain3e,
MOJIyYaBIINX Teparvio TiperapaTaMy Xejie3a U 3pUTPO-
nosTtuHa, ypoBeHb HIF-1a B KpoBU cTatucTuyecku ao-
CTOBEPHO HIXE, YeM Yy TAlMEeHTOB Ha IOAMATU3HOMU
cranuu, He nosyyasiiux tepanuio (p<0,05). Pesynbra-
TBI TAIOT OCHOBaHMe nosyarath, utro HIF-1a urpaer ponn
B CTUMYJISILIUM 3PUTPOIIO33a HAa PAHHUX CTaausIX XPOHU-
yeckoii 0oJie3HU nouek y netei [29].

CHUHIpOM aHEeMUU Y JETeil ¢ XPOHUUYECKOU OO0JIE3HbBIO
MOYEK CBSI3aH C MHOTOUYMCIIEHHBIMU HeOJarornpusTHBIMU
TTOCJICICTBUSIMM,, 9aCTOM 3200J1€BA€MOCTBIO, TTOBBIIIIEHHBIM
PUCKOM CepIIeuHO-COCYIMCThIX 3a001€BaHUIA, CHIKEHUEM
KauyecTBa XXU3HU U TOJIEPAHTHOCTU K (PU3NIECKOI Harpy3Ke
[5—7]. Cpeny mompoCcTKOB, HAXOAAIIMXCS Ha TeMOANAIN3E,
CHIXEHME YPOBHSI TeMOTIOOMHA SIBUITOCH CUJTBHBIM 1 He3a-
BUCHMBIM UHINKATOPOM CMEPTHOCTH [5—7].

Tsokenmast aHeMMST TIPM XPOHUYECKOM OOJIe3HU TTOUeK
YBEJUYMBAET PUCK CMEPTH y IETE, Y KOTOPBIX HaYaTa 1ua-
Ju3Has Tepanus [6, 7]. YBeaudeHre prcKa rocruTaim3a-
LINM Y IeTe ¢ aHeMUeit OTMEYEeHO He TOJIBKO Y MallueHTOB,
HaxXOISIIMXCS Ha ANan3e, HO Y TIPU TOIUATU3HOM CTaIun
oosie3nu [5—7]. A. Staples u coast. (2009) mpogeMoHCTpU-
pOBaJIM, YTO aHEMMSI CBSI3aHA C YBEJIMUEHUEM pHCKa TOC-
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IIpuMeHeHNe KOPTEKCHHA B KOMILIEKCHOM HeiipopeaOuInTanuu y JeTei
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FBOY BMO «Poccuiickunii HauMoHanbHbIN MCCneaoBaTeNnbCKNn MeANLMHCKNA yHuBepcuteT M. H.W. NMuporosa», Mockea

Use of cortexin in the multimodal neurorehabilitation of children

S.A. Nemkova, N.N. Zavadenko, N.Yu. Suvorinova

N.l. Pirogov Russian National Research Medical University, Moscow

IIpeacrapien 0030p UccIeI0BAHMIA, MOCBSAIIEHHBIX MPUMEHEHHIO MOTMNENTHIHOTO HOOTPOIHOTO U HEHPOMETA00IMYECKOTO CTHMY-
JIAITOpPA — KOPTEKCHHA B KOMILIEKCHOI PeadMInTanuy NaMeHToB ¢ 3a00JieBaHMSIMM HepBHO# cucTembl. [Ioka3ano, 4To BbICOKAst
3((heKTHBHOCTh MPUMEHEHUS] KOPTEKCHMHA OOYC/IOBJIEHA COYETAHHEM HOOTPONHOIO, HepPOTPO(PUYECKOro, HEHPONPOTEKTOPHOIO,
PenapaTuBHOTO U AHTHKOHBYJIbCHBHOrO 3()()eKTOB, a TAKKE AHTHOKCHAAHTHOT0, META00IMYECKOr0 H AHTHCTPECCOPHOTO EHCTBHUA,
YTO onpejesieT ero BbICOKYIO TepaneBTHYecKyio 3¢ (eKTHBHOCTh B KOMILIEKCHOM HepopeaduIMTanun.

Karouesvte caoea: demu, kopmekcur, 0emckuil yepeOparbHolLil Napatut, KOCHUMUGHblE HAPYUeHUS, Hellpopeaduaumauusl.

The article reviews studies dealing with the use of the polypeptide nootropic and neurometabolic stimulant cortexin in the multimodal
rehabilitation of patients with central nervous system diseases. The high efficiency of using cortexin is shown to be due to a combina-
tion of nootropic, neurotrophic, neuroprotective, reparative, and anticonvulsive effects, as well as antioxidant, metabolic, and anti-
stress activities, which determines its high therapeutic efficacy in multimodal correction.

Key words: children, cortexin, infantile cerebral palsy, cognitive impairments, neurorehabilitation.

HOKa3aTenb JIETCKOI MHBAJIUIHOCTU B MUDPE YBEJIU-
yuBaeTcs exerogHo Ha 10%, Tipu 3TOM B ee CTPYyK-
Type TIpeobianaloT 60Je3HN HepBHOM cucteMbl — 19,5%,
TICUXUUYecKre pacctpoiicTBa — 14,3% v BpoXKIeHHBIE aHO-
Mau — 21% [1, 2], uyTo onpenensieT akTyalbHOCTh ITOUC-
Ka HOBBIX, BEICOKO3((MEKTUBHBIX METOJOB KOMITJIEKCHOM
HelipopeabunuTanuu. Pa3HooOpasue 3THOJIOTHYECKHUX
U TIATOTEHETUYECKUX MEXaHW3MOB HEBPOJOTUYECKUX Ha-
pyIIeHMiT (B OCHOBE KOTOPBIX JICKUT AECTBUE TUITOKCHU-
YECKU-UIIEMUIECKUX, TpPaBMaTUYECKUX, TOKCUUECKUX
1 MHGEKIIMOHHO-aJJIEPTUIeCKUX (haKTOPOB, MTPUBOISIIINX
KaK K HENOCpPEeJACTBEHHOMY MOBPEXIEHUIO HEPBHOI CU-
CTEMBI, TaK ¥ K COMYTCTBYIOIIUM HapYIIEHUSM ITPOHUTIAe-
MOCTH TeMaTO3HIIe(haTnIecKoro 6aprepa, UMMYHOJIOTH-
YECKUM, HEMpPOMETabOIMUECKUM U HEHPOTPpODUUECKIM
paccTpoiicTBaM) OIpeesisieT HeOOXOIUMOCTh pa3paboTKu
U pacIIUpeHus] BHEAPEHUST B TIPAKTUKY JIEKAPCTBEHHBIX
CPEICTB KOMITJIEKCHOTO IEHCTBUS, BIUSIONINX Ha Pa3Ind-
Hble 3BEHbsI TaToreHe3a (GOPMUPOBAHMSI HEBPOJIOTHUE-
CKOTO Ne(UInTa, U OTKPHIBAET HOBBIE TIEPCITIEKTUBBI Me-
JINKO-COLIMAIbHOM peabmmuTaiuu [2—6].

OmHUM M3 KOMITIEKCHBIX MPEMapaToB, KOTOPIiA B TTO-
cJIeIHME TOIbI HAllle)l aKTUBHOE MMPUMEHEHNE B JIeYeHU U
3a00JIeBaHUI HEPBHOU CUCTEMBI, SIBIISIETCSI KOPTEKCUH
(MHH — nonunentuabl KOpbl TOJOBHOTO MO3ra CKOTa,
npousBoautesb — «Iepodapm», Poccust) [7—9].

© Konnektue aBTOpOB, 2015

Ros Vestn Perinatol Pediat 2015; 3:37-44

Anpec nas koppecnonaenunu: HemkoBa CBersiaHa AnekcaHIpOBHA — I.M.H.,
npod. kadeapsl HEBPOJIOTMU, HEPOXUPYPTUU U MEIMLIMHCKOI T€HETUKH TIe-
nuarpudeckoro dakyiasrera PHUMY nm. H.W. ITuporosa

3aBaneHko Hukomnait Hukonaesud — 1.M.H., ipod., 3aB. Toii ke Kadbenpoii
CysopuHoBa Haranbst FOpbeBHA — K.M.H., I011. TO#1 e Kadeapsl

117519 Mocksa, JIeHMHCKMIA IpocTekT, A. 117, kopr. 2

KopTekcnH — monmMmnenTyuaHbIiA Mperapar, MmpeacTaB-
JISIIOIIAIA  KOMILJIEKC HU3KOMOJIEKYJISIDHBIX TIENTUIOB,
MPUHAIEXUT K hapmakojornueckoit rpyrme Hoorporsl
(HeiipoMeTabonnyeckue ctumyaaropbl). [lo ATX-cucre-
Me (aHaTOMO-TepareBTUUYeCKU-XMMUYECKO) Kilaccu-
¢ukanuu npemapar oTHocuTcs K pyopuke NO6BX (Hoo-
TpomHble Tipernaparbl). KopTeKCMH — WHHOBalIMOHHBIN
npernapar, ero CcyOCTaHLMSI M JIeKapCTBeHHbIe (hOPMBI
sammineHsl mateHTamu PO (P® Ne21047026 22759246
2195297) w npyrux crpaH [9]. KoprekcuH coaepxur
HE TOJIbKO HEWpONENTHUIHbIE CYyOCTaHIIMU, HO U aMUHO-
KUCJIOThI, BATAMUHBI 1 MUHEPAJIbHBIE BEIIECTBA, YTO 00b-
SICHSIET €ro BBICOKYIO HEWPOXMMMUECKYIO aKTHBHOCTD.
B cocraBe KopTekcrHa coaepKuTcst KoMIuieKe 3 20 Bax-
HEHWIIMX aMUHOKHMCJIOT: acriaparnHoBasi KUCI0Ta, TJULIMH,
CepvH, TPEOHUH, TIIyTaMUHOBAsI KUCJIOTa, TIPOJIMH, ajla-
HUH, BaJIMH, U30JIEWIIMH, TUPO3UH, (DeHUTaTaHH, TUCTH-
NIWH, JIU3WH, apTUHWH U Ip. YHUKaIbHbIN OaJlaHC aMUHO-
KUCJIOT o0ecrneuynBaeT Kak OMNTHMaJbHble HOOTPOITHBIE,
TaK U TPOTUBOCYIOPOKHbBIE CBOMCTBA KOPTEKCHMHA. AMU-
HOKMCJIOTHBIN cOCTaB TipencTtasiieH L-dopMmamu, T.e. Jie-
BOBPAILAIOIIMMUCS MOJIEKYJISIPHBIMU CTPYKTYpamu (B OT-
JINYKE OT aMUHOKHUCJIOT, CHHTE3MPOBAHHBIX XUMUYECKUM
MyTeM), UTO TIO3BOJISIET UM JIeT4Ye BCTpauBaThCsl B METa00-
JIN3M HelipoHa 1 o0ecIieurBaeT BICOKY0 OMOIOCTYITHOCTh
npernapara B COYeTaHUY ¢ MUHMMYMOM ITOOOYHBIX 3(hheK-
ToB. CTabuin3aTopoM Tperiapara sIBJISIETCSI CBOOOmHAs
aMMHOKUCJIOTA TJULIMH, POJIb KOTOPOl B HOpMaJIM3aluu
KOTHUTUBHBIX (DYHKIIMI JOKa3aHa.

B koprekcuHe TipeincTaBieH UM psii BUTAMUHOB,
a MIMEHHO, BOIOPACTBOPUMBIE: THAMUH (BUTaMUH B,), pu-
OodaBuH (BuTaMuH B,), HUaUMH (BUTaMUH B,, BUTaMUH
PP, HukKotrHoOBas1 KMCJIOTA); a TAKXKE XXKUPOPACTBOPHMBbIE:
peTuHoI (BUTaMMH A), anbda-Tokodepos (ButamuH E).
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KopTekcrH comepXuT psia Makpo- U MUKPOSJIeMEH-
TOB: MEMb, XKEJI€30, KAIbLIUI, MAarHUI, KU, HATPpUH,
cepy, (ochop, UMHK, MOIMOAEH, KOOAJBT, MapraHeil,
cesieH, allfoMUHMEA, muthii. [lepeunciaeHHbBIe MUKPOSJIe-
MEHTBI YYaCTBYIOT B TOAJEpKaHUM aKTUBHOCTU OoJee
1000 BHYTPUKJIETOUHBIX OETKOB U (DEPMEHTOB, PETYJIN-
PYIOIINX TIPOIIECCHI HEMPOKIETOUHOM TMHAMUKHU U aIlo-
1T03a, 1 00eCITeYNBaIOT MEXaHU3MBbl HEHPOTIPOTEKITNH.

IMprHIUTMATBLHBIM OTIMYMEM KOPTEKCUHA OT IPYTUX
HOOTPOITHBIX TIpeTapaToB siBisteTcs |3, 6]:

* YHUKaJbHBI cOCTaBa TIperapaTa M MHOTOKOMITO-
HEHTHBI MeXaHW3M JEWCTBUS TIPU BCEX M3BECTHBIX
MMaTOJIOTMYECKUX MPoIieccaX, MPOUCXOISIINX B HEPB-
HOI TKaH! TOJIOBHOTO MO3Ta, YTO TIPUBOAMT K 3aIy-
CKY 9HIOTE€HHBIX MEXaHU3MOB KOMITEHCAIIWH;

*  KOPOTKHI1 Kypc Tepanmuu oOecrieurBaeT HapacTaHUe
3¢ HeKTOB, KOTOphIE COXpaHIoTCI 3—6 Mec;

*  CIOCOOHOCTb CHIXKATh HEPTeTHMUECKUE 3aTpaThl MO3-
ra, a 9T0 O3HAYaeT, YTO KOPTEKCUH He MCTOIAeT KIIeT-
KY, MOKET M JIOJDKEH TTPUMEHSITHCST TIOBTOPHO KypCcaMu;
TTOBTOPHBIE KYPCHI JAal0T TTpHpalieHre 3(hMeKTUBHOCTH.
KoprekcuH BBITIycKaeTcsl B BUAEe JUODWIN3A-

Ta Bo (pinakoHax mo 10 mr. ComepxxmMoe ¢rakoHa Tie-

pen nHbekuei pacteopstioT B 1,0—2,0 M1 0,5% pactBopa

HOBOKaWHa, BOABI TSI MHBEKLWI VI M30TOHUYECKOTO

pactBopa xyiopuna Hatpust. 29 ampens 2009 . 8 Poccuii-

ckoii Demepany ObUTA 3aperMCTPUpOBaHa HOBast (hopMa
nperiapaTa KOPTeKCHH JIJIs IeTei, TTpecTaBisiolasi coooi

JMoMUIN3AT AJIsT IPUTOTOBICHUST pacTBOpa [UTSI BHYTPH-

MBIIIEYHOTO BBEIEHUS M COmepKallast 5 M KOpTeKCHUHA

(KOMITJIEKC BOJOPACTBOPUMBIX TTOJIUTIETITUIHBIX (DpaKInit

¢ MoJieKyJisipHoit Maccoit He 6osee 10 000 1) Bmecto 10

MI, TIPMCYTCTBYIOIIMX B CTaHIAPTHOM (hopMme TiperapaTa

KOPTEKCHH, a TAKXKe MIALIMH 6 MT Kak ctabuusatop. [pe-

rmapat Ha3HayaloT BHYTPUMBIIIIEYHO, AETSIM C MacCOi Tera

1o 20 xr — B mo3e 0,5 Mr/kr, ¢ Maccoii Teia 6onee 20 Kr —

B no3e 10 Mr. TTponosmxutensHoCTb Kypea 10 nHerd.
KopTekcuH Halen IMMpOKOe MPUMEHEHHEe B KOM-

IUIEKCHOM JIeUeHUM BHUedasonatuii pa3jiMuHoOil 3THO-

JIOTUU, COTPOBOXIAIOIINXCS CHUKEHUEM KOTHUTUBHBIX

(yHK1IMI, 4TO OOYCIOBJIEHO HEIMOCPEACTBEHHBIM BIIHSI-

HHMEM TIpernaparta Ha MeTaboJIM3M HEPBHBIX KJIETOK, HOP-

Maju3alyeii MO3TOBOTO M CHCTEMHOTO KpPOBOOOpAIle-

HUSI, CHIDKEHUEM TIPOSIBJIEHUI CyTOPOXKHOTO CHHIpPOMA

[7—10]. B mocneaHue roabl KOPTEKCUH aKTUBHO TTPUMEHSI -

eTcsl B JIeYeHUU 3a00JIeBaHUI HEPBHOI CUCTEMBI y JeTel

[7—9]. HakoruieH 3HaYUTENbHBIN TTOJTOXKUTEIBHBIN OTBIT

€ro MPUMEHEHMSI B OCTPOM TIepHOJIe TIepUHATATbHOM 1ie-

peOpajbHOM TATOJIOTMH, TSKEION YepelTHO-MO3TOBOM

TpaBMbl, WH(EKIMOHHBIX MeHMHTo3HUedanmuTto [11].

ITokazaHo, 4TO MCMOIB30BaAHNE KOPTEKCHHA B KOMILIEKC-

HOW Tepalmiy KPUTUUECKUX COCTOSTHUI Y IeTeil COKpaIaeT

JUTUTETbHOCTb MHTEHCUBHOM Tepary U CPOKH TTpeObIBa-

HUS GOJTBHBIX B YCIIOBUSX OTAEJICHUST peaHUMallui U WH-

TEHCUBHOI TEPar1u, CPEAHUI CPOK CTALIMOHAPHOTO Jieue-

HUS U 9TaIT IEpBUYHOI HEBPOJOTUIECKOM peabTUTaIIH,

YTO CYIIECTBEHHO YJYYIIAeT MPOTHO3 BOCCTAHOBICHUS

OB30PbI JINTEPATYPbI

KOTHUTUBHBIX (DYHKIIIA U HEBPOJIOTMIECKOTO CTaTyca Ta-
1ueHTa B 11ejiom [ 12—14]. HakoruieH 3HaUMTeTIbHbBIN OTTBIT
MPUMEHEHMST KOPTeKCHHA B peabMTUTAIINU IETEeH MepBhIX
JIET XXU3HU C TIOCJICACTBUSIMU TIEPUHATAIIBHOTO TOpaXxe-
Husa HHC, xoTtopblii CBUIETENBCTBYET O 3HAUYMTEIBHOM
VAYYIIEHUW JIBUTATEIbHBIX W KOTHUTUBHBIX (DYHKIIWIA,
a TakxXe IpeapedeBoro M peueBoro passutus [15, 16].
Ilpu wusyyeHun 3PGEKTUBHOCT BOCCTAHOBUTEIBHO-
TO JIeYeHUSI C WCITOJIb30BaHUEM KOpPTeKCHHa y 67 neTei
B Bo3pacTte oT 3 Mec /10 3 JIeT C HapylIeHUSIMUA pa3BUTUSI
TICUXOHEBPOJIOTUYECKUX (DYHKITUH TTepUHATATLHOTO TeHe-
32 OTMEYAJIOCh JOCTOBEPHO OoJjiee MHTEHCUBHOE (HOpMU-
poBaHue (PYHKIIUI 3pUTETBLHOTO, CIYXOBOTO BOCTIPUSITHSI,
WMIIPECCUBHON peur, KOMMYHUKATUBHBIX (DYHKIIVI, YeM
TIpu JIedeHN U 0e3 KopTeKcuHa [8].

Knunuyeckoe u rmncuxonoruyeckoe oOC/IeIOBaHKE
96 maiMeHToB B Bo3pacte 1—15 jieT ¢ 1epebpaibHOi ma-
TOJIOTMEN pa3IMYHOrO TeHe3a (TTOC/IEACTBUS UYeperrHo-
MO3TOBOI TpaBMbI, HEMPOMHMEKIIMN W TepUHATAIIBHO-
ro nopaxenus [ITHC) npu ucrnonb3oBaHUM KOPTEKCHMHA
B KOMITJIEKCHOM JiedeHWH BbIsIBIIO Y 70,2% manumeHTOB
XOPOIINH KIMHUYECKUI 3(PGhEKT B BUIE YIydIICHUS ca-
MOYYBCTBUSI, TIOBBIIIIEHUST YCIIEBAEMOCTH B IIKOJIE, YTyd-
IIEHUS] WHTETPATUBHBIX (DYHKIIMIA MO3Ta. YIOBIETBOPH-
TEJbHBIA Pe3yJbTaT TOCTUTHYT Vv 22,4% manueHToB [7].
B KOHTpOJIbHOI TpyMine yIOBIETBOPUTENIbHbBIE U «0e3 13-
MEHEHUI» pe3ysibTaThl OTMeYaInch B 2 pasza vaiie. Oue-
HUBaJIACh (PYHKITMST BHUMAHMUS TTO TaHHBIM KOPPEKTYPHOI
npoOsl ByprnoHa 1o u mocie jgedeHus, TakxkKe Ompeaesisi-
JINCh TaKWe MapaMeTpbl BHUMaHUs, KaK BpabaThIBAeMOCTh
U YCTOMYMBOCTb. OTMEUEHO JOCTOBEPHOE YIIydllIEHUE
(GYHKIMY BHUMAHUS 1O JaHHBIM KOPPEKTYPHOM MPOOHI:
YBEJIMUEHUE KOJIMYECTBA MPOCMOTPEHHBIX 3HAKOB 3a OT-
BEJIEHHBIN OTPEe30K BpeMeHU (110 JeueHust 1222+82,3, mo-
cJie JIeyeHusI ¢ puMeHeHneM KoptekcruHa — 1700,2+83,4,
rnocjie JieueHus1 B KOHTPOJIbHOM Tpyrre 0e3 KOpTeKCH-
Ha — 1487,4%+103,1) u yMeHblIIeHHE KOJUYECTBA OITNOOK
(mo nevenust — 15,6%1,93, moclie Te4eHUST ¢ UCTIOTH30BA-
HUEeM KopTekcnHa — 5,6810,85, mocie ieueHus 6e3 Kop-
TekcuHa — 8,1%1,7). B xone neyeHus 1 1ocjie ero OKOH-
YaHUsI PErMCTpUpOBaIUCh JaHHble OO y OOJBHBIX,
MOJTy4aBIIMX KOPTEKCHH, TTOKA3aTe/ N YIydlIInCh B 76%
ciaydaeB (B KOHTpOJIbHOM Tpyrimie — B 50%), 4To BhIpaxka-
JIOCh B TIOBBIIIIEHUY MHJIEKCA, PETYISIPHOCTU U 30HATBHBIX
pas3nmuuuii anbta-puT™Ma, 3HAYUTETLHOM YMEHBIICHUN
WM WMCYE3HOBEHMM THMIIEPCUHXPOHHBIX TeTa-BCIBIIIEK
Kak B ITOKO€, TaK U Mpy (PyHKIIMOHAIBHBIX Harpy3Kax [7].

WM3BecTHO, UTO B MaroreHese JeKOMIIEHCALUM OTaa-
JIEHHBIX TIOCJEACTBHMII TIPUOOPETEHHBIX 3HIIe(haTonaTrit
BeAyILast poJib MPUHAMIEKHUT TMTTOKCUTIECKIM IPOIIeccaM,
KOTOpBIE CITy>KaT TPWYMHOW CTPYKTYPHBIX HapyIIeHUIA
MeMOpaHbl KJIETOK MO3ra U MU3MEHEHUs TTPOHUIIAeMOCTH
remMarosHuedanTMueckoro 0apbepa, B pe3yJibTaTe 4Yero
Mo3roBas ¢pakums KpeaTuHuHpochokrHasbl (KPK-BB)
MPOHUKAET B CBIBOPOTKY KPOBU. ABTOpaMM OBLIO BBISIBIIE-
HO, YTO TIOJ BJIUSIHUEM JIeUYeHUsT KOpPTeKCUHOM y 62,2%
00CJIeIOBAaHHBIX TTPOUCXOAUT OTUETIIMBOE CHUKEHUE CO-
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nepxkanust KOK-BB, cteneHb HAKOTUIEHUST KOTOPOIA CITy-
KUT TIoKasatejieM mnatoyiormdeckoro cocrostHus LIHC.
Yposenp KDOK-BB cTait 10cTOBEPHO HIKE, YEM TIPU Tpa-
JMULIMOHHOM JIEYeHUU, YTO TO3BOJMIIO CAEATh MPeano-
JIOXKEHHE O HEWpOTPOTEeKTOPHOM AEWCTBMM TIperapara,
KOTOPBI 00ecITeurnBaeT MeTabOIMUECKYIO TTOIIEPIKKY IO~
CTpa/iaBIIIero HepOHA M CIIOCOOCTBYET BOCCTAHOBICHUIO
HapylIeHHbIX QyHKIMI rooBHOTO Mo3ra [7].

ITpu o6cnenosanum 135 nmeteii (B Bo3pacre oT 1 mec
10 5 JIeT) ¢ MOCJIEACTBUSIMU TIEPUHATATILHOTO TOpaXKe-
Hus HHC naGmiomanach BbIpaXkeHHasl MOJIOKWTETbHAs
Helipodunosornyeckass AMHAMKMKA Ha (hOHE WCITOJb-
30BaHUsI KOpTeKCcHHa. B pe3yibraTe MSATUICTHETO Jieue-
HUSI ¢ TIpUMEHEHWEM Tiperiapara MojHash KOMITeHCAIIHsT
JIBUTATEJIBHBIX M KOTHUTUBHBIX HapyIIEHWI OTMevaach
vy 74%, a 6e3 Hero — y 9,6% mauueHToB [15], 4To omnpene-
JISIET 11€J16CO00Pa3HOCTh PETYJISIPHOTO KypCOBOTO MPUMe-
HEHUsI KOPTEKCUHA TTPU TIEPUHATAIBHO IMaTOJIOTUN.

IpoBeaeHoO cpaBHUTENbHOE W3yYeHUE BIMSTHUS
KOPTEKCUHA B COUYETAHWM C KMHEe30Teparnueil Ha Hapy-
IIEHHBbIE IBUTATEIbHbIE M KOTHUTUBHbIE QyHKIIMKU Yy 118
MalKeHTOB B Bo3pacTe OT 1 rona o 18 jieT ¢ AeTCKUM 1ie-
pedpanbHbiM napanudom (JILLIT). TTpu aTom 73 GobHBIM
OCHOBHOM TPYIMbI OblJla OCYIIECTBJIEHA peaduIuTalms
METOJIOM KMHE30Tepary B KOMIUIEKCE C JIeUeHUEM KOop-
TEKCUHOM, 45 GOJTbHBIM KOHTPOJIBHOM TPYIIITEI — TOJIBKO
KuHe3oTeparnus. K KOHIy ABYXMECSYHOTO Kypca Jieue-
HUST BBISIBJIEHO CYIIIECTBEHHOE TTOJIOXKUTEIHHOE BIIVSTHIE
KOpPTEKCUHA, TIPOSIBIISIBIIEECS B YAYYIIEHUN KaK JBUTa-
TeJbHBIX BO3MOXHOCTEM, TaK M MOKa3aTejeil KOTHUTUB-
HOI JIeATeTbHOCTU (CyXopedeBasl MaMmsiTh, BHUMaHUeE,
MpeaMeTHast IesITeIbHOCTD) aeteit [17].

B xone HaGmomeHust 25 neteit B Bo3pacte 6—15 et
¢ JAUIT obuto mokazaHo, 4TO Ha (hOHE TMPUMEHEHMUS
KopTekcruHa (5 KypcoB no 10 MHBEKIMI ¢ WHTepBaIOM
1o 3 Mec) 3HAUUTEILHO YBEJIMUMIICS O0bEeM JABUTATEIbHOM
aKTMBHOCTHA, HAabOp MOTOPHBIX HAaBBIKOB, YIYJIIMJIACH
3pUTEIBHO-MOTOPHAS KOOPAWHAIIUSI, HOPMaJIN30BaJICS
LIMKJT «COH—OOIPCTBOBAHME», YIYUYIIMICS 3MOLIMOHAIb-
HBIN (DOH, YMEHBIIMIUCH HAPYIIEHUST CO CTOPOHBI apTH-
KYJISIIMOHHOTO armapaTta. [Ipu MOBTOPHBIX Kypcax Tepa-
MY KOPTEKCUHOM TTIOJIOKUTENIbHBIE 3(D(MEKThI HapacTaln
U COXPaHSITUCH JTUTEeIbHOE BpeMst — oT 6 10 18 Mec mocie
oKoHYaHUs Kypca JyiedeHust [9]. Ilpu obcnenoBanum 22
0obHBIX B Bo3pacte 11—18 ner ¢ ALIIT B mporecce Kom-
TuiekcHor peabwiutanuy ¢ 20-AHEBHBIM TTPUMEHEHUEM
KopTekcrHa (KypcoBasi mo3a 200 Mr) oTMeYeHO 3HauM-
TeJIbHOE YJIyYIIEHWEe CaMOYYBCTBUSI, TTOBEICHMS, KOM-
MYHUKaOeJIbHOCTH W MHTETPATUBHBIX (pyHKIUN y 62,1%
MalMEeHTOB, yMEPEHHOE YIydllieHE B BUJE CHUKEHUST BBI-
PakeHHOCTH CYObeKTUBHBIX MposiBIeHU —y 33,3% [18].

W3ydeHue pe3ynsraToB MPUMEHEHUST KOpTeKCuHa y 33
MalueHToB B Bo3pacte 14—18 et ¢ HeBpacTeHuel (Jieued-
HbII Kypc cocTosi u3 10 nabekumii mo 10 Mr exxeqHeBHO
WJIA Yepe3 JeHb) CBUICTEILCTBOBAJIO O BEIPAXKEHHOM YJTyd-
IIEHUU TTICUXUIECKOTO COCTOSTHHSI (TIOBBIIIIEHUH BHUMAHUST
U TIaMSITH, CHIDKEHUE yToMiisieMocTH) Vv 78,8% OONBHBIX,

pu 3ToM y 62,1% yMEHBIIIIACH TOJIOBHAsT O0JTh 1 TToKa3a-
TEJIN PeaKTUBHOM TPEeBOXHOCTHU. [1pu BU3yabHON OLIEHKE
D3I nmocie Kypca JiedeHrs] KOPTEKCUMHOM OTMeJaJiach I10-
JIOXKUTETbHAsT JMHAMKUKA OpTaHU3aLMK OMO3IEKTPUUECKOM
AKTUBHOCTM MO3Ta B BHUJIE YMEHBIIEHMS] BCTPEUAEMOCTH
HU3KOYACTOTHBIX KOJIeOaHMI, 0OCOOEHHO B IEpeIHUX 00-
JIACTSIX ¥ YBEJTMUEHUST MOIITHOCTH alTb(ha-pruT™Ma B TEeMEHHO-
3aTbUIOYHBIX OTBeneHusX [19]. [lpu uccnenoBaHuy auHa-
MWKU WHTEJIEKTYaTbHO-MHECTUUECKOTO COCTOSTHHS y 23
nmeteit B Bo3pacte 10—11 et ¢ menpeccuBHBIM CUHIPOMOM
B XOJI¢ JISYeHUs] TPULIMKINIECKMMH aHTHUAETIPeCCaHTaMU,
TPaHKBUJIM3aTOpaMU M HEUPONENTUKAMU B COYETAHUU
C KOPTEKCMHOM BBISIBJIEHO CTATUCTUYECKU 3HAYUMOE YJTyU-
IIeHNe KOTHUTUBHBIX (DYHKIMI, B TO BpeMs KaK 0e3 Kop-
TeKCMHA N3MEeHEHMI He ObUTO 3aperucTprupoBaHo [20].

OtmeueHa BbICOKasi 3(MGEKTUBHOCTb KOPTEKCUMHA
MpU JICYeHUW KOTHUTUBHBIX HApYIIEHUI y JeTeil ¢ CUH-
JPOMOM JiepU1INTa BHUMAHUSI U TUTIEpaKTUBHOCTH [21, 22].
T1pu aHamu3e pe3yabTaToB JiedeHUs KopTeKCUHOM (Kypc 10
WHBEKLMIA 110 10 MT eXXeTHeBHO WK Yepe3 AeHb) 163 meteii
B Bo3pacte 5—15 JieT, cTpanaimx yKa3aHHOH MaToJIoTuei,
BBISIBJICHO KJIMHUYECKOE YIYJIIeHUE, CHIDKEHUE TOoKa3a-
TeJlel TUTIepaKTUBHOCTH, a TAaKXKe TOBBIIIEHNE BHUMAHMS
v 72,3% (B KOHTPOJIGHOI TpyTITIe U3 45 MeTeil, oy JaBImX
30-aHEeBHYIO Tepanuio mipaietamoM, — y 57,8%), Hanbo-
Jiee BBIpaXXKEHHOE Y MALMEHTOB C Pe3UAyaTbHO-OpraHnJe-
CKUM U TlepeOpacTeHMYeCKUM BaprUaHTaMU 3a00JIeBaHMSI.
OOI'-nMHamMuKa BblpaXxajach B YMEHBIIEHUM BCTPEUaeMo-
CTU HM3KOYACTOTHBIX KoJieGaHWi, OCOOEHHO B TTEPEIHMX
00J1aCTSIX, YBEIMIEHUY KOJIMYECTBA 3-BOJIH B JIOOHBIX 00J1a-
CTSIX, BO3pacTaHUU MPEICTABIEHHOCTH 0i-aKTUBHOCTH B 3a-
TBIJIOYHBIX 00J1acTsX [21].

TIpu oueHke 3¢hGEKTUBHOCTH KOPTEKCHHA METOIOM
KOTHUTUBHBIX BBI3BAaHHBIX IMOTEHIIMAIOB TIPU CHUHIPO-
Me JeduImTa BHUMaHUS Y TUTIEPaKTUBHOCTH y 30 meTei
B Bo3pacTe 5—16 jeT Obula OTMEYeHa ITOJIOKUTEIbHAs
JWHAMWKA B BHUJE YIYYIIEHUS] BbI3BAHHBIX MOTEHIIMAIOB
KOPPEJIATOB BHUMaHUS U MaMsTh y 93,3 % maumeHTos [22].

Crenmnpryeckrie pacCTpONCTBa pa3BUTHSI pedd B Ha-
cTOsIIIIee BpeMs SIBJISIIOTCS. OMHMM W3 HamboJjee pacripo-
CTpaHEHHBIX TATOJIOTUYECKUX COCTOSTHUIT JIETCKOTO BO3-
pacra. [IpoBeneHHbIE MCCIEIOBAHKS TTOKA3aIM BBICOKYIO
3(p(HeKTUBHOCTh KOPTEKCUHA B KOPPEKLIUKA PEUYEBBIX pac-
cTpoiicTB y aeteii [23, 24]. [1pu npuMeHeHUM KOPTEKCHMHA
y 48 nereii co crielMUUECKUMU pPacCTPOMCTBAMU pEUU
MOJIOXKUTENIBHBIN pe3yabTaT (B BUAE YAYUIICHUST peueBOit
AKTMBHOCTH, TTOHUMaHMs OOpallleHHON pedyu, CHIKEHUS
KOJIMYECTBA TPaMMATHUECKUX OIIMOOK, aCTeHUYECKHMX
TPOSIBIIEHUIA, a TAK3KE TTOBBIIIEHYSI BHUMAHUS U YCUITIUBO-
CTH) OTMeUeH Y 62,5% MallMeHTOB, CTPadaroIINX PacCTPOii-
CTBOM OKCITPECCUBHOM W WMITPECCUBHO-PEIICTITUBHOM
peuu, HO TIPY 3TOM 3HAUMMOTO YJTyUIIIeHUST 3ByKOTIPON3HO-
LIeHWs He Habmoaanock. B moarpyrre ¢ HapylieHreM pa3-
BUTHS TIPEUMYIIECTBEHHO SKCIIPECCUBHOMN PEeYM TTOJIOXKM -
TeNbHas IMHAMUKa oTMedasach B 65,5% ciydaeB (B Buie
TOBBIIIIEHHONW aKTUBHOCTA WCIOJb30BAHUST CJIOBAPHOTO
3araca, yaydqiieH!s TpaMMaTUIeCKOTO CTPOST peuH, YBeJU -
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YeHMsI KOJIMYECTBA CJIOTOB B ITOBTOpsieMbIX (hpaszax). B mos-
TpyIIne co creunuuyecKuM pacCTpOMCTBOM apTUKYJISILIUN
HaOJTIONAIOCh YITYJIIICHWe peueBOi aKTUBHOCTU Y 66,7%
neteit. Kpome ymyuiiieHust peyeBoii (pyHKIIMM, OTMedaIach
TTOJIOKUTENTbHAST TMHAMKWKA TaKMX KOMOPOMIHBIX COCTOSI-
HMIiA, KaK Je(UIUT BHUMAHUSI, TUTIEPAKTUBHOCTh, THKH,
sHype3. lanHubie DDI" cBUAETETLCTBOBAIA 00 YBETMYEHUN
MOIIIHOCTH 0-PUTMA B TEMEHHO-3aThIJIOYHBIX OTBEICHUSX
¥ CHIDKEHWN MOIITHOCTHM KoJiebaHuii O-Irara3oHa B IIpo-
eKIIMH LIEHTPATbHO-JIOOHBIX OTIEIOB KOPHI [23].

IMokazaH BBICOKMIT pe3yJIbTaT JIeYeHUsT PeYeBBIX pac-
crporictB nipu I LITT kopTekcHOM B coueTaHuu ¢ peduiek-
cotepanueit [24]. B amOynaTopHbBIX YCIOBUSIX JIeUEHHE
nojyawm 78 meteit B Bo3pacte ot 2 mo 7 nert ¢ JILIIT. Bee
JIETH WMENTM peueBble HapyIIEHWs Pa3InYHON CTeTeHU
BBIPAKEHHOCTU: OT TSDKEJIOrO TICMXOpEeueBOro nedekra
JI0 aCMHEPTUY MBIl peyeBoro ammapara. st jnedeHust
MIPUMEHWIA  KypChl MMKPOTOKOBOI  pedIieKcoTepann
10 aBTOPCKOI METOAMKE B COYETAHUM C KypCOM KOPTEK-
cuHa. B 1-10 (ocHOBHy10) rpyrimy Bonud 40 manueHToB,
MOJTYYMBIINX JIeYeHUE MUKPOTOKOBOH pediekcoTepanueit
B COUYETAaHNU C KOPTEKCUHOM, BO 2-10 (KOHTPOJIbHYIO) TPYTI-
1y — 38 G0JIbHBIX, MOTYYUBILIKX TOJIBKO pedieKcoTeparnuio.
Pednexcorepanust mpoBoauiack KypcaMmu mo 15 mporemyp
¢ riepepbiBamu 1 Mec mocsie 1-ro Kypca u 2 Mec 1ocjie 2-ro
Kypca. JledeHre KOPTEeKCMHOM MPOBOAMIOCH Kypcamu u3 10
WHBEKIINI TTO0 OKOHYaHUH 1-TO M 3-TO KYpCOB MUKPOTOKO-
Boii pedpiiekcoreparuy. CoCTosTHIE TTALIMEHTOB OLIEHNBAJIN
IO HavaJia JJe4YeHMsI ¥ IT0 OKOHYaHU U 6-MeCSITHOM JieueOHO
MporpaMMbl. AHaJTM3 pe3yJIbTaTOB KOMIUIEKCHOTO JISYeHUST
¢ coyeraHueM pedJieKcoTepani M KOPTeKCHMHA TToKa3all
€ro BBICOKYIO 3(D(heKTUBHOCTb B BOCCTAHOBJIEHUN PEYECBBIX
¢yukuuii y gereit ¢ LI mo oTHolIeHNIO K TAallMEHTaM
KOHTPOJILHO TPYIIbl CpaBHEHUS [24].

ITpu ananuze 3pHeKTUBHOCTH MCTIOIB30BaHUSI KOP-
tekcuHa (Kypce 10 aHeit o 10 Mr exxenHeBHO) y 20 nereit
B BO3pacTe 5—6 JIeT, CTpamgaollnuX CHeUudOIIeCKIMEI
paccTpoiicTBaMM 3KCIPECCUBHOI peur, oTMeueHa Oosiee
BBIpaKeHHas TIOJIOXKHUTETbHAs TMHAMUKA 110 CPaBHEHUIO
¢ 20 m1eTbMU KOHTPOJIBHOM TPYMITHI, TTOJYYaBIITUMU COCY-
IUCTYIO U BUTaMUHOTepanuto. [1pu nccienoBaHum pas-
JIMYHBIX BUAOB MaMITU U BHUMaHUSA y IeTel, IeYUBIITNX-
Csl KOPTEKCMHOM, OBLJIO BBISIBJIEHO CTaTUCTUYECKU OoJiee
3HAYMMOE YJIy4dllleHUEe HCCIeAyeMbIX TapaMeTpoB, 4YeM
B KOHTposibHOM Trpymre [25]. [Tpu ucnonb3oBaHUM KOP-
TeKCMHA B KOMIUIEKCHOM JISYEHUU JIeTeil ¢ Tuapolieda-
JIMei BBIIBIIEHA ero 3(D(hEeKTUBHOCTD KaK JIJIsT KOPPEKIINHU
WHTEJUIEKTYaTbHO-MHECTUYECKUX PACCTPOMCTB, TaK U B
LIEJISIX TTPOGUIAKTUKY snujencuu [26, 27].

OnHoI U3 aKTyaJbHBIX MPOOJIeM HEMpOITeIuaTpum siB-
JISIETCST SIUJIETICUSI, KOTOpasi HEpeIKo TMpoTekaeT Ha (hoHe
3a7eP>KKU TICUXOMOTOPHOTO PAa3BUTHSI, HApYIIEHUST KOTHU-
TUBHBIX (PYHKIIMI, KOTAa HapsiLy ¢ 0a30BOM aHTUKOHBYJIb-
CaHTHOM Tepanueil nMeeTcs HEOOXOAMMOCTb Ha3HAYCeHUSI
npernapara, o0JIaIaIIero HepedopPONPOTEKTUBHBIM U Hell-
POTPOITHBIM CBOMCTBAMU, a TAKXKE HE BHI3bIBAIOIIETO ITOBBI-
LIEHUsT CyIopoXKHOM akThBHOCTHU [28—33]. MccnenoBanue
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3(hHeKTUBHOCTH TTPUMEHEHMSI KOPTEKCUHA Y IETel ¢ DT~
JIETICUEH ToKa3ao, YTo Mocje Kypca JedeHusl rperapaTom
HM Y OJTHOTO TallMeHTa He TIPOM30IIIIO PElMANBA SITUJIETI-
TUYECKUX TIPUCTYNoB, y 40—50% neteil yaydimmanuch To-
KazaTeJIM TIaMsSITH, BHUMaHUsS, OTMeYeHa TTOJIOKUTETbHAST
JMHAMMKA TICUXOMOTOPHOT'O ¥ PEYeBOT0 Pa3BUTHS [28].

ITpu uzyyeHun 3hHeKTUBHOCTU KOPTEKCUHA Y JIETe,
CTpafarIIMX reHepaJIn30BaHHOM anuencueii (21 pedbeHoK
B Bo3pacte 10—11 jeT, KOpTeKCUH TTPUMEHSLIICSI B BO3PACT-
HBIX JIO3UPOBKax Kypcamu 1o 10 mHeit), Takke He ObLIO
BBISIBJIEHO PELIMAMBA STTUTIPUCTYTIOB, TIPY 3TOM YJIydIlIeHUe
MMaMSTH 1 TTOJTIOKUTETbHAs TMHAMUKA B IICMXOPEUYEBOM pa3-
BUTUM oT™MedaInch y 70% matyeHToB [34]. OTMe4eHBI 0CO-
Oble yCI0BMSI HA3HAYEeHUST KOPTEKCHHA B KAYeCTBE CPEICTBA
HOOTPOIHOM Tepanuu y OOJIbHBIX SIMMWJEIICUEH: CTOMKast
peMuccusl, a B CJlydae COXpaHEeHHsl TIPUCTYIIOB — HE paHee
yeM yepe3 2 Mec OT TOCJIeHE CMEHbI MPOTUBOMMIICTITH -
yeckoi Teparmu [35].

HakorieH MoMoXUTENBHBIA OIMBIT MPUMEHEHUsT KOp-
TEKCMHA TIPU JIEYEHUU TTOCIEACTBUI YepeIrTHO-MO3TOBBIX
TpaBM y B3pocibix 1 neteit. JILA. TTak (2006) ripy ucmofb-
30BaHUM KOPTEKCHMHA B JICUCHUM TIEPBUYHON TOJOBHOM
6o HampsDKEeHMs Y IeTeld B Bo3pacte 7—16 JieT oTMeTHIa
YMEHBIIIEHHE €€ YaCTOThl U MHTEHCUBHOCTH, a TaKKe YITyd-
IIeHWe KOTHUTUBHBIX (pyHKumMit [36]. Tlpn wucroab3oBa-
HMM KOpPTeKCHHA Yy 66 meTeii B Bo3pacte oT 1 roma 1o 15 et
C TIOCJCACTBUSIMU 3aKPBITON YeperTHO-MO3TOBON TpaBMbI
OTMEYaJIoCh YJIydllieHWe ToKasartesjieii BHUMaHUs (KOppeK-
TypHas ripoba byprmona) Ha 39%, uto B 1,5 pasa rpeBbIIIaTo
pe3yJibraThl TpaauIMOHHOTO JieueHus. Kpome Toro, Takxke
YCTAaHOBJIEHO CHIDKeHre ypoBHST B KpoBu KPK-BB (130-
¢epMeHTa, KOppeJarpyoIIero ¢ HapylleHueM MeTadom3Ma
HEpPBHBIX KJIETOK) Y 62% OOJBHBIX, TTOJIOXKUTEIbHAS TUHA-
muka Ha DT —y 76%. JIOCTUTHYT XOPOILIHIA pe3yJIbTaT KOp-
PEKIINM BeTeTaTUBHBIX HapyleHui y 70,2% OObHBIX, UTO B
2 pa3za TIpeBbIIIAIO JaHHbIE KOHTPOJILHOM Tpyrmsl [37, 38].
IIpu nmpumeHeHun koprekcrHa y 30 malMeHTOB B BO3pa-
cre 10—18 ner BbIpaxkeHHas ITOJIOXKUTEJIbHAsT IMHAMMKA
HEBPOJIOTMYECKOTO CTaTyca C yiaydiieHueM DD -maTrepHa
oTMeuaiach y 65%, ymepeHHast muHamuka — y 35% [39].
O6cnenoBaHue 187 B3pOCBIX € TIOCASACTBUSIMU YePETTHO-
MO3TOBOI TPaBMbI, TIOJTy4YaBIIMX JeYeHUE ¢ TIPUMEHEHUEM
KOPTEKCHHA, CBUIIETEILCTBOBAIO O TTOJIOXKUTEILHOMN qUHA-
MHKE BOCCTAHOBJIEHUST KOTHUTUBHBIX (DYHKIIWI (TTaMsITH,
BHMMaHUsI, 3pUTETBHO-MOTOPHOM KoopauHaimn) y 61% ma-
LIMEHTOB, TTapameTpoB DD —y 49%, yiydiiieHre MO3rOBOTO
KPOBOTOKA T10 TAaHHBIM peoaHIedantorpadpuu —y 40% [40].

BoisiBlIeH TOIOKUTENbHBIN 3G (EKT TpUMEHEHUS
KOPTEKCUHA Y MallMEHTOB C TUCIUPKYISTOPHBIMU pac-
crpoiictBamu [41—46]. [TokazaHo, 4TO y 3TOI KaTeropuu
OGOJIHBIX YJIydllleHHMe KOTHUTUBHBIX (PYHKIIMI OTMeva-
ercst yxe Ha 8—10-11 1eHb MPUMEHEHUST KOPTeKCUHA, CO-
MPOBOXIAETCS YIYYIIIEHUEM HEBPOJOTMUECKOTO cTaTyca,
a TaKKe peIyKIHreil HEBPOTMUYECKUX U TCUXOCOMAaTHYe-
CKUX paccTpoiicTB 6osee ueM y 80% manmeHToB [41, 42].

B oTnenpHbIX MccienoBaHUsSIX MOKazaHa 3(p@eKTuB-
HOCTb KOPTEKCHMHAa B OCTPOM TIEpUOAE MIIEMUUYECKOTO
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W TeMOpPparuyeckoro MHCynbra. Y TAlMEeHTOB, TOJIY-
YyaBIIMX MpernapaT, OTMeJayicsl 3HAUMTENIbHBIN perpecc
HEBPOJIOTUYECKUX CUMIITOMOB, yiaydiieHue I3[ u Kor-
HUTHMBHBIX TTOKa3aTesleil HauMHasl ¢ 5-TO JIHS JIeYeHUsI,
0oJiee ObICTPOE BOCCTAHOBJIIEHUE ABUTATEIbHBIX (DYHK-
1M, YTO MaBaJio BO3MOXHOCTb 0oJiee paHHEro Hayvajia
peabMIMTALIMOHHBIX MEPOTIpUSITU [43—46].
MynbTULIEHTPOBOE TIPOCIIEKTUBHOE ABOMHOE ClIEToe
1anebo0-KOHTPOJMpyeMoe HccienoBaHue (B KOTOpoe
BKJTIOYAJIMCh TalMeHThl B Bo3pacte oT 50 mo 85 ner) ag-
(beKTUBHOCTM 1 0GE30MaCHOCTU TTPUMEHEHUST KOPTEKCHMHA
MPpY TIOJTyIIIAPHOM MIIIEMUYECKOM MHCYJIBTE TT0Ka3aJio ero
MOJIOKUTENIbHOE BJIMSIHUE B OCTpeilieM Tmepuoje 3a00-
JIeBaHUSI KaK Ha OOIIIEMO3TOBbIe, TAK M Ha OYaroBble HEB-
poJjioruueckre cuMnTombl (orieHKa mo mkaine NIHSS)
[43]. Ve na 3—7-i1 neHb JedyeHus1 y OOJbHBIX, TTOTyYaB-
IIUX KOPTEKCHH, OTMeYaJlach IMOJOXHUTEIbHAS AUHAMUKA
B BOCCTAHOBJIEHMU HApyLIEHHBIX (DYHKIINIA TTO0 CpaBHEHUIO
C TPYIIOi OOJbHBIX, TPUHUMABIIUX TUIAale00, MTOCTUTAsT
cTeneHu poctoBepHocT K 11-m cytkam. [lpu atom Boc-
CTAaHOBJICHUE HEBPOJOTMYECKUX (PYHKIIMIT HaOIH01aI0Ch
B TpyrIie OOJIbHBIX, MOJYYaBIIMX KOPTEKCUH B TeUEHUE
TIEPBBIX 6 9 C MOMEHTA Pa3BUTHSI TTATOJIOTUIECKUX CUMIITO-
MoB. K 28-M cyTkaM oT Hauasa pa3BUTHSI MHCYJIBTA B TPYTI-
1€ OOJIBHBIX, TIOJTYYaBIIIMX KOPTEKCHUH, JIETaTbHOCTh COCTa-
Buna 3,1%, a B rpyme 1wiaie6o — 10%. Yucimo 60abHBIX
C XOpOIIMM BOCCTAaHOBJICHMEM YBEJIMYMBAJIOCH B TPYIIIIE
OOJIbHBIX, TTOJTyYaBIINX KOPTEKCHUH, 3HAYNUTEIBHO ObICTpEe
10 CPaBHEHMIO C TPYIMIION, MojyJasiiei rmianedo. Ornepe-
Karolllee BOCCTAaHOBJIEHUE (PYHKIIMOHAJLHOTO COCTOSIHUS
TOSIBJISIOCH € 1-X CyTOK MHCYJIbTa, JOCTUTAsT CTETIEHU J10-
CTOBEPHOCTH MEXJIy TpymnIaMu K 3—7-M CyTKaM JIeUeHUSI.
Ilpu cpaBHeHUM aMHAMUKU (DYHKIIMOHAJIBHOTO BOCCTa-
HOBJIEHMSI, OlIcHMBaeMoii Mo 1kajie baprenb, HecMoTpsi
Ha OTCYTCTBME JOCTOBEPHBIX pa3IMYMii MEXIy rpynramu
Ha 28-e CyTKM WHCYJIbTa, MPU aHau3e (PyHKIIMOHATIbHOM
aKTUBHOCTHU Y OOJIbHBIX, MOJIYyYaBIINX KOPTEKCUH B Teue-
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HMe TIePBBIX 6 U, ObLT BBISIBJICH JOCTOBEPHO OOJBIITII GaslT
o mkaje baprenn, yem B rpyrire miane6o (81,8 u 68,3
cootBeTcTBeHHO; p<0,05). O1ieHrBast 3aBUCUMOCTb (PYHK-
LIMOHAJIBHOTO BOCCTAHOBJIEHUSI OT ITYOMHBI UIIIEMUYECKO-
TO TIOBPEXACHUS T10 11Kaje PaHKMH, Jydiiiee BOCCTAaHOB-
JIeHue y OOJIbHBIX, TOJIyYaBIIMX KOPTEKCUH, OTMEYaJIOCh
MpU TIOAKOPKOBOH JIOKAJIM3ALMKA WILIEMUUYECKOTO ouara.
JlocToBepHO OOMBIIMIT Oa/u1 mKaidbl PaHKMH Habmomam-
csl ¢ 3-X CYTOK MHCYJIBTa, JOCTUTasi MaKCHMaJbHOTO pa3-
JIMYUS TIO CPABHEHUIO C TPYMIOil OOJBHBIX C KOPKOBOM
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COOTBeTCTBEHHO). Kpome Toro, y GOJIbHBIX, JICUMBIIIUXCS
KOPTEKCMHOM, OTMEYaJIOCh MEHbIIIee YBeJMIeHe o0beMa
oyara mopaxkeHus K 3-M cyTKam 3a00JieBaHUS U OTCYTCTBUE
TJIMO3HOM TpaHchopMauu K 28-My aHo0. TakuM oOpazom,
MPOBEICHHOE MCCIIeIOBAaHUE TTOKA3aJI0, YTO MPUMEHEHUE
KOPTEKCMHA B OCTPOM TEPUOJIE UILIEMUUECKOTO MUHCYJIBTa
BEJET K CHUXKEHUIO JIETaTbHOCTU, CIIOCOOCTBYET perpeccy
0YaroBoii HEBPOJOTMYECKON CHUMITTOMATUKU W YITydIlle-
HUIO KJIMHWYECKOTO COCTOSIHMS mauueHToB. [Ipu 3TOoM
a¢hdeKT KopTeKCHMHA 3aBUCUT OT BpPEMEHM Hayaja Tepa-
MWW — YeM paHbllle HAa4yaTo JiedeHre, TeM 0oJiee BhIpaskeH
pe3ysIbTaT, YTO CO3/1aeT MPEATOCHITKY JIJISI UCTIOIb30BaHUS
KOpPTEKCHHA B TIEPBbIC Yachl TIOCJE MHCYJIBTa B YCJIOBUSIX
CKOpPOIT TOMOIIIY U B OTAEJICHUSIX HelipopeaHuMaunu [43].
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Japsi 3armycKy MHOTOYMCIIEHHBIX 9HIOTEHHBIX MEXaHU3MOB
KOMIIEHCALIUX — HOOTPOITHOTO, HEHPOTPO(PUIeCKOro, Hell-
POIPOTEKTOPHOTO, PENapaTUBHOTO M aHTUKOHBYJIbCUBHOTO
93¢ (}eKToB, a TaKKe ero aHTMOKCHUIAaHTHOMY, MeTaboIMue-
CKOMY M aHTHCTpeccopHOMY nelicTButo. [IpencraBieHHbIe
pe3yJIbTaThl TIOATBEPXKIAIOT BBICOKYIO TepareBTUYECKYIO
9¢(PeKTUBHOCTL TIpernapaTa KOPTEKCMH B KOMITJIEKCHOM
peaduINTalIMK TIPY Pa3IUYHBIX 3a00JI€BAHUSIX LIEHTPATb-
HOU HEPBHOI CUCTEMBI Y B3POCJIBIX U ACTEM.
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OPUINHAJIbHBIE CTATbU NMEPUHATOJIOIrNs U HEOHATOJIOIrns

OcobenHocT MopdoreHe3a KPOBEHOCHBIX COCY/IOB ILIO/IA MPH ILIANIEHTAPHOI
HeJ0CTATOYHOCTH OepeMeHHbIX

A.H. lancoypeckuii, A.B. Anvues

'BOY BIMO «ApocnaBckuii rocynapCTBEHHbIN MEANLMHCKUIA YHUBEPCUTET»

The morphogenesis of fetal blood vessels in placental insufficiency in pregnant women

A.N. Gansburgsky, A.V. Yaltsev

Yaroslavl State Medical University

Usyuen MopdoreHes T0NOHUTEIbHBIX [IaKOMBIIIEYHBIX CTPYKTYP apTepHii BHYTPEHHHX OPraHoB IUIOJA M IUIALEHTHI NMPH ee
TUNOIJIA3MH C IEJbI0 BBISIBJIEHHS 0COOEHHOCTE MX CTPOEHMs, JOKAIM3ANNN W 3HAYEHHs 1UIsi KpoBooOpamenusi. Tiucroaoruye-
CKHMH, THCTOXHMHYECKMMH ¥ MOPHOMETPHYECKHMH METOIAMH HCCJIeI0BaHbl ()PArMEHTHI KEJIYI0UYKOB Cepaua, JErknx, neyeHu,
MOY€K, MO3ra, IJIAUEHTHI U MYNIOYHOTr0 KAHATHKA 34 MJI00B, MOTHOMIMX OT XPOHHYECKOI MIALEHTAPHON HEJOCTATOYHOCTH NpH Oe-
pemenHocTu 28—29 nea. Ipynna cpaBuenus — 10 HadJr0eHMIi TOrO Ke CPOKA ¢ COOTBETCTBHEM MACCHI IIALEHTHI M ILJI0/IA MPOI0JI-
KuTeJbHOCTH rectamuu. [TokazaHo, 4To B apTepuaibHOM Oacceiie IJI01a ¥ IIANEHTbI IPY THITONJIA3MM JIETCKOrO MECTA B YCJIOBUSAX
YMEHbIIEHHS TEPMHUHAILHBIX BOPCHH M MPOCBETA MX KAMALISAPOB CTHUMY/IMPYETCS PA3BUTHE KOMILIEKCA IIAIKOMBIIIEYHBIX CTPYKTYP
BHYTPEHHeil 000J104KH COCYI0B. PeryisTopHbie nMpUcnocoOUTeIbHbIE 3JIEMEHTbI, YYACTBYIOIIME B U3MEHEHUH MPOCBETA apPTEpHii,
PA3IENSIOTCS HA MOJHIIOBHIHbIE MOXYIMKH, CUHKTEPHI H HHTUMAJIBHYIO MYCKYJIATYPY, CIOCOOCTBYIOT PALMOHAILHOMY pacnpeaesie-
HHUIO IOTOKOB KPOBM B OPraHaX M ILIAIIEHTe, CHIZKAS TPOGHIECKOe U KHCIOPOAHOE rOJI0JaHMeE MII0A.

Karoueevte caosa: naayenma, nioo, naayeHmapHas Hedocmamo4HoCms, A0anmauuoHHble CMpYKmMypsl apmepul.

The morphogenesis of additional smooth muscle structures of the visceral arteries of the fetus and placenta in its hypoplasia was
examined to identify the features of their structure, localization, and values for circulation. Histological, histochemical, and mor-
phometric studies were used to investigate the fragments of ventricles, lung, liver, kidney, brain, placenta, and umbilical cord from
34 fetuses that had died from chronic placental insufficiency at 28—29 weeks’ gestation. A comparison group included 10 cases in
the same period, fetal and placental masses, and gestational age. The development of a set of smooth muscle structures of the inner
coat of vessels is shown to be stimulated in the arterial bed of the fetus and placenta in placental hypoplasia in circumstances where
the terminal villi and lumen of their capillaries are reduced. The regulatory adaptive elements involved in arterial luminal changes are
divided into polypoid cushions, sphincters, and intimal muscles; they promote the rational distribution of blood streams in the organs
and placenta, by reducing trophic and oxygen deprivation in the fetus.

Key words: placenta, fetus, placental insufficiency, adaptive structures of arteries.

pobseMbl  hpeTo- W OpraHoTeHe3a TPEACTaBIISIIOT

3HAYUTENIBHBIN MHTEPEC I TIEPUHATOIOTHH U aKy-
IIepCTBa, TaK KaK UMEHHO MOP(OJIOTYECKOE CO3PeBaHNUE
TJI0fa OTIPEAETIseT KU3HECTIOCOOHOCTh HOBOPOXKIEHHO-
ro pedenka [1]. [lnaneHTa — MPOBU3OPHBIN OpraH Yeso-
BeKa, TJIaBHOI 0COOEHHOCTBIO KOTOPOTO SIBJISIETCS] CHA0-
KEHWE KHUCIIOPOIAOM, TMUTATEIbHBIMM M OMOJOTUYECKH
AKTUBHBIMM BellleCTBAMU, 00eCITeYNBAIOIIIMMI HOPMaJTh-
HbIe yciaoBus detoreHesa [1, 2]. Y 6epeMeHHbIX KeHIIH
TUTIOIIa3usl JETCKOTO MeCTa SIBJIIETCS BPOXICHHBIM
MOPOKOM, TPUBOISIIINM K TeMOAWHAMUYECKON TIja-
LIEHTapHOU HemocTaTouHOCTH [3, 4], YTO HEraTUBHO OT-
paxkaeTcsi Ha BHYTPUYTPOOHOM (hOPMUPOBAHUU ILIOMA
U €TO0 COCYAMCTOM cucTeMblI [5, 6]. B Mopdomornaeckux
Jaboparopusix SIpocIaBCKOTO TOCyIapCTBEHHOTO MEIu-
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Anpec nnis Koppecnonnenuuu: [aHcOyprekuit Auapeit HukonaeBuu — 1.M.H.,
npod. Kadenpbl TUCTOIOTUY, LUTOJIOTUU U dSMOpHOIOrUK SIpociaBcKoro ro-
CyIapCTBEHHOTO MEIMLMHCKOTO YHUBEPCUTETA

SneueB Aunpeit BnanumMupoBud — a.M.H., nipod. Kadeapsl nMaTosornyeckon
QHATOMUU C KYPCOM CyAeOHOI1 MEOUIIMHBI U MEIUIIMHCKOTO IMpaBa TOTO Xe
yUpexIeHust

150000 fApocnasib, yi. Pesomonumonnas, 1. 5

uHcKoro yHuBepcurtera (1I'MY) ycnenmHo pa3pabatbi-
BalOTCSI B OKCMEPUMEHTEe M Ha CEKIIMOHHOM Martepuasie
BOTIPOCHI CTPYKTYPHOI amanTaliiu apTepuabHOTO pycia
B YCJIOBUSIX HapylIeHUsT KpoBooOpatieHust [7—9]. B To xe
BpeMsI B JIOCTYITHOM JINTepAaType OTCYTCTBYIOT CBEJICHMUSI
0 KOMIIEHCATOPHO-TIPUCTIOCOOUTENIBHBIX U3MEHEHMSIX
apTepuii BHYTPEHHUX OPraHOB M TLIALIEHTHI B YCIOBMSIX
XPOHUYECKOM TIalleHTApHON HETOCTATOYHOCTH .

Lenb vccienoBaHus — aHaIU3 CTPOEHUSI, JIOKAIA3A-
1LIMU 1 3HAYEHUST TIPUCTIOCOOUTENbHBIX NU3MEHEHU I BHY-
TPUOPTaHHbBIX COCY/IOB TUIOAA U TJIALEHTHI MIPU €€ TUIO0-
TJ1a3uu.

Martepuan u metoapl

TTpoBeneHoO MccaenoBaHE TIIOAOB, MOTUOIIMX aHTe-
HaTaJlbHO MpPU Cpoke OepeMeHHOcTH 28—29 Hen Bciem-
CTBME XPOHWYECKOM TIUIAllEHTApHOUW HEIOCTaTOYHOCTH
Mpu TUTIOTLIa3MHM T1alieHThl. Macca 34 mionoB KoJjieba-
nmack ot 850 mo 900 1, meTckoro mecta — ot 180 mo 210 .
Bospact 6epeMeHHBIX XeHIIWH 26—32 roma, U3 HUxy 12
(37%) otMmeuanach yMepeHHasi TUTIOTEPMMSI, TTIOBBIIIIEHIE

! TlpoBemeH IMOMCK IO 3JIEKTPOHHBIM pecypcam Poccuiickoil Ha-
nuoHanbHOM Oubanoreku (http://elibrary.ru) u PubMed NCBI
(http://www.ncbi.nlm.gov/pabmed) 3a iepuon ¢ 1990 o 2014 .
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apTepUaIbHOTO JABJIEHUSI, YTO BO3MOXKHO OKAa3aJio BIIVsI-
HUe Ha (QopMUpOBaHME TUTALIEHTHI. [pymmy cpaBHEHUS
cocraBwiu 10 HaGMONEHUI aHTEHATAIbHOW CMEPTU TOTO
K€ CpOKa TeCTalliy TIPU COOTBETCTBUU MACCHI TIIAlleHThI
(290—320 1) u ruroaa (1200—1300 1) MpoaoIKUTETBbHOCTH
OepeMEHHOCTH.

Marepuan MojydyeH M3 POAMJIBHBIX JTOMOB T. SApo-
CJIaBJIsA, TTATOMOP(MOJOTUYECKOE MCCIeTOBAHNE BBITTON-
HeHo B KimmHuueckoit 6onpHuie uMm. H.B. CosoBbesa.
BospacT 10108 0THECEH B COOTBETCTBUU € KaccuduKa-
mueit A.I1. Munosanosa n C.B. CaBenbeBa [ 1] K mo3nHe-
(beTambHOMY TIepHOIY paHHEro pa3BUTHS desioBeKa. Mc-
cJeIoBaHKe TTOTYYMIIO OTOOpEeHNE 3TUYECKOTO KOMUTETA
ATMY (nporokos Ne4 ot 24 centsiopst 2014 ).

JIsT THCTOJIOTMYECKOTO aHaln3a WcceKalu par-
MEHTBI TIPaBOTO M JIEBOTO XKEJIyIOYKa Cepala, pasand-
HBIX OTAEJIOB JIETKUX, TIeYeHU, TTOUeK, MOo3ra, TJIOTHOMN
¥ MATepUHCKOM YacTH TIALEHTHI (B MapaleHTPaJTbHBIX
U KpaeBbIX 00J1acTsX), a TakXKe ITyMIOYHOTOo KaHaTHKa.
Marepuan dukcupoBaiu B 10% HeiiTpaibHOM (hopma-
nuHe, xunkoctu Kapnya, 3axmouanu B nmapadun. Ce-
pUifHBIE Cpe3bl 4—5 MKM OKpalluBaId TeMAaTOKCUJIMHOM
¢ 203MHOM Mo Maccony, XapTy, UMIPErHUpoOBaIN Ce-
pedpom 1o Tomopu. ConepkaHue TIIUKOTeHa B TJIagKUX
muonurtax aprepuii BuisiBisuin IUK-peakimnit (KoH-
TPOJIb C aMUJIa30il) M OLEHUBAJIX Ha LUTO(GOTOMETPE
MUO-K (MI'Y) npu mmHe BostHBI 518 HM. BUHTOBBIM
oKkyJsip-MukpoMerpoM MOB-1-15x uzmepsiiu guameTp
BHYTPHOPTaHHBIX apTepuii, TepPMUHATBHBIX BOPCUH U UX
CUHYCOMIOB. AIaNITallMOHHBIE CTPYKTYPhI apTepuil mud-
(bepeHIIPOBAIM COTJIACHO M3BECTHOM KiIacCUUKAIIUN
M.K. Ecunosoii (1971) [10]. O 3HaunmMoCTH pazauuuit
CYAWIIM TIO BeTMunHe t-Kputepust CThIOIEHTA.

Pe3ynbraTbl n 06CyXaeHue

IlokazaHo, yTO Hemopa3BUTas ILUIAlIEHTa OTJIWYAeT-
csl PSIIOM CTPYKTYpHBIX ocobeHHocTeil. CpemHsisi Macca
B rpyrrie cpaBHeHus1 (Hopma) — 305£5 1, ee TepMUHATIbHBIE
BOPCHHBI UMEIOT nuameTp 42,0+ 1,4 MKM, a UX CUHYCOW/I-
Hble Kamutapbl — 16,4+0,3 mxM. B ycinoBusix rumnoria-
3Un neTckoro Mecrta (Macca 95+4 r; p<0,01) pasmep Tep-
MMHaJIbHBIX BOPCUH cHUXaetcs B 1,4 pasza (31,0+0,9 mkwm;
p<0,01), a mpocBeT CMHYCOMIOB yMeHbIaeTcs B 1,6 pa3a
(10,2%0,2 mxm; p<0,01). Ilpu 3TOM OOpaiaoT Ha cedst
BHMMaHUWE BbIpaKEHHbIE TIpeo0pa3oBaHUsl BHYTpUOpIraH-
HOT'O apTepUaIbHOTO pycia IMJ0Aa U MJIALEHThI, KOTOPbIE
pa3BMBAIOTCSl BO BHYTPEHHEN 000JI0UKe COCY/IOB U CBSI3a-
HbI C peaklreil Iaakux MUOLIMTOB.

Ilydyku r1agKOMBIIIEYHBIX — KJIETOK, TMPOJOJIHHO
W KOCO OPMEHTMPOBAHHBIX B tunica intima (MHTUMab-
Hasl MyCKyJaTypa), BCTPEUalTCsl B apTepusiX JTMaMeTpOM
400—1000 MXxM B 001aCTH MX TTOBOPOTOB WUJIA BETBICHU
(puc.1). Haubonbiias ux MNPOTIKEHHOCTh OTMEYeHa
B cocylax TUTaleHThl M TMyMOYHOTo KaHaTtuka. Cocybl
¢ TAKMMU MOPDOJOTMYECKUMU OCOOEHHOCTSIMU TIPUHSITO
0003HavYaTh 3aMBIKAIOIIMMHU, a CJIO MUOLIMTOB B UHTU-
Me — ¢yHKuMoHaabHbIM [10]. 3ambiKatoliye apTepum,

OPUINHAJIbHBIE CTATbU TNEPUHATOJIOInNS U HEOHATOJIOInsi

BBISIBJIEHHBIE B XOJi¢ MCCJIEIOBaHUS, UMEIOT Pa3IudaHOe
crpoeHue. B psine ciyyaeB (pyHKIIMOHANBHBINM CJIOM TOH-
KW, B IPYTUX OH 3aXOUT B CPETHIOI0 000JIOUKY. ApTepUHU
TakKe OTJIMYAIOTCS TI0 OPUEHTALIMM MUOIIUTOB B CTEHKE.
B ogHMX BEeTBSIX CJI0I KOCOTIPOIOIBHOM TJIaAKON MYCKY-
JIaTypbl OXBaTbIBaeT IIOINEPEYHOE CeUYeHUE, B APYIUX —
pPa3BUT HEPAaBHOMEPHO B BUE OJHOTO WJIM HECKOJbKUX
BaKoB. LluTommasma TaagKuX MHOLIMTOB OTIMYAETCS
BBICOKMM COZIep>KaHWeM TJIMKoreHa. BaxkHoit ocoOeHHO-
CTBIO TAKMX apTePUil SIBJISIETCST PA3BUTHIN PETUKYJISIPHBIIA
M 3J1aCTUYECKUA KapKac pyHKIIMOHaIbHOTO cyost. Cocy-
IIbI ¢ KOCOTIPOIOJIbHOM MYCKYJIaTypoii B MHTUME TIpU €€
COKpAIIEHUN YKOPAYMBAIOTCS Y CKPYYMBAIOTCS, MbIIIIEY-
HbIe TIYYKH B BUE MOAYIIEK BHIOYXAlOT B MPOCBET, CHU-
JKast WJIM TepeKpbiBasi IUPKYJIsiinio kposu [10], v mosTo-
MY CITOCOOHBI peryJMpoBaTh KPOBOTOK B TUIALIEHTAPHOM
Y BHYTPUOPTAaHHOM COCYJIMCTOM OacceiHe.
MplieyHO-31acTUIeCKie C(UHKTEPBI B CTEHKE ap-
TEpUil TUTALIEHTHI W BHYTPEHHMX OPTaHOB BBISBIISIIOTCS
B cocynmax nuametpoMm 10 400—600 MKM 1 pacIioararoTcst

N, T

Puc. 1. InTMMA/IBHASI MYCKYJIATYPA B CTEHKE OTXO/SILEN apTepuu;
IUI0/IHAs1 000/I0YKA.
3nech 1 Ha puc. 2—4: OKpacKa reMaTOKCHINHOM ¢ 303uHOM. %400.

Puc. 2. Mbpimeyno-3nacTudeckuii cuHKTEP B BHAE OJHOTO
KJIANaHA BETBY JIETOYHOM apTepuu.
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Tancoypeckuit A.H. u coasm. OcobeHHOCTH MOpdOreHe3a KpOBEHOCHBIX COCY/IOB ILIOA MY TIalleHTAPHOM HEIO0CTaTOUHOCTH OepeMEHHBIX
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Puc. 3. IlonunoBuaHbIe MOAYIMIKH BHYTPHOPTAHHBIX apTepHii eyeHH () M0 U CTBOJIOBOI BOPCHHBI ILIAIIEHTHI (0): HA TOJICTOI ()

 (0) TOHKO¥ HOXKKeE.

B YCThsIX OOKOBBIX BeTBel (puc. 2). M3yueHune cepuitHbIX
TUCTOJIOTUYECKUX CPE30B TMO3BOJIMIIO BBISIBUTD JIBA Bapu-
aHTa ux ctpoeHus. OauH BUI COUHKTEPOB B TTOTIEPEYHOM
CEUYEeHUU OTXOJSIIEH BETBU 00pa3yeT 3aMKHYTOE KOJIbIIO,
a B MIPOJIOJIbBHOM — JIBa BJIMKA, PACIIOJOXEHHbBIX MOJ yT-
JoM. B psazme ciyyaeB BaIMKM OTJIMYAIOTCS UIMPOKUM
OCHOBaHMEM M HE3HAUMTEJIbHO BBICTYMAIOT B MPOCBET,
B JIPYTMX — OCHOBaHWE W BBICOTA OAWHAKOBBLI M OHU Ha-
MOMUHAIOT KJanaHbl. pyroii Bua chMHKTEPOB Ha MOre-
peyHOM cpe3e GOpMUPYET MOTYKOJbIO, B TPOAOIBHOM —
MpeCTaB/ieH BAIMKOM WM KjamaHoM. B ciydae, korma
YTOJI OTXOXIEHUS apTepUaIbHOM BETBU OT MarucTpaabHO-
ro cocyaa OOJIbIION, YCThe OrPAaHUYEHO ABYMSI BaTMKAMM.
IMpu yMeHBIIEHUM yTJia BETBJICHUST OOWH U3 HUX YMEHb-
1IaeTcsl WIK MOJHOCThIO ucuedaeT. [TokazaHo, 4To B 00-
JIacTU C(OUHKTEPOB BHYTPEHHSISI SJIaCTUUECKAsi MeEMOpaHa
pacuieruisieTcsl ¥ MOKpbIBaeT BaJlMKKW OOKOBOI BETBU U3-
HYTpU U cHapyku. OCHOBY >XOMa COCTABJISIIOT IJIaIKOMBbI-
1IEYHbIE KJIETKU, HallpaBJIeHHbIE LIUPKYJISIPHO U CIIMpalie-
BUIHO TIO0 OTHOIIEHUIO K YCTbIO. MUOLIMTHI BBIAEISIOTCST
BBICOKUM COJIEpKaHWEM TIJIMKOTeHa, OKPYXEHbl CETbIO
9JIACTUYECKMX U PeTUKYJSIpHBIX (pubpwineit. Cokparie-
HUE MYCKYJIaTypbl C(OPUHKTEPOB MHUIIMUPYET Cy>KEHHUE OT-
XOJISIIIE apTepuy U CHIDKEHHE TTPUTOKA KPOBHU.
IMonunoBunHble MOAYHNIKM tunica intima oOHapy-
KeHbl B apTepusix 6onee 1000 mxm nuamerpom. Jetanu
WX CTPOCHUS MPOAHATU3UPOBAHBI HA CEPUHBIX THCTO-
jornyeckux cpesdax. [Ipu mornepeyHoM ceyeHUU cocy-
la yepe3 LEHTP TOAYIIKM MOXHO IuddepeHInpoBaTh
TeJO OBaJbHOW WM KPYrjaoi (opMbl U HOXKY Bapua-
0esibHOI KOH(UTYypaluuu W pa3MepoB, COEIUHSIOLILYIO
BeChb KOMILIEKC co cTeHKo# aprepuu (puc. 3). [Toepx-
HOCTb MOJYIIEK MOKPbITA SHAOTEIUEM, PACTIONOXKEHHBIM
Ha 2J1acTUYecKoit MeMOpaHe. BHYTpeHHsIs1 4acTb COCTO-
WUT W3 WAYIIMX B Pa3HBIX HAMpaBJICHUSIX MyYKOB TJIaj-
KWUX MUOIIMTOB, MOTPYKEHHBIX B KapKac 3JaCTUYECKUX
U PETUKYJISIPHBIX BOJIOKOH. JICHOMUOLUTHI MOMYIIEK
OTJIMYAIOTCSI OT MYCKYJATypbl CpeHEel 00O0JOUKU apTe-

pUY BBICOKMM cofiepKaHueM IiKoreHa. MyHKIIMOHAb-
HBI TTOTEHIIA TTOJIMMOBUIHBIX TOAYIIEK PeaTnu3yeTcs
MpU KOHCTPUKIIMA MMOIIMTOB, BBI3BIBAIOIINX IepeMe-
11IeHre KOMIIJIEKca B TIPOCBET apTepuu (CM. puc. 3, a) U,
Kak CJIe[ICTBHE, CHUKEHWE WJIU TIpeKpallieHre TBYKEHUS
KpoBu. B ciyuae pacciabieHust MycKyaaTypbl TOMYIIKH,
MOAO0OHO BEHO3HBIM KJIalTaHaM, OTOABUTAIOTCS TTIOTOKOM
KPOBU B CTOPOHY U €MY He MPEISITCTBYIOT.
BrImotHeHHBIE HAOMIOAEHNS CBUAETEILCTBYIOT, UTO B
apTepusiX JIETCKOTO MeCTa, a TakXke Cepjla, ToJOBHO-
ro Mo3ra, JIETKMX, Tle4YeH! U TIoYeK TIofa, pa3BUBalio-
LIErocs B YCIOBUSIX TIIALIEHTAPHOM HEIOCTATOYHOCTH,
K 28—29 Hen recraiuu (opMUPYETCs] KOMILJIEKC TOTO-
HUTENbHBIX 00pa30BaHWi, TPEICTaBICHHBIX ITydKaMU
TJTAAKKUX MBI, KaK MPaBUJIO, TOKAJTHU3YIOLINXCS BO BHY-
TpeHHeit 006os0uKe cocyna. OHM BCTpeYaroTCsl U B TPYIINE
CpaBHEHUsI, HO 3HAYMTEJLHO pexe. Tak, MOJUTIOBUIHBIE
noaymiku auddepeHuupyoTcs B 3,8 pasa yamie. DTo
CBUIIETEIBCTBYET O 1I€JIECO00Pa3HOCTH MOpGhoreHes3a 10-
0GaBOYHBIX MBIIIEYHBIX CTPYKTYpP apTepuaJbHOTO pyciia
B XOJie¢ BHYTPUYTPOOHOTO Pa3BUTUS UeJIOBEKa U MX BaK-
HOW ponu B obecriedeHUU (yHKUIMH CepaeuHO-COCYIM-
croit cucteMbl. [lokazaHo, YTO pacrpoOCTpaHEHHOCTh
M CTeTeHb BBIPAXXEHHOCTU MBIIIEYHBIX 00pa3oBaHMIA
B apTepuabHOM OacceifHe OnpeaesTIoTcs He TOIbKO Ta-
pamMeTpaMM TeMOOWHAMUKW, HO U MOPMOJOTUIECKUMU
0COOEHHOCTSIMU OpTaHa M apXUTeKTOHUKOW €ro COCyIu-
CTOTO pycia. YCTaHOBJIEHO 3HAYUTEIBHOE pa3BUTHUE JT0O-
MOJTHUTETbHBIX MBIIIEYHBIX CTPYKTYP B apTEPHUsIX TTOCTO-
STHHO COKpallamoIierocs cepaua (puc. 4) v B TjialieHTe.
3HayeHWe J00aBOYHBIX MBIIIEYHBIX OOpa30BaHMIA
Pa3IMIHOTO CTPOSHUST B apTepUabHOM pyclie 00CyXKaa-
€TCST aBTOPUTETHBIMU OTE€YECTBEHHBIMU MOpdojioraMu
[10—13]. [TomuepkuBaeTcs, uyTo J100ast hopMa aganTalin
HUKOTIAa He OCYIIECTBIISIETCS Ha YMCTO (DYHKIIMOHAIb-
HOI1 OCHOBE, a Bcer/a J0KHA UMETh o[ 000 COOTBET-
CTBYIOIIYIO MaTepuasibHyto 0a3y [14]. [1ankoMblllieyHbIe
CTPYKTYpPHI B tunica intima MpPUHSITO OTHOCUThb K ajar-
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Puc. 4. TlommmoBuaHAS MOIYIIKA apTEPUH JIEBOTO JKeJyI09Ka
cepaua mwiona.

TUBHBIM BCJIEACTBUE WX CIOCOOHOCTH OBICTPO KOPpEeK-
TUPOBAThb KPOBOTOK B HOPMAJbHBIX M TATOJOTUYECKHUX
yeaoBusix [10, 15]. PeryasiropHble mpucrnocoOuTebHbIE
SJIEMEHTBI, YYacTBYIOIIME B M3MEHEHUU TPOCBETa ap-
TepUii, pa3messTioTCsl Ha TPU THUTIA: TTOJUTTOBUIHBIE TTO-
IyIIKU, C(UHKTEPHI, MHTUMAaJIbHasi MycKynaarypa [10].
Ha ux akTuBHOE BIMSIHME YKa3bIBAIOT PE3YJILTaThl MPO-
BEJCHHBIX TMCTOXUMWYECKUX WCCIEIOBAHUM, COTIACHO
KOTOPBIM B MBIIIEYHBIX KJIETKaX WHTUMbI OOHAPYXKHUBa-
€TCsT BBICOKAsT KOHIIEHTpalus rimkoreHa. Lintogorome-
TpUYecKoe MccaeIoBaHNe MoKa3aio yBeanueHe Ha 38%
KOJIMYECTBA TJIMKOTEHA B MUOIIMTaX BHYTPpEHHE 000104~
K4, B TOM uncie u cpunkrepax (p<0,05 mo oTHOIIEHUIO
K Jaeiiomuonutam wmeauun). IlpomemoHcTpupoBaHa [7]
BBICOKAsl aKTUBHOCTD JBIXaTeIbHBIX (hDepMEHTOB M (hoC-
(daTas, cBUAeTEILCTBYIOMASA 00 MHTEHCUBHOCTU OKUC-
JINTEJLHBIX TIPOLIECCOB B MBIIIEYHON TKaHU, a TaKxXe
oTpaxaroliasi KOHIeHTpaluio ¢hochaTHBIX COETUHEHUI,
CBSI3aHHBIX C SHEPTHeil MBIIIEYHOTO COKpaleHus [16].
Bormpoc o mpoucxoxaeHUn T00aBOYHBIX TJIaTKOMbI-
IIEUYHBIX CTPYKTYp B TMEPBYI0 O4Yepelb CBsI3aH C TeMOIM-
HaMWUYECKUMU YCITOBUSIMM, MOp(OreHeTHhYecKast pPOJb
KOTOPBIX yOenuTeabHO TpojaeMoHcTpupoBaHa [10, 12].
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B obGnactu nenuteneit moToka MPOUCXOAUT BbIpaXXeHHOE
MeXaHM4YeCKOE BO3IEHCTBIE KPOBU Ha COCYIUCTYIO CTEHKY
[17, 18]. HamoMHUM M3BECTHYIO B TMApPOAMHAMUKE (op-
myay [19]: P=pnd?/2-sino/2, toe P — cuma Bo3meiicTBUS
KPOBM Ha CTEHKY apTepUM B MECTE IEJICHUSI, P — BHYTPH-
cocyaucToe nasieHue, © — 3,14; d — nuametp apTepum; o. —
yroJ oTBeTBIeHusA. Ecim B omHOM BapmaHTe yron o, =2°,
a B apyrom a,=45°, monygaem: P,=0,025d*p; P,=0,580d?p.
Takum 00pa3oM, CuiIa BO3IEWCTBUS TTOTOKA HAa COCYI-
CTYIO CTEHKY (TeMOIMHAMUYECKUIA CTPECC) TIPU YBeTNUe-
HUU yIJia BETBJIEHUsI Bo3pacTtaeT B 23 pa3a. BackynspHbie
MMOLIUTHI CTEHKM apTepHii OTBEYAIOT peopraHu3alneit
nuTockesera u murpauueii [20]. PazButue nHTUMAaIbHOM
MYCKYJIAaTypbl W MBIIIEUHO-3JITACTHYECKUX CHOUHKTEPOB
SIBIISIETCST  CJICACTBMEM TIPOHMKHOBEHMS TJIAIKUX MUO-
LIUTOB M3 CpeHeil COCYIMCTON OOOJIOYKM BO BHYTPEH-
HIOI0 4epe3 (eHecTpbl B 3jacTuieckoir MemOpane [21].
OO0cyxnmaeTcsl pojib B MUTPallMd MUOLIMTOB HIOTEIMHA
u TpoMbounTapHoro dakropa pocra [21, 22].

IIpoBeaeHHOE McCemoOBaHUE TTOKA3al0, YTO B apTe-
puabHOM OacceitHe MIoaa U TUTALleHThI IPY TUTTOTIa3Uun
JIETCKOTO MeCTa C YMEHBIIIEHUEM TePMUHAbHBIX BOPCUH
U TIPOCBETa WX KAMWIISIPOB CTUMYJIHMPYETCS Pa3BUTHE
KOMITJIeKCa TOTTOTHUTEBHBIX TJIaAKOMBIIIEYHBIX CTPYK-
Typ BO BHYTpEeHHe# 000yi0uKe cocynoB. BHyTpuyTpoOHast
nuddepeHIMPOBKa BHYTPUOPTAaHHBIX KPOBEHOCHBIX CO-
CyJ0B 0becreuyrBaeT HOPMaJIbHBINM OpraHO- U TUCTOTeHE3
[23, 24], co3maeT yciaoBUs Il ONTUMAJIBHOTO pacripe-
JleJIeHVs] TTIOTOKOB KPOBU Ha TEPPUTOPUM HEIOPa3BUTOM
MJIALEHTHI, MAKCUMAaJbHO CHIKAs TPOPUIECKOe U KHUC-
JIOPOJHOE TOJIOJAHKE TIIOMA.
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OPUINHAJIbHBIE CTATbU NMEPUHATOJIOINS U HEOHATOJIOIrns

Kinnanyeckue u Mmopgosiornyeckie 0COOEHHOCTH MOPOKOB Pa3BUTHSA Y JAeTei
C BPOXKIEHHbIMA UTOMETAJIOBUPYCHOM M TOKCOMJIA3MEHHOI MH(eKuusIMu

JL.IO. bapviwesa, M.B. Toaybesea, M.A. Kabynroea, U.B. Kocmopnas

CTaBpOnonbCKuii rocyaapCTBEHHbIN MEANLIMHCKNA YHUBEPCUTET

Clinical and morphological characteristics of malformations in infants with congenital
cytomegalovirus infection and congenital toxoplasmosis

L.Yu. Barycheva, M.V. Golubeva, M.A. Kabulova, 1.V. Kostornaya

Stavropol State Medical University

IIpoBeneH peTpoCNEKTHBHBIN AHAJIN3 PE3YJILTATOB HAOMIONEHHS JeTeil PAHHEro BO3pacTa ¢ BHYTPUYTPOOHBIMH MH(MEKIMAMH U NO-
pokamu pa3BuTus. B 127 cayyasx y nereii ¢ mopoKamMu pa3BUTHS TMATHOCTHPOBAHA BPOKIEHHAS IIUTOMEraJ0BUPYCHAs MH(eKIus,
B 69 — BpOXKIEeHHBIII TOKCOMIa3Mo03. 11ebio ucclieIoBaHus SABUIACH XaPAKTEPHUCTHKA MIOPOKOB PA3BUTHSA Y JeTeil ¢ BPOXKIEHHBIMU
UTOMETraJOBUPYCHOI M TOKCOIIaA3MeHHOI uH(eKuusaMu. BbisiBieHo, YTO y ieTeil ¢ MOPOKAMHU Pa3BUTHS MPH BPOKIEHHOI IIUTOME-
rajJoBUPYCHOI HH(EKIMN 0TMeYaIoTCsl 0oJiee BHICOKHE NMOKa3aTesu JeTaabHocTH (61,4%), 4eM NpU BPOKIEHHOM TOKCOILIa3MO3e
(34,8%). 1o nanubiv 1aToMOPG0I0OrHYECKOro AHAJIM3A Y IeTeii C BPOXKIEHHO! IIMTOMeraiueil mpeodJiasaT SMOpHonaTm, y AeTei
C BPOXKIEHHBIM TOKCOIUIa3M030M — (heTonaruu. Y ymMepHmx jAeTeil ¢ BPOXKIEHHOI HUTOMEraJoBUPYCHOI MHbeKIueil yame, 9eM
NpPH BPOXKIEHHOM TOKCOILIA3MO3€e, PA3BUBAIOTCS NMOPOKH BHYTPEHHUX OPTaHOB, B TOM 4YKMCJIe MOPOKH CEpala, MHEBMONATHH, AHO-
MAaJIHH KeJIyI0YHO-KHIEYHOro TPAKTA U MOYEINOJIOBbIX MyTeii; MPU BPOXKIEHHOM TOKCOILIa3Mo3e npeodaanaoT geronatnu [THC
M n1a3. Y BbDKMBUINX JIeTeil ¢ BPOXKIEHHBIM TOKCOILIA3MO30M Yallle, YeM NMPU UTOMErajioBupycHoi uHgeknuu, popMupyiores Ts-
JKeJible MHBAIMAM3UpYome nocjeactsus nopaxenus LIHC u ma3 B Buae oKKII03M0HHOI ruapouedatuu, 1eTCKoro 1nepedpaibHoro
napajnya, NOJHOM WM YACTUYHOI CJIENOTbI, epedpPACTEHHYeCKNX PACCTPOICTB.

Karoueswte caosa: demu, eposcoenHvie uHpeKyuu, NOpoKU pazeumusi, pe3udyanbHoie Ucxoobl.

The results of following up infants with intrauterine infections and malformations were retrospectively analyzed. Infants with malfor-
mations were diagnosed as having congenital cytomegalovirus infection and congenital toxoplasmosis in 127 and 69 cases, respec-
tively. The aim of the study was to characterize malformations in infants with congenital cytomegalovirus and congenital Toxoplasma
infections. The infants with malformations in congenital cytomegalovirus infection were found to have higher mortality rates (61,4%)
than those with congenital toxoplasmosis (34,8%). Postmortem analysis indicated that there was a predominance of embryopathies
in infants with congenital cytomegalovirus infection and that of fetopathies in those with congenital toxoplasmosis. The dead infants
with congenital cytomegalovirus infection had more commonly developed visceral defects, including heart diseases, pneumopathies,
gastrointestinal and genitourinary abnormalities; fetopathies of the central nervous system and eye were prevalent in congenital toxo-
plasmosis. The surviving children with congenital toxoplasmosis were more frequently observed to have disabling CNS and ocular
sequels as obstructive hydrocephalus, infantile cerebral palsy, complete or partial blindness, and cerebrasthenic disorders than those
with congenital cytomegalovirus infection.

Key words: infants, congenital infections, malformations, residual outcomes.

POXIIeHHbIE TOPOKU Pa3BUTHUSI CTAOUIBLHO 3aHUMAIOT

MepBOe MECTO CPenu MPUYMH JIeTCKOW MHBAIUIHO-
CTU U BTOPOE MECTO B CTPYKTYPE CMEPTHOCTH JIeTeit mep-
BOTO roja u3Hu [1], mpryeM MX 3HAUMUTENIbHAasl 4acTh
WHAYLUMPOBaHA BHYTPUYTPOOHBIMU MHpeKIusIMu [2, 3].
K uucny MHGMEKIIMOHHBIX areHTOB, O00JIagaloIIMX Hav-
OOJIBIIIMM TEPATOTEHHBIM TIOTEHIIMAJIOM, OTHOCSIT BU-
pYyCHI KpacHyXu, lIMTOMerainu, varicella zoster, a Takxe
Bo30OyauTesell cuduianca, TOKCOMIa3Mo3a, MUKOIUIA3-
MeHHOI nHdekunu [2, 3].
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Anpec nas koppecnonaenumu: bapsiuesa Jliogmuna FOpbeBHa — 1.M.H., npod.
kadenpsl 1eTcKuX MHGEKUMOHHBIX Ooe3Heil CTaBpoOIoJbCKOro rocyaap-
CTBEHHOTO MEIMIIMHCKOTO YHUBEPCUTETA

Tony6eBa MapuHa BuktopoBHa — 1.M.H., 1pod., 3aB. Toii xe Kadenpoii
KabynoBa Muana AiiBapoBHa — 3a04YHbII acrl. TOi e Kadeapsl

Kocropnast Mpuna BacunbeBHa — K.M.H., IOL. Kadeapbl MaToJOrMYecKoin
AQHATOMUU C KYPCOM CyIeOHOI1 MEAMLIMHBI TOTO XK€ YUPEXACHUS

355017 CraBporoub, y1. Mupa, 1. 310

B cBs13M ¢ mMMpPOKOM MMMYHM3ALMENH TPOTUB Kpac-
HYXH, BeIyIIasi pOJib B CTPYKTYPe BUPYCHBIX MH(DEKIINIA,
GopMUPYIOIIUX TTOPOKU, TMPUHAMIECKUT BPOXKICHHOM
HUTOMeTaloBupycHoi mHdekuuu [3, 4]. Bupyc uuro-
MeTaJIu1 BBI3bIBACT CTPYKTYPHBIE M3MEHEHUS B KOpE TO-
JIOBHOTO MO3Ta U 3aJIep>XKy MUETUHU3AIUU OeJIoro Be-
mecTBa [2, 5, 6]. KopkoBble MOPOKM MPU BPOKIAEHHOM
LIUTOMETAJIOBUPYCHON MHMEKIIUM  XapaKTepU3YIOTCS
pa3BUTHEM MaXWUTUPUH, TOJTUMUKPOTUPUU, KOPKOBOI
IVCTUTa3uu 1 reteporonuu [5, 6]. Cpean MOpoOKoB Tie-
proJa opraHoreHe3a JAMAarHOCTUPYIOT aHOMAaIUM Ke-
JIyTOYHO-KMUIIIEYHOTO TpakTa, CepAeYHO-COCYAUCTOMN
1 OpoHX0JIeTroYHOI cucteM [3, 7—9].

Bonbioe 3HaueHre B CTPYKTYpe MHMPEKIMOHHBIX TO-
POKOB HOBOPOXKIEHHBIX MMeeT W BHYTPUYTPOOHBINA TOK-
corta3zmo3 [10, 11]. Ilpm TokcorurazmMeHHON WH(MEKINN
y TI0/1a HEPEIKO pa3BUBAIOTCS (DETOMaTUM TOJIOBHOTO MO3-
ra u rna3. PebeHOK poxnaercst ¢ MOoCcTaIHIEehaTMYeCKUMU
nedexktamu: HeoOpatumbiMu nopaxkeHusiMu LITHC, monHoit
WY YaCTUYHOM CJIeTIOTOM, MOopoKaMu cepjila, paclierie-
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bapwivesa J1.10. u coasm. Knmiauueckue u Mopdosiornieckiie 0cOOeHHOCTU TOPOKOB PA3BUTHS Y IETEH ¢ BPOXKIEHHBIMU IIUTOMETaTOBUPYCHOIA. ..

HUEM TBepIOro Heba U BepXHel IyObl, HeIOpa3BUTHEM KO-
HEYHOCTEN, MHTEJIJIEKTyaIbHBIM neuiuroM |2, 8, 10—13].

Ileab mccnenoBanusa: cpaBHUTEIbHAS XapaKTePUCTH-
Ka MOPOKOB pa3BUTHUS 1 pe3uayaTbHbIX UCXOMIO0B y HeTei
C BPOXJIEHHOW ITMTOMETATOBUPYCHOM M TOKCOTLIa3MEH-
HO# MH(DEKIIUSIMU.

Matepuan n metoabl

OcHOBY pabOTBhl COCTaBWUJI PETPOCTIEKTUBHBINM aHa-
JIN3 Pe3yJIbTaTOB HaOJIIo/IeHUsI AeTeil paHHero Bo3pacTa
C BHYTPUYTPOOHBIMM WHMEKIUIMU U TOPOKAMM pa3-
BuTusi. B 127 ciayyasx y gereil ¢ mopokamu pa3BUTHSI
JMMarHOCTUPOBaHA BPOXIEHHAs IIUTOMETAJIOBUPYCHAs
nHDeKIUs, B 69 — BpOXKIEHHBIN TOKcomazMo3. Ooce-
JIOBaHWE NeTell W HabJogeHue 3a HUMU TPOBOIVIIUCH
Bnieprona 1992—2012 rr. Ha 6a3e otneneHuit Kpaesoii net-
CKOW KIMHUYecKoi 6obpHULIbI 1 KpaeBoil KTnHUYeCcKo
nHGEKIMOHHOM 601bHUIIBI CTaBpPOMOIS.

JI1st IMarHOCTUKK BPOXKIEHHOM LIUTOMETAIOBUPYCHOM
MHGEKIIMK U BPOXKIECHHOTO TOKCOTLIa3M03a UCTIONh30BAJICS
KOMIUIEKC CEepOJIOTMYECKHUX W MOJIEKYJISIPHO-OMOIoTnye-
CKHMX METOJIOB ¢ orpenesieHneM crnermduueckux IgM u IgG
C MHIEKCOM aBHIHOCTH K IIUTOMETAJIOBUPYCY METOIOM M-
MyHO(EPMEHTHOTO aHaJli3a y MaTepeil u eTeil B TapHbIX
coiBopoTkax. Oo6HapyxeHune JHK 1mmromeranoBupyca
u Toxoplasma gondii B KpOBU OCYILIECTBIISLTA METOIOM MO~
Mepa3HOo LieNHoM peakiu. B pabote rpoBoauiicst aHau3
MPOTOKOJIOB BCKPBITUI YMEPIIUX JeTeid, BBITOJTHEHHBIX
Ha 0a3e MPO3eKTYpbl KPAeBOIi NETCKON KIMHUYECKOI 00JTb-
HUIIBI U TOPOJCKON KIMHUYecKoit 6ombHUIIEI Ned4 CTaBpo-
rosist; 113 citydaeB ceKIIMOHHBIX HAOTIOACHWIT MMEJTU TTaTO-
MOP(MOTOTUYECKYIO KapTUHY BPOXICHHOW ITMTOMETAINH,
40 — BpOKIEHHOTO TOKCOILIa3MO3a.

JHK muTomerasoBupyca B KpoBM ObLla BbISIBJIEHA
y 48,0% neteit, IgM nutomeranoBupyca —y 7,1%, croii-
Koe yBeinndeHue KonmdectBa IgG mpu TMHAMUYECKOM
HabmoneHUU B TeueHue roga — y 74%. B 22,8% cnydaes
JIMarHO3 BPOXAEHHON IIUTOMETATIOBUPYCHOM MHOEKIINU
BepU(UILIMPOBAH TOJBKO TOC]IE CMEPTH IO TaHHBIM TIa-
TOMOP(OJIOTUIECKOTO UCCIIETOBAHMSI.

Boisssnenune JHK Toxoplasma gondii B KpoBu oTMeua-
Jocky 26,8% neteit, IgM Toxo —y 11,3 %, cToiikoe omnpe-
nenenve IgG Toxo B TeyeHue roma — y 59,4%. Y 72,5%
YMEPIINX IeTell ¢ BPOXIEHHBIM TOKCOTUIa3MO30M JIHa-
THO3 BepU(PULIMPOBAH TOJBKO TTOC]Ie CMEPTH TI0 JaHHBIM
nmaToMop(OJI0TUYECKOTO NCCIIeIOBaHUSI.

JI71sT CTaTUCTUYECKOTO aHaIn3a Pe3yabTaTOB UCITOJb-
30BaJyicsl makeT mporpamM Attestat 10.5.1. Tlpu ouenke
pasanMuMii KadeCTBEHHBIX TMPU3HAKOB WCITOIh30BAICS
KpUTEpUit 2.

Pe3ynbTathl U 06CyXaeHue

Ilo manHbIM apxuBHOTrO Martepuana KpaeBoii meTckoit
KJIMHWYECKOM OOJTbHUIIBI M U IETCKUX oTAeneHuit KpaeBoii
KJIMHNYECKOI MHMPEKIIMOHHOM 00IBHULIBI B TTIepron ¢ 1992
10 2012 &. kmmHndecKn MaHU(eCTHBIE (POPMBI BPOXKISHHO
LIMTOMETAJIOBUPYCHOM MH(MEKIIMM TuarHocTupoBaHbl y 308

JIeTeii, BpoK/IeHHOTO ToKcortazmosa — y 103 neteii. [Topo-
KU pa3BUTHS 3apervcTpupoBanbl y 127 (41,2%) neteit 'y 69
(70%) nmeteit ¢ IUTOMETAIOBUPYCHOM M TOKCOTUTA3MEHHOM
nHdexkumsMu cootBeTcTBeHHO (p<0,05). DM netu ObuU
BKJTIOUEHBI B HACTOSIIIIEE UCCIICIOBAHME.

HeTn ¢ BpOXICHHOW LIMTOMETaJIOBUPYCHON MH(MEK-
LI1el 9acTo poXIaInCch HemoHOeHHBIMK (26,0%), ¢ 3a-
JEPKKOW BHYTpUYTpOoOHOTO pas3Butus tuioga (22,8%).
B 81,1% (103) ciyyaeB oTMedajiach reHepaln30BaHHAs
dopma nHbekunu, B 18,9% (24) — nepedbpanbHast. bojb-
1Iast 9acTh JAeTei poaWIach OT MaTepeil ¢ OTITOIIEHHBIM
comatnyeckum (60,6%) M aKkyliepcKo-rMHEKOJOTHYe-
ckuM (65,3%) arHamMHE30M.

VY nereii ¢ uepedpanbHOi popmoit (n=24) BpoxIeH-
HOI nuTOMeranoBupycHol nHdekunu rnopaxkenue LHHC
C POXIEHUST XapaKTepU30BaJloCh HeCTeln(pUIeCcKoi
KJIMHUYECKOW CUMIITOMaTuKoil — yrHereHueMm [IHC —
y 14 (58,3%"), npu3HaKaMu TUMEPTEH3MOHHO-THAPOLIE-
danpHOTO cHApoMa — y 13 (54,2%) m cymoposKHOTO —
v 5(20,8%) cunampomos. K 1,5—2 mMec 3KU3HM 0OTMEYaIOCh
HapacTaHHWe TTaTOJIOTMUECKUX HEBPOJOTUYECKUX CHUM-
MITOMOB — y4arieHue cymopor — y 9 (37,5%) nmeteii, miu-
paMUIHBIX paccTpoiicTB — y 16 (66,7%), ouaroBoii cum-
MITOMATHKY B Buze Huctarma — y 4 (16,7%), acummetpuu
MUMUYECKOM MycKymatypel — y 4 (16,7%), Kocornazust —
v 5(20,8%), iceBmobyns6apHoro cuHapoma —y 2 (8,3%).
PasButne MeHUHTORHIIEDaUTa ¢ GOPMUPOBAHUEM Me-
HUHTeaJIbHOTO CUHApOMa oT™Meuanoch y 3 (12,5%) nereid.

V 8 (33,3%) neteii sHLIEDATUT TPUOOPET BOITHOOOpa3-
HOe TeueHUe ¢ TiepruogaMu obocTpeHus B 4—6 (y 4 neteir)
u 7—12 mec xu3nu (y 5 nereit). Habnonanocs nocreneH-
HOe HapacTaHWe CUMITTOMOB MWHTOKCUKAIIMW, Pa3IMIHbIE
HapylIeHUsT YPOBHS CO3HAHMS — OT 3aTOPMOXKEHHOCTH
1o coropa. Yepes 10—14 gHeit mociie Hayajga 000CTPEeHMS
BBISIBJISTIACh O4YaroBasi CUMITTOMAaTHKa B BUJE TApOKCHU3-
MOB FOPU30HTAJILHOTO HUCTarMa, HapyIIeHHit CO CTOPOHBI
IJIa30IBUTATETbHOTO HepBa, TTOSIBJICHUST cuMIniToMa Ipede.

VY neretli ¢ reHepaIM30BaHHON (hOPMOIT LIMTOMETATIOBU -
pycHoii ungekuuu (n=103) B nedroTe 3a001eBaHMs IPE0O-
JIaialollieil SIBJsiIach 001IeMO3roBasi cuMnroMatuka. ¥y 27
(26,2%) neteit pazBuBaIch cypoporu,y 70 (68,0%) — yrae-
tenne LHHC, y 59 (57,3%) — siBneHuUsT TUIIEPTEeH3MOHHO-
ruapoledaibHOro cuHapoma, y 6 (5,8%) — BereToBHCIIE-
pasibHbIX HapyieHuit. B Bo3pacre 1—3 Mec OKKIII03MOHHAst
BHYTPeHHSIsI ThApoledanus amarHoctuposata y 6 (5,8%)
JeTelt, HapyXXHast U BHYTpeHHssI — Y 9 (8,7%).

B 33 (32,0%) caydaeB MOATBEpKIAICS TEKYIIUMA 2H-
edaluT ¢ JUINTEIbHBIMU OYarOBBIMU M JBUTATEIbHBIMU
HapymeHusiMu. O4aroBble U3MEHEHMST XapaKTepHu30Ba-
JIUCh CTBOJIOBBIMM PACCTPOMCTBAMU B BUIE HUCTArMa —
y 20 (19,4%), cxomsuierocs kocornasust — y 10 (9,7%),
aCUMMETPUM MUMUIEeCcKoil MycKymatypsl — Y 9 (8,7%),
TceBIoOyIb0apHBIX HapylIeHui —y 7 (6,8%), nerkoii ne-
BUaLMM si3bika — 5 (4,9%) naumentos. [TupamuaHble Ha-

' 3nech u nanee % BBIYMCIIECH YCIOBHO, TaK KaK KOJIMYECTBO AETEi
meHble 100.
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pyleHus BRIABISUMCH ¥ 16 (15,5%) neteit, akcTpanupa-
munHeie —y 3 (2,9%) nereii. B 4 (3,9%) cinydasx y nereit
¢ KpaifHe TSKeJTBIM COCTOSTHUEM MMENT MECTO PacCTpOii-
CTBa TJIOTAHMS, COCAHUsI, IbIXaTeJIbHbIe HApyIIeHUSI.

Temopparnueckue TposiBJICHUSI B BUIE KPOBOU3IIHSI -
HUI B CKJIEPY, TOYEUHBIX METEXUIl Ha JIMIIe, TYJOBHUIIE,
KOHEYHOCTSIX uMesn MecTo y 14 (13,6%) neteii. [Tokasa-
TeJM TPOMOOLIUTOB CHIKAIMUCH 10 50—100-10°/71.

Cneunduueckoe mopaxkeHWEe OpraHOB JIBIXaHMS
C pa3BUTHEM I[IUTOMETAJIOBUPYCHOW ITHEBMOHUU OT-
MeueHo y 50 (48,5%) neteii. B 20 (19,4%) caydasix ObuT
JIWarHoCTUpoBaH Kapaut, B 19 (18,4%) — Tokcuyeckas
kapauoratus, B 14 (13,6%) — KauHW4YeCKUe TPU3HAKU
Hedputa. LIUTOMETATOBUPYCHBIN TEMaTUT AUArHOCTH-
poBaH y 27 (26,2%) neteil, UUTOIUTUUECKUI CUHIPOM
XapaKTepu30BaJicsl YMEPEeHHOI runepTrpaHcdepazemueit
(B 2—3 paza Belllle HOPMBbI). [emaromeranus oTMeyeHa
v 58 (56,3%) nereii, crieHomeramus —y 15 (14,6%).

SBIeHUs SHTepOKOJINUTA Habmomaauch B 16,5% ciy-
yaeB. Jepuumt mMaccel peructpuponaics y 19 (18,1%)
JIeTeit, B TOM yucie runoTpodust epsoit (3,9%), BTopoit
(7,8%) n Tpetbeii (6,8%) crereHn.

B ctpykType BpoxkIeHHBIX TOpOKOB y 127 nereit ¢ 1m-
TOMETATOBUPYCHOM WHMEKIMe Tpeodmagai aHOMAaTNKI
pazsutus LIHC ¢ ¢popmupoBaHreM OKKITFO3MOHHOW BHY-
tpenHeit (18,9%) n cmemannoit (20,5%) rumpouedanin,
Mukpouedanu (12,6%), TOJTHOM T YaCTUIHOM aTpohun
JIMCKOB 3pUTeTbHOTO HepBa (14,2%), HelipOCeHCOPHOM Ty-
royxoct (1,6%). TTopoku pa3BUTHSI BHYyTPEHHHUX OPTraHOB
cocraBuin 39,4%, B ToM uncie 13,4% — nopoku cepaua,
7,9% — KocTHO-XpsIeBoi TKaHu, 7,1% — MOYEIToNoBOM
cucteMbl, 11,0% — XeTya0YHO-KUIIIEYHOTO TPaKTa.

YV 78 (61,4%) u3 127 neteit COCTOSTHUE TTPOTPECCUBHO
VXYIIIAIOCh C Pa3BUTHEM JBIXaTeJIbHOM U CepIeYHO-CO-
cynucToit HemoctatogHOCTH (Y 51,2% TallieHTOB), CUH-
JpoMa TUCCEMUHMPOBAHHOTO BHYTPUCOCYIUCTOTO CBEP-
teiBanus (y 33,1%), oTeka-HabyxaHUsI TOJIOBHOTO MO3ra
(y 37,8%), monmuopranHoi HegoctatouHocty (y 12,6%),
TOKCUKoaucTpoduaeckoro cocrostHus (y 7,1%).

B rpymne ¢ reHepanm3oBaHHOI (popMOii 32001 BaHNST
ymepau 76 (73,8%) u3 103 meteit, ¢ uepedbpanbHO (hop-
Mot — 2 (8,3%) u3 24 neteii. KonnmdecTBo yMepImx aeTei
Ha MepBOM MecsI1e XXU3HU cocTaBuio 47, B 1—3 Mec Xu3z-
HU — 23, B 4—6 Mec XU3HU — 6, B 7—12 MecC >KU3HU — 2.

Mopdonoruueckue KapTMHa Yy yMepUIuX JAeTei
(113 cnyyaeB CeKIMOHHBIX HAOMIOAEHUIT) XapaKTepu3o-
BajlaCh TIOJIMOPTAHHOCTBIO TopaxkeHusi. Hambonee va-
CTO LIMTOMETraJIM4ecKoMy MeTaMop¢o3y IOABEprajlich
KJIETKU CITIOHHBIX XeJe3 (46,9%), Tkanb nerkux (34,5%),
novek (19,5%), ronosHoro mosra (10,6%), KuireyHnKa
(12,4%). Criettncpmaeckue KJICTKA B TKAHU TTEYeHU 0OHa-
pyxuBamuch B 7,1% ciydaeB, MOIKETYTOTHOM KeTe3bl —
B 2,7%, HaanoyedHukoB — B 1,8%, muokapna — B 1,8%.

VYV 80,6% ymepiux geteii peTMCTPUPOBAINCH TTPOSIB-
JIEHUST IIUTOMETAJIOBUPYCHOTO chajioaneHnTa, y 59,3% —
mHeBMoHMM, Y 21,2% — cnenu@uyeckoro OpOHXU-
Ta, 6poHxuonuta, y 54,9% — MeXyTOYHOTO KapawTa,
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y 66,4% — renaTuTa ¢ HecrelUpUIECKUM MeTaMopdo-
30M TeNaTOLMNTOB B MHOTOSIIEPHbIE TUTAHTCKUE KJIETKH,
y 61,1% — ouaroBoro HedpuTa, y 27,4% — SHTEpOKOJIUTA.
B 58,4% cnyyaeB Ha CeKIIMU BBISIBIISUITUCH TTPU3HAKH TTO-
paxxenus LIHC B Bume cepo3Horo MeHMHTO9HIIEhaINTa
(40,7%), Bentpukynura (6,2%), cyosneHAMMApHOTO SH-
uedanmuta (17,7%).

Y 49 BbrkMBIIMX AeTeil (OPMUPOBAIUCH MHBAIM-
IU3UPYIOIINE TOCIEICTBUAS TepeHeCeHHOTo Tpoliecca
B BUJIE OKKJTIO3MOHHOM BHYTpeHHel —y 9 (18,4%) u cme-
maHHoit — y 13 (26,5%) runpouedanuu, MUKpoueda-
i —y 9 (18,4%), netckoro 1epeOGpaJbHOrO Tapain-
ya —y 13 (26,5%), sntucunapoma —y 6 (12,2%), arpodun
3puteabHoro Hepsa — y 7 (14,3%), HeiipOCEHCOPHOM Ty-
royxocti — v 4 (8,2%), BpOXIEHHOTO TTIOpOKa cepia —
y 3 (6,1%), MOPOKOB pa3BUTHSI MOUYEITOJIOBOTO TpaKTa —
v 4 (8,2%) 1 KocTHO-CycTaBHOI cucteMbl —y 3 (6,1%).

BpoxaeHHBIN TOKCOIIa3MO3 OBLT BBISIBJIEH Y 69 ne-
Teil ¢ TopoKaMu pas3BuTHsI. [eHepanmu3zoBaHHas dopma
MUarHocTUpoBaHa y 21 pebeHKa, MEeHUHTO3HLIedaTye-
ckast —y 12 u sHuedannyeckas — y 36.

Borbimast yactb neTeii ¢ BposKIEHHBIM TOKCOTIa3MO30M
POIMIINCH OT MaTepeii ¢ OTATOIIEHHBIM COMaTUIECKUM — 47
(68,1%) n akymepcko-ruHekoyormdeckum — 26 (37,7%)
aHaMHe30M. BBICOKMIA TIPOIIEHT SKEHIIIMH UMENT BpeIHbIe
TpUBBIYKA — KypeHue (13%), ymoTpeGieHne aikorost
(8,7%), napkotukoB (5,8%). 3HauuTeNbHAST YacTh JeTei
POIMINCH paHblle cpoka — 33 (47,8%) ¢ mpu3HaKaMu 3a-
JePXKKW BHYTPUYTPOOHOTO pa3Butust riona — 29 (42,0%).

TsoKecTb COCTOSTHUS TIPU TeHepalu30BaHHON (hopme
Obl1a 00YCITOBJIEHA SIBICHUSIMU MHTOKCUKAIIUU WJIA TOK-
cuko3a — y 19 (90,4%) nerteii, popMUpOBaHUEM TIOH-
OpraHHbIX TTOpaXKeHUH ¢ pa3BUTHEM ITHEBMOHUU — y 18
(85,7%), menmnrosHuedamuta — y 8 (38,1%), kapmm-
ta—y 7 (33,3%), rematura — y 9 (42,9%), Hecdbpura — y 5
(23,8%), antepokonuta — y 12 (57,1%). I1pn HeBpOIOTH-
yeckoM obcnenoBannu y 13 (61,9%) neteii ipeobnamanu
sieineHust yruereHust LIHC c pazsutuem koMbl 2—3-ii cTe-
neun y 4 (19,0%). B 7 (33,3%) caydasix oTMeYallich Tpu-
3HAKW TMOBBIIIEHHO HEPBHO-Pe(IEKTOPHOIM BO30YINMO-
ctH, B 8 (38,1%) — KIIOHWYECKNE M KIIOHUKO-TOHMYECKIE
cynoporu, B 2 (9,5%) — moBTopHBIe anHo3. Y 4 (19,0%)
HOBOPOXKIEHHBIX BBISIBJISIACH OYaroBasi CMMIITOMAaTHKa,
y 15 (71,4%) — npy3HAKY TMPAMUTHON HETOCTAaTOUHOCTH
10 TUTIO- ¥ TUTTIEPTOHMYECKOMY BaprUaHTaM.

TNopaxenue LIHC nmpu mennaTrosH1IEDamueckoit pop-
Me BPOXIEHHOTO TOKCOTUIa3M03a OTMEYAIOCh B 12 cirydastx
¥ HOCUJIO OCTpHIi (5 ctydaeB) win nogocTphbiii (7) xapakrep.
YV GonblIMHCTBA AeTell Tpoliecc J1e0TUPOBal B MepBbie
JTHU 3KU3HA HEBPOJIOTMYECKOM CUMITTOMATUKOM C Pa3BUTHSI
CUHIIpOMa yTHeTeHUs (Y 5) 1 Cya0opoKHOTO cuHapoMa (y 4).
TunepreH3noHHO-THApPOLeaTbHbIE  TPOSIBICHUST  PETU-
CTPUPOBAINCH Y BCEX HOBOPOXKIECHHBIX M UMEJH TTPOTpec-
CUPYIOIINIA XapaKTep B BUAE HapaCTaHUsI BHYTPUUIEPETTHOM
TMTIEPTEH3UH W TIOSIBJICHUSI 0YaroBbIX YepeITHO-MO3TOBBIX
HapyleHuii. Y 4 nerteil 3a0oeBaHNe pa3BUBAIOCh MOCTE-
MEHHO C TIOBBIIIEHHOW HEPBHO-PedIeKTOPHOI BO30YyIM-
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bapwivesa J1.10. u coasm. Knmiauueckue u Mopdosiornieckiie 0cOOeHHOCTU TOPOKOB PA3BUTHS Y IETEH ¢ BPOXKIEHHBIMU IIUTOMETaTOBUPYCHOIA. ..

Tabauya 1. Ilopoku pa3BUTUS BHYTPEHHUX OPTAHOB Y JeTeii ¢ BPOXkKIeHHbIMH IuTOMeragoBupycHoii (BLIMBU) u Tokconiia3men-

Hoii (BT) undexumsamu

IMopoku pa3BuTust

pu Xusuu (n=127)

BLIMBU

Ha cexuuu (n=113)

TpY XU3HU (1=69)

BT

Ha cekiuu (n=40)

[Topoku cepaua

JledexT MexXIpencepaAHOl MeperopoiKu

JleeKT MexKeTy104YKOBOM Mepero-
POIKM

CTeHO3 YCThsT a0PTHI

CpalieHue CTBOPOK MUTPATbHOTO
KJIarmaHa

OTKPBITBII apTepUaIbHBIN MPOTOK
dubposiacTos

[THeBMOMmaTHn

BpoxkneHHbIe OpOHX0KTa3bl
BpoxxaeHHble aTeseKTasbl
Henopa3zButye 1eroyHoi TKaHN
Henopa3Butre 6poHXoB
[unonnasust 10au JETKOro
Bpoxnennbie mopoku 2KKT
ATpe3usi MUIIeBoIa
AHOpeKTaJIbHas aTpe3usi

ATpe3us TolIe ¥ MOAB3AOIIHOM KUIITKU
ViBoeHMe KUIIEYHOM TPYOKHN
Tacrpommsuc

OO0111as1 OpblKeiiKa KMIIeYHUKA
ATaHIIN03 000TOYHOIN KHUIIKKA
CyXeHue XeJTYHOro MpoToKa
AHOMAaJIMU MOYETIOJIOBOM CUCTEMBI
VYinBoeHue Movyex

OtcyTCcTBYE MTOYKU

Tunocnagus

Kpunrtopxusm

[unoronagusm

KucrosHnas aucruiazus moyek

Henopa3utue HepoHOB

13,4 (17)
(8,0-20,6)
7,1(9)
(3,3—13,0)
2,4 (3)
(0,4—6,7)

0

0

0,8 (1)
(0,02—4,3)
3,1(4)
(0,9—-7,95)

0
0
0
0
0

0
11,0 (14)
(6,2—17,8)
4,7 (6)
(1,8—10)
3,9 (5)
(1,3-8,9)

0

0

2,4 (3)
(0,5-6,7)

0,8 (1)
(0,0204,3)
2,4 (3)
(0,5-6,7)

0

3,1 (4)
(0,9-7.9)

0

0

45,1 (51)*
(35,7—54,8)
4,4(5)
(1,5-10)
4,4 (5)
(1,5-10)
0,9 (1)
(0,02—4,8)
0,9 (1)
(0,02—4,8)
0,9 (1)
(0,02—4.,8)
32,7 (37)*
(24,2-42.2)
34,5 (39)*
(25,8—44,0)
0,9 (1)
(0,02—4,8)
10,6 (12)
(5,6—17.8)
12,4 (14)*
(6,9—19.9)
8,0 (9)
(3,7—14,6)
0,9 (1)
(0,02—4,8)
23,0 (26)*
(15,6-31,9)
4,4 (5)
(1,5-10)
3,5(4)
(1,0-8,8)
3,5(4)
(1,0-8,8)
2,7 (3)
(0,6—7,6)
2,7(3)
(0,6—7,6)
5,3 (6)
(2,1-11,2)
0,9 (1)
(0,02—4,8)
0,9 (1)
(0,02—4,8)
29,2 (33)*
(21,0-38,5)
1,8(2)
(0,02—6,2)

0

1,8(2)
(0,02—6,2)

0

3,5(4)
(1,0-8,8)
3,5(4)
(1,0-8,8)
18,6 (21)*
(11,9—26,9)

1,4 (1)
(0,6—7.8)
1,4 (1)
(0,3-7.,8)

0
0
0

0

1,4 (1)
(0,1-7,8)

1,4 (1)
(0,2-7,8)
1,4 (1)
(0,2-7,8)
1,4 (1)
(0,2-7,8)

2,9(2)
(1,6—10)
1,4 (1)
(0,2—7,8)

1,4 (1)
0,1-7,8)
1,4 (1)
(0,2-7,8)

0
0

0

7,5 (3)
(2,1-20,4)
2,5(1)
(0,3—13,1)

0
0
0

0

5,0(2)
(10,2—16,9)
7,5(3)

0

7,5(3)
(6,0—20,4)

0
0
0

5,002)

2,5(1)
(0,3—-13.1)
2,5(1)
(0,3-13,2)

0
0
0
0

0

2,5(1)
(0,06—13.1)
5,0(2)
(4,2-15,9)

0
0
0
0

0

502)
(1,2-16,9)

0

IIpumevanue. KKT — XeqynouyHO-KUIIEUHBI TPaKT. 31eCh U B Ta0J. 2—4 MpencTaBiIeHbl TTOKa3aTeIM: BEPXHsisl CTpoka — % (abc.), HYDKHSS
cTpoKa — 95% MOBepUTENIbHBIN UHTEPBA, * — IOCTOBEPHOCTH pasanunii nokasareneit (p<0,05) y gereit c BLUMBUW u BT (kputepuii x?).
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Tabauya 2. Tlopoku pa3BuTHSI KOCTHO-XPALIEBOI TKAHU y AeTeil ¢ BPOKIeHHbIMU uToMerajioBupycuoii (BLIMBMU) u Tokconnas-
MmenHo# (BT) undexkumusamu

BLMBU BT
o g npu XKusau (n=127) Ha cekuuu (n=113) mpu Xu3Hu (n=69) Ha cexuuu (n=40)
KocTHo-XpsiieBbie MOpoKu ( 37’ 339_(112,)0) ( é}éig }f;) ( ;di 532)),2) 0
Ilnatucnonnumus ( 0?65_(2 3) ( Of)()’g—(lt), 8) 0 0
TMonupakTunus ( 03’ ’91_(;‘ ,)9) (2,65’3 g)’ 3) 0 0
ATru1a3us MSCTHBIX KOCTEN (0?65_(2 3) (0?62—(5),8) (0’163_(17), 8) 0
Arnnasusi hajlaHT najiblieB (0?0’5_(2 3) (Of)()’g—(lt), 3) (0’10’2_(]7)7 8) 0
HenpaBuibHbBINM POCT MATBIIEB (0?0’5_(2 3) (0?63_(1‘),8) 0 0
Jlucriia3ust Ta300eApEeHHBIX CYCTaBOB 0 (0?62—(11),8) ( 0’242 %)’ 1 0
JIBYCTOPOHHSISI KOCOJIAIOCTh ( 0?0’5_(2 3) 0 © ’10’2_(17), 8) 0
MuxporHaTust (0?652;_(2 3) (0?63_(2 8) 0 0

Tabauya 3. Topoku passutus ITHC u a3 y nereii ¢ BpoxkaenHbiMu nuTomeranoBupycHoii (BIIMBU) u Tokconnasmennoii (BT)

uHpeKuusaMI
I BIIMBUA BT
OPOKH PASBITIA npu Xusuu (n=127) Ha cekiuu (n=113) MpY XKU3HU (1=69) Ha cekiuu (n=40)
52,0 (66) 38,9 (44) 78,3 (54)* 77,5 (31)*
R (42,9-60,9) (29,9—48.6) (71-87,3) (69,4—89,2)
TR PTG 18,9 (24) 16,8 (19) 69,6 (48)* 62,5 (25)*
Aiport (12,5-26,8) (10,4-25,0) (40,2-80,1) (39,1-77,3)
20,5 (26) 19,5 (22) 2,9 (2) 10 (4)
IR o1 T S T (13,8-28.5) (12,6-28) (0,44-10,1) (3,4-23,7)
12,6 (16) 7,2 (5) 10 (4)
e (7,4-19,7) v (2,4—16,1) (3,4-23,7)
1,8 (2) 2,5(1)
IMaxurupust 0 (0,2—6,2) 0 (0,1—13,2)
AreHe3ursi MO30JIUCTOTO Teja 0 (0063_(? 8) 0 0
TLGpORs! pAARKIHAIIAS 16,5 (21) 8,0 (9) 49,2 (34)* 22,5 (9)*
(10,5—-24,2) (3,7—14,6) (26,6—61,6) (10,8-38,5)
10,1 (7)* 7,5(3)*
MukpodTanbmust 0 0 (4,2-19.8) (3,6—-20.4)
1,6 (2) 1,8 (2) 4,3 (3)
liomsiEone) (0,19-5,6) (0,2—6,2) (0,6—19.8) v
0,8 (1) 2,7 (3) 10,1 (7)
BpoxkaeHHas katapakrta (0,02—4,3) (0,5-7.5) (4,2-19.8) 0
14,2 (18 3,54 23,2 (16 12,5 (5
ATpodus gucka 3puTeJIbHOTO HepBa ® 6’—51 2‘) a b—(S )8) 15 ’3_(3 4 )9) 3 4’—2(6 )8)
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MOCTU M JBUTATENbHBIX HapyiieHuil. CpoKU TOSIBICHUST
CYIOPOXXHOTO CHHIPOMa COOTBETCTBOBAN 1 —3 MeC XKU3HMU.
YV 3 peteil umen MeCTO <«JIaT€HTHBIN» (CKPBITHIN)
MEHUHTOHIEeMaATNT, pPeaM30BaBIINICI KO BTOPO-
My TIOJYTOIUIO KU3HU OTCTaBaHWEM ITCHMXOMOTOPHOTO
U peYeBOTO Pa3BUTHSI, IPU3HAKAMY BHYTPUUYEPETTHOM '~
MepTeH3UH, CyaI0poraMu, POpMHUPOBAHUEM OKKITIO3MOH-
Hoii ruaponedamuu. [TopaxkeHue a3 mpu MEHUHTOH-
1edaandeckoit (hopMe yalie HOCUIIO XapaKTep TEKYIIIEero
BOCITAJIUTEIBHOTO Tiporiecca. B 2 ciydasix oTMedalliuch
XOPUOPETUHUTHI, B | — yBEUTHI OOOUX IJIa3.

V 36 pmereii ¢ sHIeDaTUIECKOM (HOPMOI BPOXKIEH-
HOTO TOKCOTUTa3M03a JTMarHOCTUPOBAaCh BPOXKIECHHAST
ruapotedanus. 3abojieBaHUe MaHU(MECTUPOBAIO HEB-
POJIOTUYECKUMU HAPYIIEHUSIMU C TIEPBBIX YACOB KU3HU.
B 00BEKTHBHOM CTaTyce OTMEYATNCh SBICHUST TUTIEPBO3-
oymumoct — y 25 (69,4%), yruetenust — y 11 (30,6%),
ToHMYecKue cymopor — y 5 (13,9%), anmHos 1eHTpalib-
Horo TipoucxoxaeHus —y 7 (19,4%).

V Bcex MaluMeHTOB PerMCTPUPOBAIACh OKKITIO3MOH-
Has BHyTpeHHsis runpotiedanus, y 12 (33,3%) neteit ona
OblJ1a IEeKOMIIEHCUPOBAHHOM, YTO TpeOOBaJIO ONepaThB-
HOTO BMemaTenbeTBa. B 24 (66,7%) cnyvasx ruapolueda-
JINST MeJla KOMIIEHCUPOBAaHHYIO (hOpMy ¢ TIpU3HaKaMu
MPOTPECCUPOBAHUS Mpoliecca.

V 8 (22,2%) neteii ¢ poxkaeHusT TUApOLedaTns co-
yetanach ¢ Mukpornedamueir. B 12 (33,3%) ciygasx

BBISIBJISIJIACH OYAroBasi CUMIITOMATHKa B BUIE Hapylle-
HUSI Y€PEITHO-MO3rOBBIX HEPBOB. OTMEYalnCh BEPTH-
KaJIbHBI M TOPU3OHTANIbHBIN HUCTarM — y 7 (19,4%),
pacxoasuieecss kocornazue — y 4 (11,1%), onymieHue
yrina pra — y 3 (8,3%). JBuratenbHble HapylIeHUsI
GopMHUpPOBaTUCh B TeYeHUE TEPBOTO Mecsla XKU3-
HU U TIPOSIBJISIIUCH CITACTUYECKUM I1ape30M BEPXHUX
/WA HUKHUX KOoHewHocTelt — y 15 (41,7%), BAIBIM
tetpanape3oM — y 4 (11,1%), nMCTOHUYECKUMU pac-
crpoiictBamut — y 2 (5,5%).

Crenmduieckoe opaskeHue TJ1a3 y IeTeii mpu sHIeda-
Jmaeckoit (popme Habmonmanoch y 32 (88,9%) neteii, B ToMm
yucie mopoku pasputus —y 18 (50%). Ipu odranbmo-
JIOTUYECKOM 00CIeI0BaHUN JIMAarHOCTUPOBAINCH MUKP-
opramemust —y 7 (19,4%), konobomMa pamy>KHOI 000I0U-
K1 1 cetyaTku — y 3 (8,3%), KaTapakTa OTHOTO WA 000X
ma3 — y 7 (19,4%), nonHasg WM YacTUYHAS aTpoGus
3pUTETTbHBIX HepBOB — y 15 (41,7%), XOpUOPETUHUT —
v 8(22,2%), yBeut —y 2 (5,5%), xepatut —y 2 (5,5%).

ITopoky pa3sBUTHSI BHYTPEHHUX OPraHOB PETUCTPU-
poBasch y 9 (13%) u3 69 nereii, B TOM 4uCJie TTOPOKU
cepaua — y 3 (4,3%), KOCTHO-XPSILIEBON TKaHU — Yy 5
(7,2%), kemymodyHO-KHUIIEYHOTO Tpakta — y 3 (4,3%),
MOYEToJIoBOI cucteMbl — Y 3 (4,3%). JleTanbHOCTBD Y 1ie-
Teil ¢ TOpOKaMU MPU BPOXKIESHHOM TOKCOILJIa3M03¢ Oblia
JIOCTOBEPHO HWXKe, YeM TPU IIUTOMETaJOBUPYCHOW WH-
dexuun — 24 (34,8%) cnayaas (p<0,05).

Tabauya 4. Pe3unyaibhbie UCX0bI y 1eTeii ¢ BpoxkaeHHbIMU uToMeraioBupycHoii (BLIMBMU) u Tokconnasmennoii (BT) undexkumsavu

PesunyanbHbie NCXOIbI BLIMBMU (n=49) BT (n=45)
OKKITI03MOHHAsI BHYTPEHHSISI TUAPOLIe(haIus (51§f3(29 )O) (gi ’3_(33)2)
*
CwmerranHast Tuziporieanvst (%2’3_(41‘31,) 1) ( 3441 §25) 1)
18,4 (9) 8,9 (4)
Muxpornedanus (8,8—32,0) (5,4-21,2)
" " 26,5 (13) 53,3 (24)*
JeTckuii nepedpaibHbIi Mapaang (14,9—41,1) (24,8—68.3)
12,2 (6) 17,8 (8)
ONUCUHAPOM (4,6—24,8) (6,1-32,1)
£
AHOMaIMK pa3BUTUS IJ1a3 (Slgfzg )2) (?g ’g_(gi)g)
o 8,2 (4) 33,3 (15)*
OJTHAsI WJTV YaCTUYHASI CJIETTOTa (2,3-19,6) (6,2—49,0)
E3
HeiipoceHcopHast TyroyXocTh (126’3? 8) 0
o 77,5 (38) 77,8 (35)
TCTaBaHUE B MHTEJJICKTYaJIbHOM Pa3BUTUHI (63,4—88,2) (64,8—88.8)
22,5 (11) 22,2 (10)
OnurodpeHust (11,8—36,6) (12,2-37,1)
" 16,3 (8) 62,2 (28)*
LlepedbpacTeHnYecKHe pacCTPONCTBA TOBEACHUS (7.3—-29.7) (19,9-76,2)
CocTosiHHE MOCJIe ONEePaTUBHOTO JIEYEHUsI BPOXKIASHHBIX TTOPOKOB 6,1 (3) 2,2 (1)
cepaua (1,3—16,9) (1,7-12,8)
A y 8,2(4) 2,2 (1)
HOMaJIMW MOYETIOJIOBO CHCTEMBI (2,3—19,6) (1,2—11,8)
AHOMaJIMM KOCTHO-CYCTaBHOM CUCTEMBI (1 63’1_%)9) ( 1641?5;) 3)
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Ilo pmanHBIM MOPQOJOTMYECKOTO MCCICIOBAHMST
(40 ceKIIMOHHBIX HAOMIOACHUI) U3MEHEHUS B HEPBHOM
CHUCTEME Yy YMEpPIIUX JAeTel ¢ BPOXIACHHBIM TOKCOTLIA3-
MO30M MMeJn crienuduyeckuii xapakrep. B 37,5% cny-
YyaeB B TKAHW MO3Ta BBISBIISUINCH CBOOOIHBIE ITapa3uThl,
B 25% — uucrtel, B 67,5% — niceBnouuctsl. Y 57,5% ot-
MeYaJICh KUCTBI C 3pPHUCTBIMU I1apamMu, y 97,5% — ova-
I'M HeKpo3a, y 32,5% — y4JacTku o0bI3BecTieHus. Kpyr-
JIOKJIETOUHBIE JTMM(OTUCTUOLUTAPHBIE WHMUIBTPATHI
OTPENIEISTUCH Y BCeX JeTel, pacIioiarajirch Moj dMeH-
MO, B TIOAKOPKOBBIX LIEHTPAX, MSITKMX MO3TOBBIX 000~
Jnoukax. MHTepcTuIMaabHas TTHEBMOHUS BCTpedaiach
v 32,5% ymepIimx, TOKCOTUTa3MEHHBIN renmatut — y 35%.

B 7,5% cnydaeB B TKaHU MTeYeHU BBISIBIISITUCH CBOOOI -
HO JIexXallye MmapasuThl, B 5% 1mctel, B 12,5% — nces-
MOUMCTHI. SIBJIEHUST o4yaroBoro uiauM IudQGy3HOTO HMH-
TEPCTUIINATBLHOTO HepuTa perucTpupoBaiuchk B 27,5%
ciyvaeB. TokcomiasMeHHbIN TuMbaaeHUT Bepuduimpo-
BaH y 22,5% yMepImx aeTei.

'V BEDKMBIIUX IETEH C BPOKAEHHBIM TOKCOTLIA3MO30M
(n=45) onpeaensIMCh MHBATUAU3UPYIOIINE TOCAEACTBUS
MepeHeCceHHOoro Tipoliecca B Buae ruapoiedanum — y 45
(100%), mukpouedanmun — y 4 (8,9%), merckoro uepe-
6panbHoro mapamuya —y 24 (53,3%), snucuHapoma — y 8
(17,8%), skcrpanupaMugHbix — y 4 (8,9%) u ticeBmo-
OynbpbapHbIX HapymeHnit — y 1 (2,2%), moaHoi uin ya-
ctuyHoi cienothl — y 15 (33,3%), BpOXKIEHHBIX TTOPO-
KoB cepaua —y 1 (2,2%), aHoManuii MOYeTioJIoBOi — y |
(2,2%) n KocTHO-MbIIeuHOM — Y 3 (6,7%) cuctem.

B cooTBeTCcTBMM C 1IeJBIO MCCIIEOBaHUS TTPOBeIeHA
CpaBHUTEbHAsT XapaKTEePUCTHKA YacCTOTHI M CTPYKTY-
pPBI TTOPOKOB Pa3BUTHST Y IEeTell ¢ BPOXKIEHHBIMU LIMTO-
METaJIOBUPYCHOM W TOKCOIJIa3MeHHOM WH(MEKIIMSIMH.
I[lo maHHBIM TIATOMOP(OIOTMYECKOIO WCCIICTOBAHUM,
MPU BPOXAEHHOM LIMTOMETraJIMU Tpeodiagain 3MOpHo-
matun (54,9% cnydaeB), TIpU BPOXACHHOM TOKCOTLIA3-
Mo3e — (petormatum (95,1%; p<0,05).

BpoxneHHBIe MOPOKU cepilia B OOIIel CTPYKType
ITOPOKOB Yallle AMAarHOCTUPOBAIUCH TIPU IIUTOMETATIOBU-
pyCHOI MHMEKIINN, YeM TIPU TOKCOTUTa3MOo3e, U COCTaB-
JISUTA TIpY XXKu3HU neteit 13,4 u 1,4%, Ha cexuuu — 45,1
u 7,5% cootBeTcTBeHHO (Tabi. 1). OmHAKO TOCTOBEPHBIE
pa3Ius PETUCTPUPOBAIMCH TOJIBKO TTO MTAHHBIM MCCIIEe-
JIOBAaHMST ayTOTICUITHOTO MaTtepuaia. J{ocToBepHO yalle,
YeM MPH BPOXKICHHOM TOKCOTIIa3MO03€e, OTIPEIeIsiIcs 9H-
JIoKapAauanbHbII pubpoanactos (32,7%; p<0,05).

BpoxaeHHbIe aHOMAIMM GPOHXOJIETOYHON CUCTEMBI
y IeTeil ¢ paccMaTpuBaeMbIMU BPOXIEHHBIMU MH(EK-
LHUSIMH TIPU XKW3HU He JAUarHocTUpoBanmuch. [1pu maro-
MOpP(hOJIOTMIECKOM aHali3¢ TTHEBMOTIATUU Yallle BbISIB-
JISUTUCHh TIpU BpokaeHHo# uuromeramuu (34,5 u 7,5%;
p<0,05). Tlpm ykazaHHOM 3a00JieBaHUM uYallle, YEeM
MPU TOKCOTUTa3MO3e, OMPEACNISIOCh HeIOpa3BUTHE Jie-
rouHoit Tkanu (12,4%; p<0,05).

ITopoxu XeTyToIHO-KUIIIEYHOTO TpaKTa TaKxKe Jalie
pa3BUBAJIMCH TPU BPOXKIECHHON IIUTOMETATIOBUPYCHOM
nHbexmu. [Tpu XKU3HU UX pacTIpOCTPAHEHHOCTh B 9TOM

OPUINHAJIbHBIE CTATbU TNEPUHATOJIOInNS U HEOHATOJIOInsi

rpynme coctaBuia 11,0%, B rpymme ToKcoIjla3Mo3a —
1,4%, o ceKUMOHHBIM JaHHBIM — 23 1 5% (p<0,05) co-
OTBETCTBEHHO (CM. TaoI. 1).

PacnipocTpaHeHHOCTh aHOMAJIMiT MOYEBBIICTUTEb-
HOI CHCTeMBI B CTPYKTYpe TMOPOKOB MPH BPOXKIECHHBIX
LIMTOMETAIOBUPYCHOM M TOKCOIIA3MEHHOM WHMEKITUSIX
noctoBepHO He pasmudanuch (7,1 u 2,9%). Y ymepiux
JIeTe ¢ UUTOMETrajJueil MOPOKU MOYEMOJIOBOM CUCTEMBI
MUarHocTupoBanuch vaie (29,2%; p<0,05).

AHOMaJIUN KOCTHO-XPSIIEBON TKAaHW TPU KU3HU
6bLTH 3apernctpupoBaHbl y 10 (7,9%) neteii ¢ muToMera-
JioBUpycHOI nHbekumeit n'y 3 (4,3%) neteit ¢ BpoxKIeH-
HBIM TOKCOTUTa3M030M. [1pu maToMopdoI0rnyecKoM 1c-
CJIEMOBAHUN y JETEN C BPOXIAEHHOU TOKCOTIIa3MEHHOM
nHdeKIMel yKazaHHbIe aHOMAJIMU He ObUIM BepUUIIM-
pPOBaHBI. Y YMEPIINX AETel ¢ IUTOMETATIOBUPYCHON MH-
dekimein KOCTHO-XpSIIeBbIe TTOPOKU BCTpevyaauch B 13
(11,5%) cnygasx (ta6u. 2).

ITopoxu pazputus LHHC B cTpykType BpOXIeH-
HBIX TIOPOKOB Y MH(UIIMPOBAHHBIX AeTel Mpeodiagaiu
Mpu BpOXIEHHOM ToKcorutazmo3e (p<0,05) (tabn. 3).
OKKITIO3WOHHAsT BHYTPEHHSISI TUApoLeGaius py KU3HU
yalie perucTpupoBajiach y AeTeil ¢ BPOKIAEHHBIM TOKCO-
m1a3mMo3oM — y 48 (69,6%), ueM Tipu iUToMeraauu — y 24
(18,9%), p<0,05. CMmemanHast Tuaporedatus U MUKPO-
edanust vaiie BepUOUIMPOBATUCH TPW LIMTOMETaIO-
BUPYCHOM WHMEKIINN, OTHAKO MOCTOBEPHBIX OTIWYMIA
BBISIBJIEHO HE ObLIO. Y yMEpIMX JAeTeil OKKJIIO3UOHHAs
BHYTPEHHSST Tuapoliedainsl TakkKe 4Yalle BCTpedanach
MpU BPOXIEHHOM TOKcorutazmose — y 25 (62,5%) ne-
Tel, pexke TIPU LIMTOMEraJIoBUPYCHON MHMeKmu — y 19
(16,8%), p<0,05.

ITopoxu pazBuTHs a3 npeodnanaiu y aeTei ¢ Bpo-
JKIEHHBIM TOKCOTUTa3MO30M. AHOMaJMU OpraHa 3pe-
HUST OBITM OTUAarHOCTUPOBaHBI Y 34 (49,2%) mauueHTOB
¥ OBUTM TIpEACTaBICHBI MUKpPOMTATbMUEH, KOJTOOOMOIA,
BPOKIEHHOM KaTapakToi, aTpodueii 11ucKa 3pUTeTbHOTO
Hepsa. [Ipy IUTOMETaTIOBUPYCHOM MH(MEKIIMY aHOMAJTUN
Pa3BUTHS TJ1a3 B BUIE KOJOOOMBI, BPOXKIEHHOM KaTapakK-
THI, aTpO(PUU IMCKOB 3PUTEIHLHOTO HEpBa BCTPEUYATNCh
y 21 (16,5%) pebenka (cM. Tabm. 3).

ITo maHHBIM TATOMOP(MOIOTUYECKOTO UCCIECAOBAHMNS,
Y YMEPIINX TMAllMeHTOB P BPOKIAEHHOM TOKCOIJIa3MO-
3¢ TIOPOKM Pa3BUTHUS Tia3 ObLIM BhISIBIEHBI B 9 (22,5%)
cIydJasix, TIpy IUTOMETATOBUPYCHON MHMPEKIINN — TaKXKe
B9 (8,0%) (p<0,05). ITpu Tokcorurazmose varie (p<0,05)
BepuduUiIMpoBazach MUKPOMPTaTbMUS.

V BBDKMBIIVX JeTeil ¢ TIOpOKaMU pa3BUTHS Ha (poHe
BPOKICHHBIX MH(MEKIMI TTpeobiatai MHBATUAU3UPYIO-
mue nocaenctsust nopaxkenuss LHHC (ta6na. 4). Oxkxoio-
3MOHHAasI BHYTPEHHSIsSI THapoledanns Jaile pa3BUBaiach
MPU BPOKICHHOM TOKCOTUIa3MO3¢, CMEIIaHHast THApOLIe-
damust — pu BpOXKIEHHOM IIMTOMETAIOBUPYCHON MH(EK-
mu (p<0,05). Mukpotiedanus yaiie BbISIBISIACH B UCXOJIE
HUTOMeTanu (pasjinyusi HeJIOCTOBEPHBI). AHOMAJIUM pa3-
BUTUSI TJ1a3 Yallle BISIBIISUINCH Y IETel ¢ BPOXKASHHBIM TOK-
COTTa3MO30M, B TOM YHCIIE C UCXOAOM B TIOJTHYIO MJIM Ya-
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ctuunyto cienoty (p<0,05). HeitpoceHcopHasi TyroyxocTtb
(opmupoBanach MPeNMyIIECTBEHHO Y I€TE ¢ BPOXKICHHOM
uuromeranoBupycHoit nHpekuueii (p<0,05). Llepedpacre-
HMYECKUE PacCTPOMCTBA TIOBEICHUS TIpeodIatain y aeTei
¢ BPOXIEHHBIM ToKcoruiazmo3oMm (p<0,05).

3aknovyeHue

Takum oOpa3om, BpoOXIEHHbIE ITUTOMETaJI0BUPYCHAsI
U TOKCOIUIa3MeHHasi MH(EKIIMU OCTAIOTCSI aKTyalbHOM
Mpo0eMOli TIepUHATOJIOTUN U TeIUaTPUU, YTO BO MHO-
TOM CBSI3aHO C TepaTOTeHHBIM MTOTEHIIMAIOM BO30YAUTE-
JIeil ¥ BBICOKUM TMPOLIEHTOM HEOJIaronpusiTHbIX UCXOM0B.
ITopokun pa3BUTUSI BHYTPEHHUX OPraHOB (POPMUPYIOT-
¢Sl IPEUMYIIECTBEHHO TPU BPOXKIEHHON LIUTOMETATUN
(B 39,4% ciydyaeB), 4TO OOYCJIOBJIEHO BJIUSIHUEM BUpYca
Ha cuHTe3 JIHK, nmpoliiecchl MUTO3a 11 TIOBpEXXIEHUE XPO-
MOCOM MPU 3apa’K€HUU YyBCTBUTEJIbHBIX KJIETOK [3].

B cTpyKTYype MOpOKOB pa3BUTHSI y IETel C BPOXKIEHHBIM
TOKCOTUIa3MO030M TpeobsanaroT nopoku LITHC, anomanun
BHYTPEHHUX OPraHOB IMarHOCTUPYIOTCS B OTIEIbHBIX CITy-
yasx. CeroHs1 U3BeCTHbI HEKOTOPbIE MOJIEKYJISIDHBIE Me-
XaHM3MBbI TTIOBPEXIAIOIIETo NeCcTBUSI ToKcoruia3m. [Toka-
3aHO, YTO MPOHUKHOBEHME IMapa3uTa B KJIETKY TTPUBOAUT
K 00pa30BaHUIO0 MUKPOTIOP Y UBMEHEHUIO TEKYUYECTH MEM-
OpaH kJeTok [3], Hanbosiee YSI3BUMBIMM SIBJISTFOTCSI KJIET-
KU MO3ra, IJ1a3, cepilla, Jerkux, meuyeHu 1 muiii. KpoMme
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TOTO, TIPUCYTCTBUE MH(EKIIMOHHBIX areHTOB B IUIALICHTE
COTPOBOXIAETCS TIPOMYKIIMEN TPOBOCTIAIUTEIbHBIX 1I1-
TOKMHOB U MPOTEOJUTUYECKUX (DEPMEHTOB, UYTO MOXKET
OKa3blBaTb MYTareHHOE BO3/ICMCTBUE HA XPOMOCOMHBIN
ammapar 3MOpMOHa WM CO3[aBaTh HeOJaronpUsTHBINA
OKpYyXawluii (oH, CMOCOOCTBYIOIINI BO3ZHUKHOBEHUIO
XPOMOCOMHBIX aHOMAJIUTA.

YcTaHOBJIEHO, YTO y JeTell ¢ MOpOKaMu pa3BUTHUS
Mpu  BPOXAEHHON LIMTOMETAJIOBUPYCHON WHGEKIIUU
oTMeyvalTcsl 0ojiee BBICOKME TTOKa3aTesn JIeTaTbHOCTU
(61,4%), 9em TIpu BpOKIEHHOM TOKcoTtutazmose (34,8%).
Ilo nanHBIM MaTOMOPGOIOTUUECKOTO aHalu3a, y AeTeit
C YKa3aHHBIMU WHQMEKIMSIMU TpeodsanaloT COOTBET-
CTBeHHO 3MOpuonaruu u ¢eronaruu. [Ipu BpoxxneHHOM
TOKCOITJIa3M03€ Ha CEeKIMU Yalle BepupuimpyTcs de-
toratuu LIHC u rna3, npu uutomeraainum — opoku BHY-
TPEHHUX OPTraHOB, B TOM 4YHCJIe TTOPOKU Cepjlia, MHEB-
MOTIaTUM, AHOMAJIMU XKEJyTOYHO-KUIIIEYHOTO TpaKTa
1 MOYEITOJIOBBIX ITyTei.

YV BBDKUBIIUX JIE€TEil C BPOXIEHHBIM TOKCOILJIAa3MO-
30M Yallle, 4eM Tpy LIUTOMETaJIOBUPYCHON MHMEKIINH,
GOpMUPYIOTCST TsIKEJIble WHBATUAU3UPYIOIINAE TTOCIIe-
ctBus nopaxeHusi LIHC u 171a3 B BUzIe OKKITIO3MOHHOM
rugpouedainy, IEeTCKOTo IliepeOpaJibHOTO ITapajinya,
MOJIHOW WJIM YACTUYHOM CJIETIOTHI, 1IepeOpacTeHNYECKNX
paccTpOMCTB.
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CpaBHuTeIbHBII aHAN3 MepTBOpOoKIaeMocTH B Poccuiickoit @enepamum B 2010 1 2012 1.

A.U. llecones, Y.H. Tymanosa, M.11. Illysanosa, O.I. Ppososa

®rBY «HayuHbIn LEHTP akyLlepcTBa, MMHEKON0rM 1 NepuHaToNIorMm M. akagemuvka B.W. Kynakosa», Mocksa

Comparative analysis of stillbirth rates in the Russian Federation in 2010 and 2012

A.l. Shchegolev, U.N. Tumanova, M.P. Shuvalova, O.G. Frolova

Academician V.I. Kulakov Research Center of Obstetrics, Gynecology, and Perinatology, Moscow

IIpencraBieH cpaBHMTENIbHBIN aHAIM3 JaHHBIX Poccrara o meprBopoxkinaemoctu no Poccuiickoit Penepamyu u enepaibHbiM
okpyram 3a 2010 u 2012 rr. YcTaHoB/IeHO, YTO B CTPYKTYpPe MEPTBOPOKIAEMOCTH BO BCEX OKPYrax mpeodjagaeT aHTeHATabHas
KoMmmoHenTa. HaundoJee yacToii mpuunHoii MEpTBOPOKIEHNs, COLIACHO NaHHbIM PoccTara, siBjisieTcs BHyTPHYTPOOHAS TUTIOKCHSI,
cocraBuBias 74,6 u 73,9% ot o0uiero yucyia MepTeopoxaeHuii coorsercTBeHHo B 2010 u 2012 rr. YBenyeHue 001ero KOJu4ecTBa
MepTBOPOKIeHHbIX B 2012 1., 00yC/IOB/IEHHOE YYETOM ILIOI0B, MOTMOIIMX HA DoJiee paHHUX cpoKax (¢ 22-ii no 28-ii Hexem) Oepe-
MEHHOCTH, COYETAJIOCH CO CHHKEHHEM J0JIM MEPTBOPOKIEHHDBIX, IOTMONIMX B Pe3y/IbTaTe TMIIOKCHH, M YBETHYEHHEeM J0.IM BPOXK/IEH-

HBIX MOPOKOB PA3BUTHUA KAK NPUYHUHBI CMEPTH.

Karouesvte caosa: niod, anmenamanvras cmepms, UHMPAHAMAALHASL CMEPMb, MEPMBOPONCOAEMOCMb, NPUHUHA CMEePMU, DecUOHANb-

Hble 0cObeHHOCIU.

The paper comparatively analyzes the Federal State Statistics Service’s (Posstat) data on stillbirth rates in the Russian Federation
and its federal districts in 2010 and 2012. It is established that there is a preponderance of an antenatal component in the pattern
of stillbirth in all the districts. According to the Rosstat data, the most common cause of stillbirth is fetal hypoxia that amounted to
74,6% and 73,9% of the total stillbirths in 2010 and 2012, respectively. The increase in the total stillbirth rates in 2012, by consider-
ing the fetal deaths occurring in earlier stages (at 22 to 28 weeks’ gestation), was attended by a decline in the proportion of stillbirths
due to hypoxia and by a rise in the proportion of congenital malformations as a cause of death.

Key words: fetus, antenatal death, intranatal death, stillbirth rates, cause of death, regional features.

MCDTBODO)KI[E:IGMOCTL B CTPYKType TepuHaTaIbHOM
CMEpPTHOCTHM 3aHUMAaeT CYIIECTBEHHBIN yICTbHBIN
Bec [1, 2]. IIpu 3TOM TTOKa3aTeIM MEPTBOPOKIAEMOCTH
3HAYUTEJbHO Pa3IMYaloTCs B CTpaHaX ¢ pa3HbIM 3KOHO-
MHMUYECKUM DPa3BUTHEM, 3aBHCAT OT pachl, HallMOHAJb-
HocTH, Bo3pacta OepemeHHoit [3—5]. st Poccmiickoit
Denepanuy TakKe XapaKTepHBI CYIIECTBEHHBIE PETHO-
HaJIbHbIe 0coOeHHOCTH [6, 7]. CTpyKTypa TaKuX MOTEPh
HYXHaeTcsl B CUCTeMaTUYeCKOM aHalli3e, 1 UMEHHO TT0-
5TOMY OpTaHbl YIpaBJICHUS 3IPaBOOXpAHEHUs W CTaTHU-
CTUKU BEIYT YUET BCEX CITy4aeB MEPTBOPOKACHUSI.

B MexayHapoaHoOl CcTaTUCTUYECKON Kiaccuduka-
nnu OoJie3Hel M TpobJieM, CBSI3aHHBIX CO 3M0POBbEM
(MKB-10), [8] ykazaHO, UTO «MEpPTBOPOXIEHUEM (Mep-
TBOPOXIEHHBIM TIJIOAOM) SIBIISIETCS] CMEpPTh IPOIYKTa
3aUaTvsl IO €ro TOJIHOTO WM3THAHUS WM W3BJICUCHUS
M3 OpraHu3Ma MaTepu BHE 3aBUCUMOCTH OT TTPOIOJIKM -
TEJIbHOCTU OEPEMEHHOCTH».

BmecTte ¢ Tem, coriacHo mpukasy MuH3IpaBcolpas-
Butus Poccum ot 27.12.2011 Ne1687H «O METUIIMHCKUX

© KonnekTtne aBTOpOB, 2015

Ros Vestn Perinatol Pediat 2015; 3:58-62

Anpec s koppecnonaenuuu: Lllerones Anekcanap MBaHoBuY — 1.M.H., npod.,
3aB. 2-M narosioroaHaroMuueckuM otaenenreM @T'BY "HayuHslit eHTp aky-
LIepcTBa, TMHEKOIOTHH Y IePUHATOIOTHY UM. akanemuka B.W. Kynakosa"
TymaHoBa YibsiHa HukosaeBHa — MJI1.H.C. TOTO e OTACICHUSI

[ysanoBa MapuHa ITeTpoBHa — K.M.H., 3aB. OTAEJOM MEIUKO-COLMATbHBIX
HCCIeIOBAHUI YKa3aHHOTO YUPEXKACHUS

®pososa Osbra [pUropbeBHa — IJ1.H.C. TOTO Xe OTaea

117997 Mockaa, yi1. Akagemuka OnapuHa, 1. 4

KPUTEPUSIX POXACHUS, (hOpMe TOKYMEHTa O POXKICHUU
U TIOPSIIKE €r0 BBIIa4v», MEPTBOPOKAECHHEM SIBIISIETCS
MOMEHT OTJIEJIEHUS TIJI0Aa OT OpraHu3Ma MaTepy ToCpe-
CTBOM POJIOB TIpU CpoKe OepeMeHHOCTH 22 Hel 1 Oosee
npu Macce Tesia HoBopoxxaeHHoro 500 r u 6osee (M1 Me-
Hee 500 r py MHOTOTUIOAHBIX POJaX) WM B cIydae, ecliv
Macca Tejia pebeHKa IMpy POKIEHUN HEU3BECTHA, TIPY ITH -
He TeJjla HOBOPOXKJIEHHOTO 25 ¢M U 0oJiee Mpu OTCYTCTBUU
Y HOBOPOXKIEHHOTO TIPU3HAKOB XXWUBOPOXKICHMSI.

Ho 2012 . MeauIIMHCKUE CBUIETEILCTBA O TepUHa-
TasbHOU cMeptn (bopma Nel06-2/y-98) odopmirsiiich
B CJIydassx MepPTBOPOXICHUS TIPU CPOKe OepeMEeHHOCTH
28 Hen u 6osiee (mpu macce tesa 1000 r u 6oaee). To ectb
aHaJu3 JaHHBIX O MePTBOPOXIAeHHBbIX B 2012 T. B cpaB-
HEHUU C TIPEIBIIYIIUMU TOAaMU MPEACTABIISIET OCOOBIN
WHTepeC, TOCKOIBbKY TTO3BOJISIET BBISIBUTH U OLIEHUTH OCO-
OGEHHOCTH MEPTBOPOXIAEMOCTH, O0YCIOBIEHHBIE HOBOA
CHCTEMOI PETUCTPALINU POXKICHWUI NeTe.

Ienbio pabOTHI STBUIICS CPaBHUTEIBHBIN aHATU3 TIPU-
yuH MepTBopoxneHus 3a 2010 u 2012 rT., oOCHOBaHHBI
Ha JaHHBIX OPUILIMATBHOM cTaTUCTUKU PoccTara.

MeTonbl uccnepoBaHns

B ocHOBY paboThI TTOJIOKEH aHAJIM3 CTaTUCTUYECKUX
dopm A-05 Poccrara 3a 2010 u 2012 T, OTHOCSIIMXCS
K MEPTBOPOXKIEHUIO M COAEPXKAIIUX AaHHBIE O IATO-
JIOTUA MEPTBOPOKIAEHHOTO, CBEAECHUSI 00 BKCTpareHu-
TaJIbHOM MaTOJIOTMU MaTeEPU U OCJIOKHEHUI CO CTOPOHBI
MJIALIEHTHI, MTyTTOBUHBI U 000J104YeK, CITOCOOCTBOBABIINX
HACTYTUIEHUIO CMEPTH.
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Lllecones A.H. u coasm. CpaBHUTEIbHBIN aHATU3 MepTBOpoXaaeMocTi B Poccniickoit Deneparm B 2010 1 2012 rr

Pe3ynbTathl M 06CcyXaeHue

XapakTepu3syst ITMHAMUKY KOJIMYeCTBA MEPTBOPOKICH-
HBIX U CPETHUX 3HAUYEHMI TTOKa3aTeisi MEpPTBOPOXKIaeMO-
ctu 1o Poccuiickoit denepanuu, ciienyeT OTMETUTD ITOJIO-
SKUTEJIbHYIO TEHJCHIINIO K UX CHUKeHuto 10 2012 . (Tab:.
1). Tak, ¢ 2000 o 2005 rr. Mokasarejb MEPTBOPOXKIAEMO-
cTi yMeHbImiIcs Ha 16,5%, a ¢ 2000 o 2011 rT. — Ha 34%.
Opnnako B 2012 1. B CBSI3U C TIEPEX0JI0OM Ha HOBbIE KPUTEPUU
perucTpany XUBOPOKASHHBIX U MEPTBOPOXKICHHBIX JaH-
HBII ITOKa3aTtesib Bo3poc o cpaBHeHuio ¢ 2011 r. Ha 41,2%
u coctaBun 6,34%o. TIpu 3TOM 00IliE€ KOJIMYECTBO 3ape-
TMCTPUPOBAHHBIX MEPTBOPOKIEHHBIX B Poccuiickoit MDe-
nepauuu B 2012 . mo cpaBHeHuto ¢ 2011 1. yBeJIMUMIOCH
Ha 49,7% v nocturiio 12 142. [Iig cpaBHeHUsI — 0011ee KO-
JIMYECTBO YMEPIINX B TIEPUHATATILHOM TTEPUOJIE U TTOKa3a-
TeJIb TIepUHATATbHOM cMepTHOCTH B 2012 I COCTaBWIIN CO-
otBeTcTBeHHO 19 111 119,98%0, uTo Ha 47,9 1 39,4% BHIIIIE
COOTBETCTBYMOIIMX MToKa3zaTenei 2011 .

IMokazatenn  MepTBOPOXKIAEMOCTH  pPa3IMYaAlOTCS
Kak B ¢eaepaibHbiXx okpyrax (PO), Tak U B OTACIBHBIX
cyonekTax Poccuiickoit @epepauvu. M1 B 2010 T, u B
2012 r. Hanbosee HU3KMe mokaszatenu (4,29 u 5,33%o co-
OTBETCTBEHHO) MEPTBOPOXKIaeMOCTH Habmoaanuck B Ce-
Bepo-Kaskazckom DO (tabm. 2). HaubGojee BBICOKUMIA
ypoBeHb (5,32 u 7,47%0 COOTBETCTBEHHO), MPEBHITIAIO-
LIMA cpeaHMe MOoKa3aTeIu no crtpaHe Ha 15,2% B 2010 &
nHa 17,8% B 2012 1., 6bUT 3aperncTprUpoOBaH B JlaTbHEBO-
crounoM ®DO. JTnsa cpaBuenust, B CIIIA B 2002 1. moka3sa-
TeJib MEPTBOPOXKIAEMOCTU cocTaBmi 6,4 %o [9].

OTpagHo, YTO Ha TPOTSDKEHWM TIOCIEAHUX JIET Ha-
OiroaeTCsl HEYKJIOHHOE CHIDKEHUE JOJW MHTpaHaTab-

HO MOTUOIINX TUIOAOB CPeAr BCEX MEPTBOPOXKICHHBIX,
YTO CBSI3aHO C IIUPOKUM BHEIPEHUEM COBPEMEHHBIX aKy-
IIEPCKUX TEXHOJIOTUI 1 OTIEPAaTUBHOTO POIOPa3PEIIeHUS
B nHTepecax 1ona. Tak, B 2005 . 10151 MHTpaHaTaIbHO
MOTUOIINX TIJIOAOB U TTOKa3aTe)Ib MHTpaHATAIbHON Mep-
TBOPOXIAEMOCTH COCTaBJISIA COOTBETCTBeHHO 19,4%
nl,11%0,a82011 1. —16,5% 10,74%0 [1, 2]. AHanu3 co-
OTHOIIEHWI aHTeHATaTbHON ¥ MHTpaHATaTbHON MEPTBO-
POXIaeMOCTH TTO3BOJISIET OLIEHUTh Ka4eCTBO M TTOJHOTY
OKa3aHUsI MEIUIIMHCKON TIOMOIIM OepeMeHHOU M HO-
BOPOXKJIEHHOMY Ha pa3inyHbIX ee 3tanax [10]. B 2012 .
WHTpaHaTaJbHasi CMEPTHOCTD B 1ieJioM B P®D cocraBumia
13,9% ot Bcex cilydaeB MepTBOpOXIeHUs. B cBOIO 0ve-
pelb, MEPTBOPOXIAEMOCTh CPEId JOHOIIEHHBIX TIOIOB
cocraBuia 18,4%, a cpenu HenoHoOIIEHHBIX — 11,6%.
OCHOBHOI XapaKTePUCTUKON MePTBOPOKIAEMOCTH
SIBJISIETCSl aHAJIM3 TIPUYUH CMEPTU, KOTOPBIE CYMMUpPY-
oTca B cratuctndeckoir ¢opme A-05 Poccrara. [eit-
CTBUTEJIbHO, Ha OCHOBAaHWMW 3aIvceii B MEIULMHCKHMX
CBUIETENLCTBAX O TIepUHATAJIbHOW cMepTn B Poccrate
(GopMHpYIOTCS CTIelMaIbHbIE CTaTUCTUYECKHE (HOPMBI
A-05, mipencrapisionie coO0i MepeKpecTHbIC Ta0INIIBI.
ITo ropu3oHTaNMM B HUX MpeAcTaBieHa MaTOJOTHS TUIO-
Jla WJM HOBOPOXIEHHOTO, SIBUBILIASICS TIepBOHAYATIbLHOM
MPUYUHOW CMEPTH, a 1O BEPTUKATIU — DKCTpareHUTab-
Hasl MaToJIOTUSI MaTepH, OCJIOXHEHUsS CO CTOPOHBI Iia-
LIEHTHI, MyTTOBUHBI K 000JI0YeK, OCJIOXKHEHUS POIOB U PO-
JopaspelieHusi, 00yCIOBUBIIME (CITOCOOCTBOBABILIUE)
HACTYIJICHUIO CMEPTH TIIOAA UM HOBOPOXKIEHHOTO.
HaunbGonee yacroii MpUYMHOI MEPTBOPOXKIECHUH, CO-
IJJaCHO AaHHBIM Poccrata, SBIsUIach «BHYTPUYTPOOHAsK
runokcust aHteHataibHas» (P20.0 MKB-10) u «rumno-

Tabauya 1. Tloka3aremn meprBopoxiaaemoct B P® B 2000—2012 rr.

ITokazatenb 2000 2005 2010k 2011k 2012
KonnuecTBo MepTBOPOXKACHHBIX 8494 8328 8300 8109 12 142
TToka3atesb MEPTBOPOKIAEMOCTH, %0 6,8 5,68 4,62 4,49 6,34
Tem mpupocTa/yobLUI MEPTBOPOXIAEMOCTH, % — —16,5 —18,7 -2,8 +41,2

Tabauya 2. Tlokasarean mepTBopokaaeMocTH B (eaepanbbix okpyrax P® g 2010 u 2012 rr.

KosmyecTBo MEPTBOPOKIECHHBIX [Mokasaresib MEPTBOPOXIaEMOCTH, %o

Pernon

2010w 2012t 2010 r 2012t
P® 8300 12142 4,62 6,34
J1[0]0) 1885 2794 4,57 6,32
C3®0 738 1160 4,74 6,90
1010)]0) 757 1041 4,59 5,92
CK®O 703 889 4,29 5,33
R (0]0) 1741 2664 4,67 6,70
YOO 748 1089 4,37 5,88
CDO 1284 1847 4,7 6,37
AP0 444 658 5,32 7,47

Ipumeuanue. 3nech u B Ta01. 3—4: PO — Poccuiickas Denepanyst; LHPO — LieHtpanbhbiii dheaepanbbiii okpyr; C3PO — CeBepo-3amamHbiii;
HO®O — KOxHbIit; CKDO — Ceepo-Kaskasckuit; [TOO — IMpusosskckuit; YPO — Ypanbsckuit; COO — Cubupckuii; PO — [1aabHEBOCTOYHBIA.
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Tab6auya 3. OcHoBHBIE MpUYUHBI cMepTH (B %) nipu mepTBopokaeHun B PO B 2010 u 2012 rr.

[MpuunHa cmepTr Ton PO HPO C300 PO CKOO [P0 YOO C®O DO
T —————— - 2010 74,6 73,5 71,0 77,7 51,4 79,0 80,2 79,8 74,8
YTPUYTP 2012 73,9 747 668 750 618 79,1 696 794 688

THOKCHSE METhAHATATBHAS 2010 10,3 9.8 10,6 11,4 10,2 10,7 8,0 11,1 9,7
p 2012 7,9 8,3 7,8 7,8 8,3 7,9 9,0 7,3 6,2

B 2010 4,7 7,1 5,1 3,7 4,1 3,6 3,1 3,9 5,2
POMKICHHBIC AHOMATMH PASBUTIEL 515 79 9,0 8,4 4,3 6,0 7,1 6,9 6,7 6,2
DHIOKPUHHbBIE, META0OINIECKIE 2010 2,0 2,0 6,6 0,7 3,3 1,6 0,5 0,6 2,5
W Jpyrue HapyleHusI 2012 2,9 2,1 5,9 2,2 3,3 1,2 7,0 2,1 3,2
BpoXIeHHEe MHGEKII 2010 1,9 1,3 3,8 1,6 3,1 1,4 1,6 1,4 2,7
1828 1 2012 1,7 0,8 3,6 0,6 5,8 1,7 1,1 1,5 1,2
P 2010 1,1 1,2 0,1 2,1 1,0 1,0 0,5 1,4 1,4
CCIMPATOPHBIC HAPYIICHUA 2012 0,9 0,6 1,0 0,8 3,1 0,9 1,1 0,3 0,8
[emopparnueckue u reMaToJI0ru- 2010 0,7 0,5 0,5 0,8 1,1 0,4 1,2 0,6 1,1
YecKMe HapylIeHus 2012 0,8 0,8 0,5 1,3 ,9 0,5 1,5 0,7 0,6
PosoBasi ToaBMa 2010 0,3 0,5 0 0,8 0,3 0,3 0,1 0,2 0,5
& P 2012 0,2 0,4 0,1 0,5 0 0,1 0,2 0,2
Mpoune 2010 4.4 4,1 2,3 1,2 25,5 2,0 4.8 1,0 2,1
p 2012 4,5 3,3 5,9 7,5 10,8 1,5 3,6 2,0 12,8

)

Kcus tuiofa uHTpaHartaiabHas» (P20.1 MKbB-10) (ta6s. 3).
B resiom o Poccum ato coctaBmiio 83,3% Bcex cirydaeB
MepTBopoxaeHust B 2010 . u 81,8% — B 2012 . To ecTh
yBeJMYeHNE OOIIEro KOJMYECTBA MEPTBOPOKIECHHBIX,
OOYCIIOBJICHHOE YYETOM IUIONOB, IOTUOIIMX Ha Oosee
paHHUX cpokax (c 22-i1 no 28-it Henenn) OepeMeHHOCTH,
COYETAIOCh CO CHMDKEHHMEM IO MEPTBOPOKIEHHBIX, TTO-
TMOIINX B pe3yJbTaTe TUTTOKCUM.

IMogoOHast TeHOEHIMS OTMeYaeTcsT TPaKTUYECKU
Bo Bcex DO (tabi. 4), 3a uckmoueHueM CeBepo-Kaskas-
ckoro PO, rae runokcust (acUKCHUST) TMarHOCTUPOBaHA
B KavyeCTBe TepBOHAYAIBHOM MPUYUHBI cMepTH B 61,6%
ciaydaeB MepTBopoxaeHus B 2010 . uB 70,1% — 82012 1.

3aKOHOMEpPHO, YTO BHYTPUYTpOOHas (aHTeHaTallb-
Has) TUTIOKCUST BCTpevaeTcst TPU MEPTBOPOXKIECHUY 3Ha-
YUTEBHO 4Yallle, YeM WHTpaHaTajibHasg. Tak, B LIEJIOM
mo Poccun BHYTpUYTpOOHash TUIIOKCHSI 3aperuCTPUpPO-

BaHa B 7,2 pasa yallle Mo CpaBHEHUIO ¢ MHTpaHATaJIbHOM
B 2010 & u B 9,4 paza vame — B 2012 . Takum obpazom,
B 2012 1. mosist aHTEHATAIbHOW TMITOKCUM YBEJIWYUJIACh
no 90,3%, a gons MHTpaHATAJIbHOM COOTBETCTBEHHO
yMeHbIIMIach 10 9,7% oT o011ero uyucia HaOIIOIeHUI
JMMaTHOCTUPYEMOU TUTIOKCUU (aC(HUKCUHN).

B 1o ke Bpemsi B (hefiepaibHbIX OKpyTrax UX COOTHO-
1IeHrne HeckoJibko BapbupyeT. Tak, B 2010 . B Ypanib-
ckom DO anTeHaTanbHast acPUKCUS ObLIa YCTAaHOBJIE-
Ha B 10 pa3 yale Mo CpaBHEHWIO C MHTpaHATaJbHOM,
a B CeBepo-Kapkasckom @O — jumib B 5 pa3. B 2012 .
MaKcuMalibHble paznnuus (B 11 pa3) 3aperncTpupoBaHbl
B JJansHeBocTouHoM PO, a MUHUMaIbHbBIE (B 7,4 paza) —
B CeBepo-Kaskazckom DO.

HauGonee yacTeiMuM TIpMUMHAMM BHYTPUYTPOOHOM
achukcum B 1iesioM 1o Poccuiickoit Deneparu B 2010 T
SIBISTUCH  OTCJIOWKa TutateHTHl (B 13,2% HabmoneHmit)

Tab6auya 4. KonnyecTBo MEPTBOPOKIEHHbIX, IOTHOIINX B Pe3y/IbTaTe AHTEHATAILHOI H MHTPAHATAJIbHOI achukcun, B deaepalib-

HbIX okpyrax P® B 2010 u 2012 rr.

Pervon AHTeHaTaJbHas achuKcus WMHTtpaHaTaibHast achukcust
2010 T 2012t 2010k 2012
PD 5996 8977 834 959
oo 1386 2087 185 231
C300 524 775 78 90
I0®0 588 781 86 81
CK®O 361 549 72 74
oo 1375 2108 186 210
YOO 600 758 60 98
CDdO 1024 1466 143 134
ADO 332 453 43 41
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Lllecones A.H. u coasm. CpaBHUTEIbHBIN aHATU3 MepTBOpoXaaeMocTi B Poccniickoit Deneparm B 2010 1 2012 rr

U TIATOJIOTHSI ITYTOYHOTO KaHatuka (8,2%) [11]. TTpumepHO
B '/, HAOJTIONEHMIA YKa3bIBATACH IPYTast MaTOJIOTHS TIIALEH-
ThI, YTO, BUIUMO, MOXET CBUAETETLCTBOBATH O HEOOXOIN-
MOCTH 00J1ee TIIATeIbHOTO (a, BO3MOXHO, 1 00JIee 4acToro)
VIBTPa3BYKOBOTO MCCIIEAOBAHMS TUTALICHTHI BO BpeMs 6epe-
MeHHOCTH. YacToTa BHIIIEOTMEUEHHBIX MTATOJIOTHI TTocena
B @O Haxoanaach MPUMEPHO Ha TOM ke ypoBHe. McKimo-
yeHUeM sBIsiIcs JlaTbHEBOCTOUHBIN (heliepalbHbII OKPYT,
I7e TIATOJIOTHST TIYTIOBUHBI ObITa oTMeueHa Juib B 1,5%
HaOJIOIeH Wi BHYTPUYTPOOHOH achUKCUM.

OCHOBHBIMU TTPUYMHAMY WHTpAaHATAIBHOM ac(hUKCUN
B 2010 . TakKe SIBJISITMCH TIATOJIOTUSI TTYTTIOYHOTO KaHa-
tka (B 17,6%) n otcioiika tutaueHTsl (14,6%) [11]. Tak
Ha3bIBaeMasl JIpyrasl IaToJIOTHsSI TUIALlEHThI ObLIa 3ape-
ructpupoBaHa B 14,2% wabmoaenuit. [Ipy atom Hanbo-
Jiee BBICOKWI YIENbHBINA BeC MATOJOTMM MYTOBUHBI Ha-
omonancst B FOxxaom PO (26,7%) n IpuBomkckom DO
(21,5%). B HanpaeBocTouHOM PO yKazaHHas TTATOJIOTHS
B Ka4yecTBe MPUYMHBI CMEPTU OTMedasiach Jumb B 4,7%
HaOIIOAeHNIA MHTpaHATATbHOM ac(PUKCUU; B TO JKe BpeMs
OTCJIOMKa IIalleHTHI OblIa yKa3aHa B 18,6% ciydaeB. Pexe
BCET0 OTCJIOMKA IJIAlleHTHI KaK TPUYMHA MHTPaHATaIbHOM
acukcnu Betpevanach B CeBepo-3amagHom @O — 9,0%.

XapakTepusysl TUMIOKCHUIO (ac(hUKCUI0) KaK TIPUUUHY
rubenu TUIoAa, CJeAyeT TakKe yKa3aTh, YTO B CTATUCTH-
yecknx dopmax A-05 Poccrara, a ciemoBaTeslibHO, U B
MEIULIMHCKUX CBUIECTELCTBAX O MepUHATATILHOW CMep-
TH, CPEIU MMPUYUH CMEPTH TIPU MEPTBOPOXKICHUM (DUTY-
pupyet achukcus npu poxaeHuu (P21 MKb-10). Ogna-
Ko, coriacHo ykazaHusim MKB, nanHbIit Bua achukcun
JIOJDKEH YCTaHABIMBATLCS JIMIIL B HAOIIONEHUSIX Pa3BU-
THSI aCOUKCUU Y KUBOPOKACHHOTO (TIPU POKICHUUN KU -
BOro pebeHKa). B ciryyasix MepTBOPOXIEHUST pedb MOXET
WUITH O BHYTPUYTPOOHOM TUITOKCHH TIoAa (pa3BUBIIEICS
no Havana poaoB — P20.0 MKB-10) uiau uHTpaHataib-
HOI TMTTOKCHUU TUToa (pa3BUBIIEHCS BO BPeMsI pOIOB —
P20.1 MKDbB-10). TlomoGHOe HECOOTBETCTBUE MOXET,
BUIUMO, OOYCJIOBUTD Pa3Nursl KOJIMUECTBEHHBIX MMOKa-
3aTejieit IPUYMH MEPTBOPOKIAEMOCTH U IEpUHATATLHOM
CMEPTHOCTH B UMEIOIINXCST JTaHHBIX TUTEPATYPHI.

Ha BTOopoM MecTte 1o mpuyuHam TuOeIu TI01a Ha-
XOIATCST BpoXXAeHHbIe aHoMannu pa3Butus (Q00 — Q99
MKB-10): B 2010 . onm cocraBunu 4,7%, a B 2012 . —
7,2%. To ecTb yBenmWYeHHWE YWCIA MEPTBOPOXKICHHBIX
U3-3a ydyera TOrudImMx Ha Oojiee paHHUX CpoKax Oe-
PEMEHHOCTH COYETAJoCh C TTOBBIIIEHWEM JOJIU BpO-
KIEHHBIX aHoOManuit pa3Butus. ClieyeT TMOTYepKHYTh,
YTO MOJ00HAs TEHAESHIIUS OTMeUanach BO BeeX pemepalib-
HBIX OKpyrax P® (cm. Tab. 3), 4To yKa3biBaeT Ha HEOO-
XOIMMOCTB 0osiee 3(P(HEKTUBHOTO BBISIBJICHUS aHOMAaJINIA
Pa3BHUTHS TUTOA Ha PAaHHMUX CPOKax OepeMEHHOCTH.

Yale Bcero cpeiy MOPOKOB Pa3BUTHS, TTPUBEIIITNX
K MEpPTBOPOXIEHUIO, (PUTYpPMPOBAIN TaK Ha3bIBacMbIe
«JIpyrve BUIbI BPOXIEHHBIX aHoManuit» (Q10 — QI18,
Q30 —Q34, Q50 — Q56, Q65 — Q89 MKB-10), coctaBuB-
mue 2,7% cpeau Bcex TpUIMH MepTBOpoKaAeHUs 1 37,5%
OT OOIIeTo Yucia BPOXACHHBIX aHOMAJIUW pa3BUTHS

B 2012 . B iesiom o P®. Cpenu naeHTUOUIMPOBAHHBIX
nopokoB B 2012 r. yaiie ¢GpurypupoBajd BpOXIACHHbBIC
anomanmuu cepana (Q20 — Q24 MKB-10): 1,2% cpenn
BCeX MPUYMH MEPTBOPOXAeHUs 1 16,7% OT 00111er0 Yncia
BPOXIEHHBIX aHOMAJIMI Pa3BUTHS, SIBUBLIUXCS TTPUYM-
Holi rmbenu. BpoxnenHas ruppouedanus u spina bifida
(Q03, Q05 MKB-10) ormeuanuch B 12,5% HabmroneHuUit
MEPTBOPOXKIECHUS OT BPOKIAEHHBIX ITOPOKOB Pa3BUTHSI.

XapakTepusyst 0COOEHHOCTU MPUIUH MEPTBOPOXKIIE-
HUS B OKpyTax, CJIeayeT OTMETUTb, YTo B 2012 I. BpoXKIeH-
Hble aHOMaJIMK KaK MPUIMHA MEPTBOPOKICHHUS Jallle Bee-
ro ¢urypupoBaiu B LlentpaasHom PO (9% cpenn Bcex
MPUYIUH CMepTH), a Hambosnee peako — B FOxHoMm DO
(4,3%). ITpu atom B LlentpansHom DO cpeny naeHTUDM-
LIMPOBaHHBIX TTOPOKOB MpeodIagaiy BpOKIeHHbIE aHOMA-
v cepaua (Q20 — Q24 MKB-10), cocraBuiue 15,3%.
C MeHbIIEH YacTOTON AMarHOCTUPOBAHBI BPOXKICHHAS
runpotedanus u spina bifida (Q03, Q05 MKB-10) (11,6%
OT OOIIIETO YKCJia MOPOKOB Pa3BUTHSA), a TAKKE CHHIPOM
HayHa n apyrue xpoMocoMHble aHomamuu (Q90 — Q99
MKB-10) (9,2%). B IOxaOM @O BpoKIeHHBIE aHOMATAN
cepaua coctaBuiu 17,8%, a cunapom [layHa v IpyTue Xpo-
MOCOMHBIe aHOMaK — 4,4% OT BceX CydaeB ITOPOKOB
Pa3BUTHSI, 0OYCTOBUBIINX MEPTBOPOKICHNE.

CreayeT TakkKe OTMETUTH BBICOKYIO 4YacTOTYy BpO-
KIEHHBIX aHoMmanuii cepaua B JlampHeBocTouHOM DO
(26,8% ot o611ero yucia MOPOKOB Pa3BUTHS), HU3KUI
YpOBEHb CUHApPOMa JlayHa M IPYTUX XPOMOCOMHBIX aHO-
manuii B lanbHeBocTOUHOM DO (2,4%) 1 [TprBOIKCKOM
DO (2,7%), a TakKe OTCYTCTBUE Cpeaud TPUYMH Mep-
TBOPOXIEHUS TTOPOKOB Pa3BUTHUSI OPraHOB MOYEBBINIE-
nutenbHON cucteMbl (Q60 — Q64 MKB-10) B FOxxHOM
®O u anomanuit opraHoB muineBapeHust (Q35 — Q45
MKB-10) B CeBepo-3amagHom @O u Cudbupckom OO.

Tpetbe MecTO cpeay TIPUYMH MEPTBOPOKIEHUS
B 2012 1., cormacHo maHHbIM PoccraTta, 3aHUMAlOT 3H-
JNIOKPUHHbIE, MeTabolnyeckue W JApyrue HapyuieHwusl,
criennuIHbIe s TIepUHATAIBHOTO Tieproaa. B 1enom
o P® nanHag rpyrima 3aboseBaHuii coctaBuia 2,9% cpe-
JIM BCEX TIPUUYMH MepPTBOpOKIeHUs. OMHAKO B YpaTbCKOM
®O onu 3apeructpupoBanbl B 7,0%, B CeBepo-3anagHoM
®O — B 5,9%, a B [IpuBomkckoM PO — ymib B 1,2% Ha-
OoIeHU .

JlaHHas Tpymma TpeacTaBIiseT, Ha Halll B3MJISI, Hau-
GoJIbIIIMe TPYIHOCTH JUTSI aHAIM3a IPUYMH cMepTr. [eit-
CTBUTENTLHO, COTIACHO CBelleHUsIM PoccraTa, B Hee BXO-
JSIT CHHAPOM HOBOPOXIEHHOTO OT MaTepH, CTpaaaromieit
caxapHbIM IMabeTOM, HEOHATAJTbHBIN caXxapHbBI AuabeT
(P70.0 — P70.2), HeoHaTabHBII TUIIEPTUPEO3 (TUPEOTOK-
cukos) (P72.1), npyrve sHIOKPUHHbIE U METAOOTNYECKUE
Hapyuenus (P70.3 — P70.9, P71, P72.0, P72.2 — P72.9,
P74), xpaiiHe Maast Macca Teja py poKICHUN U KpaitHsIst
Hespenocts Tuioga (P07.0, P07.2), npyrue HapyiieHwus,
CBsI3aHHbBIE C MPOIOJIKUTETHLHOCTHIO OEPEMEHHOCTH 1 PO-
crom rutoaa (P05, P07.1, P07.3, PO8), npyrue HapyiieHus,
crnetguyHbIe IS TIepuHataabHoro nepuona (P29, P75 —
P94, P96.0 — P96.8). AnekBaTHbBII aHaM3 3a00JIeBaHUI

POCCUNCKWIA BECTHUK NMEPUHATOJIOMU U MEANATPUN, 3, 2015




JAHHOW TPYIITBI B KauyecTBe MPUIUH MEPTBOPOXKICHUSI,
BUIMMO, MOXET OBITb TIPOBEIECH TOJBKO TPU U3Yy4eHUU
MTPOTOKOJIOB TIATOJIOTOaHATOMUIECKUX BCKPBITHIA.

JeficTBUTETbHO, COTJIAaCHO TIpaBUJIaM 3aIlOJTHEHWS
MEIUIIMHCKOTO CBUAETEILCTBA O CMEPTU U BhIOOpa TIep-
BOHAYaJIbHOW TIPUYMUHBI CMepPTH, yKazaHHbIM B MKbB-10
[8], Hemonomennocts (P07) He MoXeT OBITH MpUBEIE-
Ha B KaueCTBe MPUUYUHBI CMEPTHU. XOTS B MOCIEAYIOIINX
MpUKa3ax W WHCTPYKIUSIX MwuH3apaBcopa3Butus Pd
yKa3aHO, YTO HEMOHOIIEHHOCTh MOXET CTIOCOOCTBOBATH
HACTYIUIEHUIO ac(OUKCUU, POITOBOI TPpaBMbI M MH(EKITN -
OHHBIX 3a00JIEBaHMI, TIO3TOMY €€ CIIeAyeT PETUCTPUPO-
BaTh BO BCEX CIIydyasx B IMarHO3e W B SMUKPHU3e B Kaue-
cTBe (DOHOBOTO COCTOSTHUSI.

JlocTaToYHO peKo B Ka4eCcTBe MPUIMH THOEIH TII01a
¢urypupytot BpoxxneHHbie uH(ekunu (P35 — P39, A00 —
B89 xpome A34, J10 — J18). B nieniom mo PD onu He 10-
cTuTaloT 2% OT BCeX CIydaeB MepPTBOPOXICHUS. XOTsI
B CeBepo-Kapkazckom @O B 2012 I. 3TH MPUYMHBI COCTA-
B 5,8%, B GonbimnHCTBE (63,5%) ciydaeB peub ITa
0 BPOKIIEHHOM CeTICHCE.

MeHnee 1% Bcex TPUYMH CMEPTU COCTABIISIIOT PeCITUpa-
TopHble HapyueHust (P22 — P28), Bkitouatoiue, B yacT-
HOCTH, 0OJIe3Hb TUAJIMHOBBIX MEMOpaH W BPOXICHHYIO
ITHEBMOHMIO, a TaKKe TeMOpparnyeckre v TeMaToJIorue-
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YacToTa reHeTHYECKHX MAPKePoB (h0JIATHOTO IUKJIA Y HOBOPOKIEHHbIX C 3a1ePKKOi
BHYTPUYTPOOHOTO Pa3BUTHSA

A.H. Hu, T.IO. ©®aoeesa, T.I. Bacunvesa, C.H. llluwaukas

FBOY BIMO «TnuxookeaHCKMin rocyaapCTBEHHbI MeANLUNHCKNA yHUBepcuTeT»; TAY3 «KpaeBoii KNMHNYeCcKnii LeHTp cneuna-
JNIN3NPOBaHHbIX BUOOB MeANLMHCKOW NnoMoLum», Bnagnesoctok

The frequency of genetic markers of the folate cycle in newborns with intrauterine growth
retardation

A.N. Ni, T.Yu. Fadeeva, T.G. Vasilyeva, S.N. Shishatskaya

Pacific State Medical University, Vladivostok; Regional Clinical Center of Specialized Medical Care, Vladivostok

IIpencrapiieHbl pe3yJbTaThl HCCIEOBAHUS YACTOTbI FeHETHIECKUX MapKepoB (oraTHOro mMKiIa y 24 HOBOPOXKIEHHBIX € TMIOTPO-
(uyeckuM, rUNONIACTHYECKHM THNIAMH 32J€PKKH BHYTPHYTPOOHOTO pa3sutus. V3ydensl noiuMopdHbie CHCTEMbI FeHA METHIEH-
tetparuapodoaarpenykrassl MTHFR C677C, C677T, T677T; rena metuonuncuntazsl MTR A2756A, A2756G, G2756G; rena
MeTHOHUHCHHTA3bI-peaykTa3bl M TRR G66G, G66A, A66A. B pe3yisTare NpoBeeHHOr0 aHAIM3a ObLIA YCTAHOBJIEHA ACCONMALUS
BO3HMKHOBEHHS 32/1eP:KKH BHYTPUYTPOOHOTO Pa3BUTHS Y HOBOPOKIeHHbIX ¢ nommopdusmom T677T rena MTHFR, G2756G rena
MTR u A66A rena MTRR, 0cO0EHHO 3TO AKTYaJIbHO MPH TUNOTPO(UIECKOM BAPHAHTE 3aePKKH PA3BUTHS IJIOJA U Y MAJIbYMKOB.
BoisiBeHue rpynn pucka, npoBe/ieHHe reHeTHYECKOro aHaau3a o0MeHa Go.ieBoii KMCIOTHI MO3BOISIOT M0A00PaTh 3¢ (eKTUBHBII
KOMILIEKC NPOoGUIAKTUKY 31€PKKH BHYTPUYTPOOHOTO PA3BUTHS.

Karoueswte cro6a: niod, Hosoposcdennuiil, 3adepiucka enympuympooroeo paszeumust, eenst MTHFR, MTR, MTRR, goaammuutii yuka.

The article presents the results of an investigation of the frequency of genetic markers of the folate cycle in 24 neonates with the
hypotrophic or hypoplastic types of intrauterine growth retardation (IUGR). The investigators examined the polymorphisms of the
methylenetetrahydrofolate reductase (MTHFR) gene, such as S677S, C677T, and T677T, the methionine synthase (MTR) gene,
such as A2756A, A2756G, and G2756G, and the methionine synthase reductase (M TRR) gene, such as G66G, G66A, and A66A.
The analysis established an association of the occurrence of [IUGR in neonates with MTHFR T677T, MTR G2756G, and MTRR
A66A polymorphisms; this is especially relevant in the hypotrophic type of IUGR and in boys. Identification of risk groups and genetic

analysis of folic acid metabolism allow the choice of an effective package of measures to prevent IUGR.

Key words: fetus, newborn, intrauterine growth retardation, MTHFR, MTR, MTRR genes, folate cycle.

ajJiep’kka BHYTPUYTPOOHOTO pa3BUTHS TUTOHA SIBJISIETCS

0OBEKTUBHBIM KpUTEPHEM HEOIaronpUSITHOTO TEUSHUST
GepeMEeHHOCTH, TIpoliecca CO3PEBaHMST pa3TMYHbBIX OPTaHOB
U cucTeM, (DYHKIIMOHATbHBIX, amanTalliOHHBIX BO3MOXHO-
CTeli JIETCKOTo OpraHnu3Ma B paHHEM HEOHATATbHOM TTepPHO-
Jie, B TIpOIIeCcCe POCTa M Pa3BUTHS pebeHKa B TTOCTIEAYIOIITE
roapl. 3aaep:kKkKa BHYTpUYTPOOHOTO pa3BUTHs Tutona (op-
MHUpPYeTCsI TTOJT BO3AEMCTBUEM MHOTOYMCIICHHBIX (DAKTOPOB:
MaTepUHCKUX, IUIalleHTapHBIX, COLMAILHO-OMOIOTnYe-
ckux, reHetnyeckux [1]. HecMoTpst Ha akTMBU3aLMIO UC-
CJleIoBaHUH B JaHHOW 00J1aCTH, BHEAIPEHNE COBPEMEHHBIX
METOIOB TIPEeHATATbHOW AMArHOCTUKM, 4acToTa 3aIepsKKU
BHYTPUYTPOOHOTO pa3BUTHUST TIIOAA OCTAETCS BBICOKOIA.
OcobeHHO akTyajibHa 3Ta TpobsieMa B JlaibHEBOCTOUHOM
(eneparbHOM OKpYTe, TJIe €€ YaCTOTa MPEBHIIIACT CPEIHIE
ToKazaTesi 1o crpaHe B 1,5—2 pa3a [2, 3]. Jloka3aHa Bax-
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Hasl poJib B (hOpPMUPOBAHNH TUIONIA HYTPUTUBHOTO CTaTyca,
YPOBHSI 00€CTIe4eHHOCTU OTAEIbHBIMU MUKpPO- M MaKpo-
anemMeHTamu [4, 5]. I[1pu aTOM MoguepKmBaeTcst ocodast pojib
oseBolt KMCIOThI, KOTOpasi y4acTBYeT B KauecTBe KOhak-
TOpa B OOJIBIIIOM KOJIMYECTBE KJIETOYHBIX PEeaKlUil, B UX
NIeJIEHUU, B CMHTe3e HyKJenHoBbIX Kuciot, JIHK. deduimr
¢oeBol KMCIOTHl acCOLMMPOBAH C HEBbIHAIIIMBAHUEM
OepeMeHHOCTH, (DOPMUPOBAHUEM BPOXICHHBIX TMOPOKOB
pa3BUTHSI HEPBHOM CHCTEMbl y TUIONA, MaKpOLIMTapHOM
aHeMUU, TUNOTPOGhUU y JeTel, 3amepKKU MX TICHXOMO-
TOpHOro pas3BuTusi [6—8]. Buoxumuyeckue, KIETOYHBIE
3 dexTsl hoNMeBoi KUCIOTHI OCYIIECTRIISIIOTCS Yyepe3 Ka-
CKaJl TeHETUIECKH IETEPMUHUPOBAHHBIX (hepMEHTATUBHBIX
peakiinii, posib KOTOPbIX B (DOPMUPOBAHUM 3a/I€PXKKM BHY-
TPUYTPOOHOTO Pa3BUTHSI TIJIO/IA M3yYeHa HEIOCTAaTOUHO [9].

Ienn uccaenoBannss — 000CHOBATL MATOTeHETUYECKIE
MOAXOAbl K MMATHOCTUKE 3allepKKU BHYTPUYTPOOHOTO
pa3BUTHS TIJIOIa HA OCHOBE M3YyYEHUsl OTACIbHBIX acIeK-
TOB HapylleHus (oJaTHOro OOMeHa y IeTeil.

XapakrtepucTuka peteii U MeToabl UCCeaoBaHUS

OO0cnenoBaHbl 24 HOBOPOXKAECHHBIX C 3aI€PXKKOI BHY-
TPUYTPOOHOTO pa3BUTUSI (OCHOBHASI TpyIIa UCCIeI0Ba-
Hus). JlmarHo3 3amep:XKd BHYTPUYTPOOHOTO pa3BUTUSI
MOCTaBJIeH Ha OCHOBAHUM COITOCTaBJIEHUsI KJIWHUKO-
aHAMHECTUYECKUX JIAHHBIX C MoKazaTeassMu Onodu3u-
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YyecKkoro mnpoduis rioja B IMHAMUKE TPOrpeccupoBa-
Hus 6epemeHHocTu [10, 11]. [Tpu a3TOM McTIOIB30BATUCH
JIaHHbBIE YJIBTPa3BYKOBOTO MCCJENOBaHMS: (PETOMETPUH,
rutarieHTorpacuu, omnpeneaeHus (pU3NOIOTUYECKUX Ta-
paMeTpoB, BKJIIOYAIOLIETO B Ce0sI PEerucTpalvio JbiXa-
TEJbHBIX IBUKEHUI, IBUTATEIbHON aKTUBHOCTH, TOHYCA
TUIoa, OTMpelnesieHUue KOJWYECTBa OKOJIOTIOAHBIX BOJI
(ynsrpa3BykoBoii anmapat Aloca 1700 ¢ KOHBEKCHBIM a0-
NIOMUHAJIbHBIM TpaHcablocepoM 3,5 MIi1, ocHalieHHBII
aKyIlepcKoi MporpaMMoii). ¥ HOBOPOXAEHHBIX (hopMy
3a/1ep>KK1 BHYTPUYTPOOHOTO Pa3BUTHSI JIUAarHOCTUPOBA-
JIN (IOTIOJTHUTENIBHO) TI0 TJAaHHBIM COMAaTOMETPUU B CpaB-
HEHWU C JTOJKEHCTBYIOIIMMMU ITapaMeTpaMu JUTsl TeCTalli-
OHHOTO BO3pacTa C MCIOJb30BAaHUEM COOTBETCTBYIOIINX
LEHTUJIbHBIX Tabsui. [umorniacTryeckuii  BapuaHT
(paBHOMEpHOE OTCTaBaHME TLUIO/A B IJIMHE M Macce Teja
C TEePBBIX HEE/Ib recTalli) ObLI BbISIBJIEH y 8 nereid. [i1-
norpoduyeckrii (CHUXXEHME Macchl MPU HOPMAaJIbHOM
JUTUHE Tejla) — Y 16 HOBOPOXXIEHHBIX.

YV Bcex maluMeHTOB UCCIeI0BaIM TeHOTHUIT (hOJIaTHOTO
mukia. [enomuyto JIHK Bbiiensimu u3 nuMbouuros my-
TMOBUHHOM KPOBM CTaHAAPTHBIM METOIOM TIpY TTOMOIIU
npotenHassl K ¢ mocnenytoiein (peHOMbHON 3KCTpaKIIM-
el M ocaxkIeHUEeM 3TaHOJOM. AHAIU3 TTOJIMMOP(HBIX Ba-
PUAHTOB CrelM(PUUECKUX YYaCTKOB reHOMa TPOBOIUIICS
C WCTIOJIb30BAaHWEM METOIOB MOJMMEpPa3HOi 1IeMHON pe-
aKk1MK 1 aHau3a moJiuMopdur3Ma JUTMH PECTPUKIIMOHHBIX
dparmenroB [12, 13]. [TonydyeHHbIe JaHHBIE CpaBHUBAIN
C aHAJIOTUYHBIMU TTOKA3aTeNISIMUA 3JI0POBBIX HOBOPOXKICH-
HbIX (KOHTPOJIbHAS TPYIINa), TPOIISAIINX 00C/Ie0BaHNe
B I'Y «<HUW menunuuckoii renetnku» THIICO PAMH
Tomcka [14]. Bbimu u3ydeHbI MOAMMOPGHBIE CUCTEMBI
reHa MTHFR (metunenterparuapocdoiarpenykrasa):
C677C, C677T, T677T, rena MTR (MEeTUOHWHCHUHTA3A):
A2756A, A2756G, G2756G; rena MTRR (METUOHUHCUH-
Ta3za-penykTasza): G66G, G66A, AGOA.

O11eHKY MOJYyYeHHBIX pPe3yJIbTaTOB U KOMTIJIEKCHbBIH
aHaJIM3 JaHHBIX MPOBOIMIM METOAOM BapUallMOHHOM
CTAaTUCTUKU C BBIYMCIEHUEM cpefaHell apudmeTnue-
ckoit (M), ee ommbKku (m), TOBEpUTEIBLHOTO KO3 Pu-

OPUINHAJIbHBIE CTATbU HACJIEACTBEHHbIE BOJIE3HU

uueHta CTblofieHTa (f) MpU 3aJlaHHOM ypOBHE 3HA4YM-
MOCTH (p) U CTeNeHU JOCTOBEPHOCTU. CpaBHUTEIbHbII
aHaau3 M3yyaeMbIX MoKaszaTesjeil B pa3HbIX Tpynmax
MPOBOAMJICSI C UCMOJb30BAHUEM HEMapaMeTPUIeCKOro
Metona @umepa. CraTucTUIeCKyl0 00pabOTKy Mare-
puasa BIMOJHSIIA C MOMOIIbIO CENUMATU3UPOBAHHbBIX
MaKeToB TMPUKJIAIHBIX TMPOrpaMM Jisi UCCIIeT0BaHUIA
Excel 2003 u Statstica 6.0 for Windows [15]. Pazauuus
JUISI BCEX BUJIOB aHaIM3a CUMTAIU CTATUCTUYECKHU 3Ha-
yuMbIiMu Tipu p<0,05.

Pe3ynbTathl M 06CcyxaeHue

Ilpy TIpoBedEcHUM TEHETUYECKOTO WCCACIOBAHUS
ObLTa ycTaHOBJIEHA BaprabebHOCTh YaCTOThI TEHOB (ho-
JIATHOTO IIWMKJIA Y HOBOPOXAEHHBIX C 3alIepKKOUM BHY-
TpUyTpoOHOTO pa3BuTusi (cM. Tabnuiy). B crpykrype
nosumopdusmoB reHa MTHFR tipeBaiupoBajl ¢ reTe-
PO3UTOTHBINA TEHOTUIT W3YYEHHOTO IMOJUMOpGhU3Ma
C677T — 62,5%. Coueranue C677C u T677T cocraBuiio
cootBeTcTBeHHO 25 1 12,5%. [1pu cpaBHUTEILHOM aHa-
JIN3e C MOKa3aTesIMA KOHTPOJIBHOM TPYIIIBI BBISIBJICHO,
YTO TIpU 3aiepkKKe BHYTPUYTPOOHOTO pa3BUTHs dallle,
YyeM Yy 3I0pPOBBIX HOBOPOXIECHHBIX, PETMCTPUPOBAINCH
renotuniel CT (p<0,001), TT (p<0,05), Ho pexe — CC
(p<0,001). Yacrora anneneit rena MTHFR pa3nuyanach
B rpynmnax nainueHToB. HoBopoXaeHHbIE ¢ 3amep>XKoi
du3myeckoro pa3Butus B 1,3 pa3a pexke MMenu ajjielib
677C, 4eM mMalMeHTBHl KOHTPOJBHOW Tpynmbl (56,25
u 72,3% cootBercTtBeHHO; p<0,01), HO TIpU 3amepKKe
BHYTPHYTPOOHOTO pa3BUTHUS B 1,6 pa3a vallle BBISIBIISLIN
mytaumio 677T (43,7 w 27,7% cootBeTcTBeHHO; p<0,01).

Yacrora reHotunnoB M TR y HOBOPOXXIEHHBIX OCHOB-
HOM TpyNmbl pacrpenenmiach CIeIyIOIUM 00pa3oM.
A2756A — 54,2%, A2756G — 37,5%, G2756G — 8,3%
B KOHTpoJie — cooTBeTcTBeHHO 58.3% (p>0,05), 38%
(»>0,05), 3,7% (p<0,05). PacripocTpaHeHHOCTb ajuteeit
MTR 06p11a TpaKTUYECKN OJMHAKOBOM BO BCEX TpyIIIax
uccienoBanus. [1pu 3amepkKe BHYTpUYTPOOHOTO pa3Bu-
i amnenb 2756A coctaBuit 72,9% (y 3MOPOBBIX AeTEN —
77,3%), 2756G — 27,05% (y 3m0poBbIX — 22,7%).

YacTora reHOTHIIOB U ajljieJieii reHOB (oJIaTHOrO HUKJIA Y HOBOPOXKIEHHBIX (B %)

Hosopoxnennsie, n=300 (Tomck)

MTHFR
Tenorurmst CC CT TT
52,0 40,7 7,3
Yacrota annens C=72,3
(rena) T=27,7

HoBoposkneHHbIe ¢ 3aAepKKOil BHYTPUYTPOOHOTO pa3BUTHUS 1uioaa, n=24 (BraanBocTok)

MTHFR
Tenorurnet @ CT TT
25,0 62,5 12,5
Yacrora amnens C=56,25
(rena) T=43,75

MTR MTRR
AA AG GG GG GA AA
58,3 38,0 3,7 30,0 52,3 17,73
A=T7173 G=56,2
G=22,7 A=43,8
MTR MTRR
AA AG GG GG GA AA
54,2 37,5 8,3 17,4 47,8 34,8
A=T72,95 G=41,3
G=27,05 A=58,7
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Bbuti TosTydeHBl JOCTOBEPHBIE pa3idyus B Y4acTOTe
reHotunoB reHa M TRR B rpyrnmax cpaBHenust. Tak, G66G
BBIABISUTMCH Y 17,4% neTeii ¢ MpyU3HaKaMU 3aePKKU BHY-
TpUyTpoOHOTO pa3BuThs (B KoHTpoje — 30,0%; p<0,05),
G66A — y 47,8% HOBOPOXICHHBIX OCHOBHOI TPYIIIIBI
(mpotuB 52,3%; p>0,05), A66A —34,8% (nipotus 17,7%;
2<0,001). ITpu aTOM OTMEUEHO YBEIUYEHNE YACTOThI MY-
TAHTHOTO ajutesist 66A Y HOBOPOXKIEHHBIX ¢ CUHIPOMOM
3alepKKA BHYTPUYTPOOHOTO PAa3BUTHS TIO CPaBHEHUIO
¢ KoHTposieM (p<0,05).

I1pu oueHke BiussHUS TToauMopdu3Ma reHoB (oaT-
HOTro 0OMeHa Ha pa3BUTHE BApUAHTOB 3aeP>KKU BHYTPU-
YTPOOHOTO pa3BUTHS TIIOIAa OTMedeHa OoJiee BbICOKast
yacToTa BcTpedyaeMocty mnoiaumopdusma C677T reHa
MTHFR (52,4%), A2756G rena MTR (28,6%), A66A
reHa MTRR (30%) y HOBOPOXIEHHBIX C THUIOTPODU-
YeCKUM BapMaHTOM 3aJepKKU pa3Buths. Kpome Toro,
noaumMopdHbiii Bapuant C677T rena MTHFR(42,6%),
A2756G rena MTR (23,8%), A66A tena MTRR (35%)
yalle JAUAarHOCTUPOBAJICS Y HOBOPOXKIEHHBIX MYXCKOTO
noja. KoppenssunoHHbBIM aHaiu3 yCTAaHOBUJ BIIMSIHUE
U3y4yaeMbIX MOJUMOPGUZMOB Ha 4acToTy (hOpMUpPOBa-
HUST 3aJIeP>KKI BHYTPUYTPOOHOTO Pa3BUTHS U CTEIIEHbD e
TsKecTH. [1pu 3TOM OBITN BBISIBIIEHBI COOTBETCTBYIOIINE
KOPPEISIIUA OTHOCUTENIbHO TonmMopdusma 677T reHa
MTHFR (r=+0,62; =+0,54; p<0,05 COOTBETCTBEHHO);
A66A rena MTRR (r=+0,34; =+0,36; p<0,05).

B pesynbrare npoBeaeHHOTO aHaIM3a Oblla YCTaHOB-
JIeHa accolMalns BOSHUKHOBEHUS 3aep>KKU BHYTPUYT-
pOGHOTO pa3BUTHUSI Y HOBOPOXKIEHHBIX C MOIUMOP(U3-
MoM T677T rena MTHFR, G2756G rena MTR u A66A
reHa MTRR, ocOGEHHO 3TO aKTyaJlbHO TPU TUTIOTPOU-
YeCKOM BapuaHTe 3a[eP>KKU BHYTPUYTPOOHOTO pa3BUTHS
1 y MaJIbuiKOB. [1o TaHHBIM MPOBEAEHHBIX paHee UCce-
JIOBAHW, OBLTO BBISIBIIEHO, 4TO TTotuMopdu3m 677T reHa
MTHFR cBs3an ¢ nedekrtamMu pa3Butus 1ioga [6,14].
Hamuune romosurotHoit ¢dopmer 677T/T mnpuBomut
K TIOUTH JIECITUKPATHOMY TOBBIIIEHUIO PUCKA BBICOKOTO
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JInarHocTKa KJIMHAYeCKoro nommophusma aedunura riroko30-6-docdaraeruaporeHasbl
y 0OJIbHBIX C THNEPOMTHPYOHEMU il

[ A. Axneposa

BaknHCKMIA rocynapCTBEHHbIN YHUBEPCUTET, Pecnybnvka AzepbaiioxaH
Diagnosis of the clinical polymorphism of glucose-6-phosphate dehydrogenase deficiency in
patients with hyperbilirubinemia

G.A. Akperova

Baku State University, Republic of Azerbaijan

C ueJibio onpeesieHusi IPUPO/IbI THNEPONIMPYOUHEMIH HOBOPOXKIEHHBIX HCCJIEI0BAHDI IBe a3epOaiikaHCKue ceMbH. Marepuaiom
HCCJIeIOBAHMIA CITYKIJIA KPOBb HOBOPOKIEHHBIX C JKEJNTYXOi, X CHOCOB U poautesieil. COCTABIEHBI M MPOAHAIM3UPOBAHBI POIO-
CJIOBHbBIE IPOOAHIIOB, ONpe/e/ieH YPOBeHb reMOrI00MHA, IPUTPOLMTOB, OMIMPYOMHA M AKTMBHOCTH IIIOK030-6-(ocdaraeruapore-
Ha3bl, npoBeaeHo /IHK-cekBennpoBanue reda G6PD. Y npodaHI0B yCTaHOBJIEH Te(UIUT (hepMEeHTA M TeMU3UTOTHOCTD 110 IAHHOMY
rety. B ceMbsix Ipo0aHI0B y poauTelieii M CHOCOB TAKXKe YCTAHOBJIEHBI TOMO3UTOTHOE, TeTEPO3UTOTHOE M TEMU3UTOTHOE COCTOSTHHE.
‘YcTaHoBIeHbI 1Ba CpeIM3eMHOMOPCKHX BapuanTa reHa G6PD: ¢.563C>T u ¢.1311C>T, Bausiomux Ha KIMHHYECKUI mOMMOphu3M
neduIuTa NIoK030-6-docdaraernaporeHassl B 00cieayeMbix ceMbsx. OnpeiesieHne yYPOBHs 001ero i KOHbIOTHPOBAHHOTO OMJIM-
PyOMHA U AKTHBHOCTH ITIOK030-6-hocdaTaernaporeHasbl y HOBOPOKIAEHHbIX MOKET CHU3UTD TsKeJIble MOC/IeNCTBUS THIePOnIHpY-
OMHEMHM M MPEJOTBPATUTH PUCK PA3BUTHS HEOOPATHMBIX HEBPOJOTHYECKMX HAPYLICHHIi, BHI3BAHHBIX SIEPHO XKeJITYXOI.

Karouesvie caoea: oemu, eunepbunupyburemust, degpuyum 2n1ok030-6-goocghamoeaudpoeeraswl, een G6PD, mymayuu c.563C>T, c. 1311C>T.

Two Azerbaijani families were examined to determine the nature of neonatal hyperbilirubinemia. Blood samples from neonatal in-
fants with jaundice, their siblings, and parents were an object of this investigation. The pedigrees of the probands were compiled and
analyzed. The levels of hemoglobin, red blood cells, and bilirubin and the activity of glucose-6-phosphate dehydrogenase (G6PD)
were determined; DNA sequencing of the G6PD gene was carried out. The probands were found to have G6PD deficiency and to be
hemizygous for this gene. In probands’ families, the parents and siblings were also established to be homozygous, heterozygous, and
hemizygous. The examined families showed two Mediterranean G6PD gene variants: ¢.563 C>T and ¢.1311 C>T, which influenced
the clinical polymorphism of G6PD deficiency. The determination of total and conjugated bilirubin levels and G6PD activity in new-
born infants may reduce the severe consequences of hyperbilirubinemia and prevent the risk of irreversible neurological disorders
caused by jaundice.

Key words: infants, hyperbilirubinemia, glucose-6-phosphate dehydrogenase deficiency, G6PD gene, ¢.563 C>T and c. 1311 C>T mutations.

erogHss B Mupe okono 400 MJIH 4eJIOBEK MMEIOT

depMeHTOMaTUI0O — JOEePUIUT TIIOK030-6-(oc-
darneruaporerHassr (OMIM Neo 300908). 3abosieBaHuUe
HacJIeoyeTCsT PELeCCUBHO, CIEMJIEHHO C XpPOMOCOMOI
X, BCTpeuaeTcsl TpenuMyllecTBeHHO B Adpuke, A3uu,
CpemnmzemHoMopbe M Ha bmmxknem Boctoke [1—4].
DTa pacnpocTpaHeHHass SH3UMOTIATUS SBJISIETCS OC-
HOBHOW TIPUUYMHOM BO3HUKHOBEHUS HEOHATATbHOMN
KEJATYXU B SHIEMHWYHBIX TOMyasauusx. JloMUHUpoBa-
HUE aHOMAaJIbHBIX BapMaHTOB HEJIOCTATOYHOCTU TJTIO-
K030-6-(octaTtaernaporeHa3bl UMEHHO B TTOMYJISILIM-
SIX TPOIMHMYECKOTO Tosica OOBICHSIETCST OINpeaesIeHHOM
YCTOMYMBOCTBIO HOCUTENIEN K XapaKTepHOMY JUISI 9TOM
30HBI 3a00JIEBAHUI0 — MAaJSIpUM, BCIEACTBHE TOTO,
YTO Ae(OULINT aKTUBHOCTU (PepMeHTa BeJET K MAaTOJIOTHU -
YeCKOMY U3MEHEHUIO SPUTPOLIUTOB [5].

Cpenu crpan CHI' 6one3nns Hambosee pacrpocTpa-
HeHa B A3epOalikaHe, TIe B OTAEIbHBIX CellaX 3aperu-
CTpUPOBaHO 10 38% TeMUBUTOTHBIX MYX4YUH [6]. DH-
3UMOIIATUs IIUPOKO pacrpocTpaHeHa B ACTapUHCKOM
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u JlepukckoM paiioHaxX pecryOJauKu, ¢ 4aCTOTON BCTpe-
gaemoctu 28,9 1 36,4% cooTBeTCTBEHHO [7].

IIpu cuabHON BBIPAXEHHOCTU AEOUIIUT TITIOKO-
30-6-docdaraernaporeHassl  BbI3bIBAET  I'MIEPOU-
JUPYOMHEMHIO, a TIpUeM HEKOTOPBIX MEIUKaMEHTOB
W OMpenesIeHHON TUIIU BeAeT K YCUJICHUIO XKEATYXH.
Y HOBOPOXIEHHBIX C 9H3UMOITATUEN MOXKET Pa3BUTh-
cs siaepHas xeatyxa ¢ nmopaxenuem LHHC, npuuuHoii
Yyero sIBJisieTCs HapyleHne GYHKIWU TTeYeHU U TTOBBI-
IIeHHOe 00pa3oBaHNe HEKOHBIOTUPOBAHHOTO OMIIUpPY-
6una. HeoHaranbHas XeJTyXa 4acTO COMPOBOXIAETCS
HU3KOW Maccoil Tena, pe3yc-KOHGMJIUKTOM, TMOITOMY
TpeOyeTcs TpoBencHUe auddepeHINaIbHON TUATrHO-
CTUKM C YKa3aHHbIMU cocTostHUAMMU [8]. [IpumaxuHo-
Basl aHEMUs y TALMEHTOB C TUIMEePOMIMPYOMHEMUEH
He Bcerja cBg3aHa ¢ Ae@UIMTOM ITI0K030-6-docdar-
JIEeTUIPOTeHAa3bl, YTO JOKa3bIBaeT €€ TeTepOreHHOCTb,
KOTOpasi MOXeT ObITh BbI3BaHa T€HETUYECKUMU (DaK-
Topamu [9]. OnpeneneHue comepkaHUs TeMOTJIOOMHA
W 3PUTPOIIUTOB, YPOBHSI HETIPSIMOTO OMIMPYOMHA 1 aK-
TUBHOCTU DH3UMA SIBISIETCA 3HAYMMBIM METOJIOM AU-
depeHIMaTbHON AUaTHOCTUKM MPU HEAOCTATOUHOCTH
ITI0K030-6-ocdaraeruaporeHassl. st yTOUHEHMUS
JMarHo3a 4YacTo TPeOYIOTCS MOJIEKYISIpHO-TeHeTUYe-
CKUe UCCIIeIOBaHMSI.
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C 11eJIbIO OIpeesieHUs] IIPUPO/IBI 3a00JIeBaHNUST HAMU
o0ciemoBaHbl IBe azepOaiiizkaHCKUEe CeMbU, B KOTOPBIX
OBbLIN 3aPETUCTPUPOBAHBI CITydar POXICHUS JAeTel C TS -
JKeJION TUNepOoIMpyOuHEMHUEA.

Matepuan n metopapl

MarepuasoM Hcclie0BaHMI CITyKUIa KpOBb MpoOaH-
JIOB ¢ HEOHATAJIbHOM XEJITYXOM, UX CUOCOB U POIUTEIICH.
IMonHbBIE aHaMM3 KPOBU TIPOBENEH Ha TreMaTOJOTHYe-
ckom ananuzarope Coulter Counter (Sysmex KX-21N,
Sysmex Corporation). YpoBeHb 00IIIETO0 Y KOHBIOTUPO-
BaHHOTO CBHIBOPOTOYHOTO OMIMPYOMHA B KPOBU OIIpe-
nensin Ha anrmapare Cobas integra 400 plus (Roche,
[Beitapust). OmpeneneHue akTUBHOCTU epMeHTa
TJII0K030-6-(ocdaTaernaporeHasbl OCYIIECTBISIOCH Ka-
YECTBEHHBIM METOJOM (PIIyOPECIIMPYIOIINX MATEH 110 Me-
tony Beutler—Baluda [10] u KoiMueCTBEHHBIM aHAJIM30M
¢ mpuMeHenuneM Pointe Scientific, Inc., beasrus, cormac-
Ho nipotokoaty [11]. Tenpua [efiHua onpenessyiv Mo Me-
tonuke Heitum [12].

Ilpu kIMHUYECKOM O0OCIeNOoBaHUM TPOOAHIOB CO-
CTaBJISUIV U aHAJIM3UPOBaIn porocyioBHbie [13]. B uncie
OOIIMX TIPUYMH MATOJOTUYECKOM TUTTepOMITMpPYyOMHEMUN
Yy HOBOPOXAEHHBIX MCKIIOYAJTUCh HECOBMECTUMOCTh
no ABO-rpynne u pe3yc-nokasaTesisiM, CENCUC, reMaTo-
MBI M HEJOHOIIIEHHOCTD [ 14].

Jnst  TIpOBeNEeHUST  MOJIEKYJISIPHO-TEHETUYECKOTO
anamm3a JJHK skcrparmpoBaiym ¢ ITOMOIIBI0 KOMIUIEK-
ta PureLink Genomic DNA Mini Kit (Invitrogen, Life
Technologies, CIIIA) cormacHo mpotokony [15]. Tlpo-
BepKy kauectBa/koHueHTpauun JIHK, skcrparupoBaH-
HOI M3 KpOBU, TpoBOAMIM TNpu Tomoinu NanoDrop
1000 Spectrophotometer, A=260/230 am, A=260/280 HM
(Thermo Fisher Scientific, CILIA) cooTBeTCTBEHHO MpO-
ToKoy [16]. PesynbsraTsl mommMepa3HoO TeTTHOM peak-
LIMY TIPOBEPSITACH Ha 2% arapo3HOM Telle.

JAHK-cexBeHUpOoBaHUE MPOBEIEHO C WCIOJb30Ba-
HueM Terminator Ready Reaction Mix of ABI PRISM®
Big DyeTM Terminator Cycle Sequencing Ready Reac-
tion Kit, v 2.0 (Perkin-Elmer, Applied Biosystems, CILIA)
Ha ABI PRISM™ 310 DNA Sequencer (Applied Biosys-
tems, Foster City, CA, CIIIA) u ABI PRISM™ 3500xL

JlaGopaTopHble MoKa3aren NPoOAHIOB

OPUINHAJIbHBIE CTATbU HACJIEACTBEHHbIE BOJIE3HU

Genetic Analyzer (Applied Biosystems, Hitachi). Ananu3
pe3yJITaTOB CEKBEHUPOBAHUS TIPOBENCH C TTPUMEHEHU-
eM nporpammel Sequencing Analysis, v. 1.1/3.1 (Applied
Biosystems, Life Technologies Corporation, CLLIA).

C 1eJbIo OTIpeesIeHHsI 3HAYMMOCTH Pa3IMINil COTTO-
CTaBJISIEMBIX BEJIMIWH TIPUMEHsICS Kputepuii ¢ CTbio-
neHra [17].

Pe3ynbTathl M 06CcyxaeHue

IMpoBenaeHbl uccaeqoBaHUS B JABYX MHOTOIETHBIX
CEeMbsIX, TJe€ HOBOPOXKIEHHBIE MaJbUMKK B BO3pacTe
S nueit (A.) u 7 nueii (K.) uMenu BoIpaXXEHHYIO XKEITyXY.

YcranosneHo, 4TO Y mpobaHma A. aKTMBHOCTh SH3MMa
coctapisiia <10% ot HopMBI (cM. TabuILy). OMHAKO Y HETO
He HaOIIOAAUCh TSKeNTble TeMOJIUTUYeCKUE KPU3bI, UTo,
BEPOSITHO, CBSI3aHO CO CBOMCTBAMM MyTaHTHOTO (pepMeHTa,
a TaKkKe ¢ APYTMMU TeHETUIeCKUMU (haKTOPaMU.

KaxnonHeBHOe HaOJIOIEHME TIOKA3al0, YTO Ha 2-i
JeHb XKU3HU YPOBEHBb OOIIET0 OWIMpYyOMHA TTOBBILIA-
¢ moutd A0 11 Mr/mnm m BOOCIAEACTBUU TOCTENIEHHO
BO3pacTajl, 4TO CBUIETEIbCTBOBAJIO O TATOJIOTUYECKOM
xentyxe. Kak mpaBuiIo, 3TOT TMoKaszaTeslb IOBBIIIAETCS
n0 12 Mr/mn y MOHOILIEHHBIX JeTeil Ha S5-i1 IeHb JKU3HH,
MpU OTCYTCTBUM aHOMaJIMii MeTaboim3Ma OwInpyOrMHa
JajbHENIee yBeJIMUEHUE TMPOMCXOAUT MaKCUMyM 10 15
mr/mi. [loBblllieHWe YPOBHSI 0OOIEro OMIMpYOMHA BHIIIE
17 Mr/nn v nponoplMOHAIbHOE CHUXXKEHME CONEpXKaHUsI
KOHBIOTMPOBaHHOTO OWnpyouHa Huke 0,1 mr/min cBume-
TENBCTBYIOT O TUIEepOMIUPYOMHEMUN HOBOPOXKIECHHBIX.
D10 3a00jieBaHME MOXET OBITh MOCIESACTBUEM TSIKEJION
dopMBbI AeduInTa IITI0K030-6-(hocdaraernaporeHasnl, Be-
JYIIEro K MaTOJOTMYECKOMY OTPaHUUYEHUIO TTOTJIOIIEHHUS
OMIMPYOMHA TIeUeHBIO BCISACTBYE MyTalluy reHa GO PD.

IIpoGannm A. pomuicss B MHOTOJIETHOM (ceMepo aeTeit)
ceMbe, B KOTOPOI CYMpYyTru — ABOIOPOMHBIE CHOCHI. YCTa-
HOBJICHO, UTO A. M €T0 OTelI SIBJISTIOTCS] TeMU3UTOTaMMU TIO Jie-
GuIUTY III0K030-6-(hocdatmernnporeHasbl, MaTh 1 IBE Ce-
CTpPbI — T€TEPO3UTOTHI, TPU APYTHE CECTPHI — TOMO3UTOTHI,
y Opara omnpenensieTcss HopMajibHasi aKTHBHOCTD (hpepMeHTA.

VY matepu U ee mouepeid, reTepO3UTOTHBIX O HElo-
CTaTOYHOCTU (pepMeHTa, MUMEIOTCS CIabOBBIpaXkKeHHbBIE
KJIMHUYECKUE MPOSIBIEHUS AeUIIMTa TIIF0K030-6-(poc-

TTapameTpbl KoHTponb i
A. K.
Temorno6uH, r/mn 16,2+2,1 8,7+2,1 5,4+3,1
Petukymnonutsr, % 0,4+0,035 5,7£2,9 6,6+3,4
Dputpountsl, 10°/MKI 5,7£1,04 2,9+1,2 3,3t1,4
Bbunupy6uHn, mr/mn 3,6%1,1 17,1£5,3 18,7£5,7
re®n, E/r Hb 9,8%+1,5 0,5%0,09 0,3%0,09
OO01IMii OMIMPYOUH, MT/ T 0,67£0,29 22,2+5,01 24,0£5,36
KoHblorupoBaHHbIM OMIMPYOUH, MT/IT 0,18%+0,09 0,04+0,01 0,03%+0,01

IIpumeuanue. T6M]] — rmoko30-6-bocharnernaporenasa.
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Akneposa I'A. luarHocTrka KIMHHYECKOTO momMopdu3Ma aehuiinTa rioko30-6-docdariernaporeHassl y 60IbHbBIX C THTEPOMIMPYOMHEMUEH

datmermaporeHassl ¢ 50% aKTUBHOCTBIO (epMeHTa
(5,3 E/r Hb). I[1pu aToit popme Ooe3HU SH3UMONATHUS
MPOSBJISIETCS TOJBKO TIPU MpUEMe OTpeAesIeHHBIX Jie-
KapCTBEHHBIX TIPeTNapaToB U HUBEJIHUPYETCS BCKOpE TO-
cJie TIpeKpalleHus UX TIpuemMa.

B pesynbrate ompoca ycTaHOBJIEHO, YTO y JEBO-
YeK, TOMO3WTOTHBIX MO Ae(UIIUTY dH3MMa (BO3pacT 35,
10, 12 neT), B TiepBbIC AHU TOCIE POXACHUS UMEJIN Me-
CTO XKEJITYITHOCTD, YBeIMYEHHNE CeIe3¢HKU, BEIpasKeHHAsT
aHEeMUSI C pe3KUM CHIKEHUEM KOJTMYECTBA S PUTPOLINTOB,
HEYaCTBIMU TEMOJIUTUYECKUMU KpHU3aMHU. AKTUBHOCTh
¢epMeHTa y HUX coctaBuiia B cpenHem 2,7+1,5 E/r Hb.

AxkTuBHOCTbH (hepmeHTa y otua (2,1+1,0 E/r Hb) co-
ctaBuiia 15% ot HOpMBI. DTOT TOKa3aTeslb HE COOTBET-
CTBOBAJl YMEPEHHOMW TSKECTU KIMHUYECKUX TPOSIBIIE-
HUI, 9TO, BO3MOXHO, CBSI3aHO C OTCYTCTBUEM IpHUeMa
JIEKAPCTBEHHBIX CPEICTB OKMCIUTEIHHOTO JEHCTBHUS.
IIpu ompoce BBISICHWIOCH, YTO Y POJHOTO OpaTa OTla
ocJie MpreMa HeKOTOPBIX TperapaToB HaOII0IATUCh Te-
MOJMTUYECKHE KPU3bI, a B CeMbe MaTepu MpobaHaa Ha-
OJIIOATNCh CTTIOHTAHHBIE BEIKUIIBIIIN, YTO €11e pa3 CBUIE-
TEJTBCTBYET O HACJIEICTBEHHOM XapaKTepe 3a00JIeBaHMSI.

B cembe K., ponutenn KOTOpOro He SIBISIIOTCST KPOB-
HBIMM POJCTBEHHUKAMM, HEIOCTATOUYHOCTh (epMeHTa
B TEMM3UTOTHOM COCTOSTHUM HaOJIIomajach TOJBKO y ca-
MOTO TMpoOaHaa, TeTepO3UTOTHOCTbL — Y IBYX cecTep.
Kpome Toro, B JTaHHOM Opake 3aperMCTpUpPOBaH cirydait
MEPTBOPOXKIEHUSI peOeHKa MYKCKOTo moJjia. Matb siBJisi-
eTCsl TOMO3UTOTHOI 110 3a60seBanuto ¢ 10% (1,3 E/r Hb)
aKTUBHOCTBHIO (hepMeHTa, HO HE MMeeT SIBHO BbIpaXkKeH-
HBIX KIMHUYECKUX MPU3HAKOB.

VY reTepo3UroTHBIX AeBOYEK BhIssBIeHA 60% akTUB-
HocTh pepmenTa (4,5 E/r Hb) oT HOpMbI. ¥V HUX Hab:10-
JaJliCh YMEPEeHHbIE TTPOSIBIIEHUs OOJIE3HU, UTO 00YCIOB-
JICHO HaJIMYMEM B OpraHu3Me OIS HOPMaJTbHBIX
W MYTaHTHBIX 3PpUTPOLIMTOB. He3HaumTeabHBIE OTKIIO-
HEHUsI B JaOOPATOPHBIX MTOKA3ATENISIX OT HOPMBI O0OBsIC-
HSIOTCS TPEBaMPOBAHUEM LIMPKYJIUPOBAHUS B KPOBU
HOPMAaJIbHBIX 3pUTPOIUTOB. Takoe SIBICHUE UMEET MECTO
y TETePO3UTOTHBIX HOCUTENIEN MyTaHTHOTO TeHa TP He-
paBHOI WHAKTUBALIMKU Hecyllel medekT XpoMocoMbl X
Ha paHHUX CTaausiX aMOproreHe3a. B anamHe3e y cectep
npobaHga (Bo3pact 4,5 u 2 roga) HaOIOAAIUCH TTEPUO-
NYECKUEe TeMOJUTUIECKNE KPU3Bl BO BpeMsl BUPYCHBIX
MH(PEKINOHHBIX 3a001eBaHnii. Kpn3sl conmpoBoXIainch
CHIDKEHUEM TToKa3aTesisl TeMOTJIOOMHA M TTOBBIIIEHUEM
YPOBHSI OMJTMPYOWHA B KPOBU, UTO, BEPOSITHO, SIBJISTIOCH
CJIeICTBAEM TOAABICHUS BUPDYCOM KPOBETBOPHOI (DYHK-
LIMM KOCTHOTO MO3Ta M HapyIIeHrueM (hyHKIUI TIeYeHU.

Kak cienyeT u3 peabIayInx NCCaeI0BaHWi, KITMHU-
yecknit nmoaumopdusM aeduLmTa TiI0K030-6-bochar-
JIeTMIPOTeHAa3bl 3aBUCUT OT TUIA M MeCTa MyTalluii TeHa
G6PD, cocrosiiero u3 13 3k30HOB U 12 MHTPOHOB, 00-
el MpoTSKeHHOCThI0 Oojiee 18 KO6. MonexysipHblii
aHaiu3 reHa G6PD BoistBUIT 0K0T0 200 pa3TMIHBIX MyTa-
i, BbI3bIBAOIIMX 10 400 OMOXMMUYECKUX BapMaHTOB
sH3nMonaTuum [18].

Metomom momHoro cekBenupoBanus JHK ¢ me-
JIBIO OTpenesieHusI BapvaHTa MyTanuu reHa GO6PD, Be-
Iymei K IeuunTy TIoKo30-6-docdataernaporeHasbl
W YCTAaHOBJICHUS KOPPETSALINS TUTIA MYTAIlUU C TSKECTHIO
KJIMHWYECKUX TIPOSIBJICHUM, TPOAHAIM3UPOBAHBI 00-
pasubl JIHK npobaHmoB u ujieHOB ux cemeil. B pe3ynb-
TaTe YCTAHOBJIEHBI IBE MOATPYIIIBI AehuiuTa GepMeH-
Ta — CPeaAU3eMHOMOPCKMI BapuaHT myTamnuii ¢.563C>T
u c.1311C>T (cM. pUCYHOK).

Myranmst ¢.563C>T xapaktepusyeTcst CyOCTUTYLIHECH
cepyrHa Ha (peHWIalaHUH B MO3uLMK 188 B 6-M 3K30HE,
BeIyllell K pPe3KOMy CHIDKEHWIO aKTMBHOCTU (hepMeH-
Ta IIoK030-6-hocdaraernaporenassl (<1 E/r Hb) [19].
B cembe mpobGanma A. TaHHBI BapWaHT MyTallMu TeHa
G6PD ycTaHOBIIeH y TIpobGaHa, ero TOMO3UTOTHBIX CHUO-
coB U oT11a. B cembe npobanna K. naHHbIN BapuaHT MyTa-
Y OGHapyKeH y MpobaHIa U ero MaTepH.

Y marepu mpobaHga A., ero reTepo3UroTHBIX CEcTep
ycraHoBiieH monumopdusMm c.1311C>T B 11-M 3K30-
He reHa G6PD. T1pu ykazaHHOM ToJTUMOp(U3Me LIUTO3UH
METWJINPYETCS B 5’ -METUJILIMTO3MH, KOTOPbIiA, B CBOIO OUe-
pelb, CIOHTAHHO Ae3aMUHUPYETCST B TUMUAMH. JlaHHas
MoanGUKaIMs 3K30HA Takke OOHapyKeHa y TeTepo3u-
roTHbIX cectep npobaHaa K. u'y ero marepu. B mocienHem
ciayyae noaumopdusmy ¢.1311C>T comyTcTByeT MyTalluu
¢.563C>T. Tpu c.1311C>T BapmaHTe aMHUHOKWCIOTHBIX
W3MEHEHU He TPOMCXOIMT, TTO3TOMY IaHHas caiiyieHC-
MyTals 9acTo COMpoBoXkaaeT mytauuio ¢.563C>T B 6-Mm
ak30He. [IpucyTcTBrE IBYX TAllJIOTUTIOB CPEAN3EMHOMOP-
CKOTO BapMaHTa MyTallMK reHa reHa G6PD omHOBpeMEHHO
BO3MOXKHO SIBJISIETCS CIEICTBMEM KaK CMEIIEHUS TTOITYJIsI-
LIV, TaK ¥ CAMOCTOSITEILHOTO TIOBTOPEHUSI MyTallMiA pa3-
JIMYHBIMU T€HETUIECKUMHU TTYTSIMU.

V nui ¢ neULIMTOM ITI0K030-6-hocdaraernaporeHa-
3bI U BapraHTOM c.1311C>T 6e3 myrtanuu ¢.563C>T mipu-
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CpenuzeMHOMOPCKMIA BapuaHT MmyTanuu reHa G6PD c.563
C>T (a)m c.1311 C>T (0).

POCCUNCKWIA BECTHUK NMEPUHATOJIOMU U MEANATPUN, 3, 2015




CYTCTBHME TONIMMOpPGU3Ma OOBSICHIETCS MOHOLEHTPUY-
HBIM TIPOMCXOXICHUEM CPeIM3eMHOMOPCKOTO BapraHTa
MyTanuii reHa GOPD, a OTCYTCTBUE TaHHOTO TIOJTMMOD-
(bms3Ma B OCTaNBHBIX CITyJasiX SIBJSICTCS CJSACTBUEM BHY-
TpureHHoi pekoMOuHaimu. [lo akTuBHOCTU (hepmeHTa
BapuaHT ¢.1311C>T mokasan npakrtuuecku 50%-it ypo-
BeHb. [IpucyrctBue konoHoB TAC u TAT, cornacHo Gene
Bank, y yenoBeka Bctpevaercst B 15,3 u 12,1% ciayuaes co-
otBeTcTBeHHO. Cpenv BapuaHToB reHa G6PD nukoro Tura
yactora KogoHa TAC — 14%, TAT — 7%. Takum ob6pasom,
npucytcTBue monumopdusma c.1311C>T Bener Kk HEOOIb-
IIOMY CHWDKEHMIO aKTUBHOCTHM (hepMeHTa, BBI3BIBas JIeT-
KUWIi BApUaHT 9H3MMOITATUH.

Takum o0Opa3oMm, ompeneiacHNe YpPOBHS OOIIETo
1 KOHBIOTUPOBAHHOTO OWIMPYOWHA W aKTUBHOCTHU TITIO-
K030-6-(ocharaernaporeHasbl y HOBOPOXKICHHBIX CITO-
COOCTBYeT paHHeil JAMArHOCTUKE HaCJeACTBEHHOU He-
JIOCTATOYHOCTH (DepMeHTa, MOXET CHU3UTbL TSIKeNble
MTOCJIEACTBUST TUTIEPOUTUPYOMHEMUM UM TIPEIOTBPATUTh
PUCK Pa3BUTHSI HEOOPATUMBIX HEBPOJOTMUECKUX Hapy-
IIEHW, BEI3BAHHBIX SIIEPHOM XKEJITYXOM.

IMpoBenaeHHBIE WCCIENOBAHUS JIEMOHCTPUPYIOT JIO-
MUHUpPYIOIIN 3G dekT aeiictBust BapuaHToB ¢.563C>T
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OPUINHAJIbHBIE CTATbU KAPANoJsiorns

Pa3iuunbie cniocoObl OLeHKH runepTpoui MHOKAP/IA JIEBOTO XKeIyI04Ka y MOJAPOCTKOB
C apTepUa/IbHOI runepTeH3ueil 1 U30bITOYHOI MACCOI TeJia

A.C. lllapoikun, U.U. Tpynuna, H JI. Teaexncnuxosa, H.A. Poibasko, E.B. Kapeauna, A.M. Baneesa,
O.I. Kyavuwesa, /. B. Hzumapuesa

FBOY BIMO «Poccuiickuin HaumoHanbHbI nccnenoBaTenbckmnin yHusepcuteT uMm. H.U. Muporoea», Mockea; NBY3 «eTtckas
ropoackas knnHudeckas 6onbHuua nm. 3.A. bawnsesoii», Mocksa

Different procedures for evaluation of left ventricular hypertrophy in overweight
hypertensive adolescents

A.S. Sharykin, I.1. Trunina, N.D. Telezhnikova, N.A. Rybalko, E.V. Karelina, A.M. Vaneeva,
0.G. Kulysheva, D.V. Izimarieva

N.I. Pirogov Russian National Research Medical University, Moscow; Z.A. Bashlyaeva City Children’s Clinical Hospital, Moscow

HUccnenoBanus apTepuajibHOi TUNEPTEH3HH Y B3POCJIbIX MO3BOJIIIN BbIIETUTH (haKTOPbI, OTATOMAIOIINE €€ TeYeHHE H MOBBINA-
e PUCK HeOIAroNpUATHBIX HCX0J0B B BHe HH(APKTA MHOKAP/A, MHCYJIbTA U T. . Y JeTeii 0CHOBHBIM MAapPKePOM TsKeCTH 3200-
JieBaHMs sBJIIeTCS HaJMuue runeprpodun Muokapaa. B onpenesieHHbIX CHTYalusX, B YACTHOCTH, IIPH OKUPEHUH, BO3MOXKHA ee He-
Jloo1eHKa. B HacTosmeii paGoTe MbI IPOAHAIM3MPOBAJH BIMSHUE HIECTH HANO0JIee pACIPOCTPAHEHHBIX HHIEKCOB MACCHI MHOKApIA
(MM) Ha 4acTOTy BbISIBJIEHUS rUNepPTPO(UH MUOKAPIA Y MOAPOCTKOB C apTepuaibHOii runeprensueii: 1) MM/Poct>’(>45 r/M*7);
2) MM/Poct>’(>48 r/m>"); 3) MM/Poct?’(>51 r/m>7); 4) zMM(F) (>1,65); 5) MM/IIIIT(>115 r/m?); 6) MM/MT (>3,0 r k).
IoayyeHHble pe3yJbTaThl 3aBHCETN OT MCIOJIb3YeMOro MHAeKca W BapbupoBaiu ot 11,3 1o 35,9%. Bennunna mMacchl MuUOKapaa
KOPpPeJMpPOBAJa ¢ BEJIMYUHONH CHCTOJIMYECKOTO aPTEPHAILHOIO IaBJIeHUs1 U BpeMeHeM Harpy3ku. [umeprpodus yame Berpeyanach
npH CTA0MIbHO# apTepuabHoii runeprensun (28,6%; p<0,05) u oxupennu (p<0,05). Hanbosiee aneKBaTHHIMU MHIEKCAMM /1151 BbI-
SIBJIEHUSI THIEPTPOUM MHOKAP/IA Y TAKUX NaNueHTOB sBasioTrcs MM /Poct>’(>48 r/m>7) u zZMM(F) (>1,65).

Karouesnie caosa: demu, apmepuanshas unepmen3us, UHOEKC 8peMeHU Haepy3Ku, UHOEKC MAcchl MUOKapoa, cunepmpoghus MUokapoa,
odcupenrue.

Studies of arterial hypertension in adults could identify factors aggravating its course and increasing the risk of poor outcomes as myo-
cardial infarction, stroke, etc. Myocardial hypertrophy is a major marker for disease severity in children. It may be underestimated in
certain situations, in obesity in particular. This investigation analyzed the impact of the most common myocardial mass (MM) indices
on the detection rate of myocardial hypertrophy in hypertensive adolescents: 1) MM/Height>’ (>45 g/m>’); 2) MM/Height>’(>48 g/
m?’), 3) MM/Height>” (>51 g/m?7); 4) zMM(F) (>1,65); 5) MM/BSA(>115 g/m?); 6) MM /Body weight (>3,0 g/kg). The findings
depended on the used index and varied from 11,3 to 35,9%. The myocardial mass correlated with systolic blood pressure and exercise
time. Hypertrophy was frequently encountered in persistent hypertension (28,6%; p<0,05) and obesity (p<0,05). MM/Height>’(>48
g/m>7) and zMM(F) (>1,65) are the most adequate indices for the detection of myocardial hypertrophy in these patients.

Key words: children, hypertension, exercise time index, myocardial mass index, myocardial hypertrophy, obesity.

HCCJ‘ICZ{OB&HI/IH apTepuagbHO TMIIEPTEH3UM Y B3pOC-
JIBIX TTO3BOJIMJIN BBIICIUTH (DaKTOPHI, OTSATOIIAI0-
II1e ee TeUeHWe U TOBBIIIAIONINe PUCK HEOIarompusIT-
HBIX MCXOIOB (B BUAe WH(apKTa MHOKapaa, WHCYJIbTa
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npod. Kadenpsl rocnutaabHOil neanatpun Ne 1 neauarpuyeckoro daxynbreta
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yeckuM otaesneHnem KB um. 3.A. bauuiseBoit

Tenexxnukoa Hatanbsi [JIMUTpHeBHA — Bpau-AeTCKMil KapIuoJIOr TOTO Xe
YUPEXKISHUsI

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

Pri6anko Haranbst AniekceeBHa — Bpau-IeTCKUIA KapAMOJIOT TOTO XK€ YIPESKICHUS
Kapenmna Exareprna BukropoBHa — Bpau ¥Y3-IMarHOCTUKU TOTO XK€ YUPEXKICHUS
Baneesa AHHa MypartoBHa — Bpay Y3-IHarHOCTUKHU TOTO XK€ YUPeXKIeHUs
125373 Mockaa, yi. [epoes [Tandunosues, 1. 28

KynbieBa Onbra [eHHanbeBHa — cTyaeHTKa 6 Kypca [BOY BITO PHUMY
um H.W. MMuporosa

N3zumapuena [lnana BramumupoBHa — ctyneHTka 5-ro Kypca [lepporo MITMY
uM. .M. CeueHoBa

119991 Mocksa, yi. Tpy6etkasi, 1. 8, cTp. 2

U T.1.). OTHUM U3 HUX SBJISIETCSI TUTIEPTPOD U MUOKapaa
[1]. Tak kaK y nereit peako BOZHUKAIOT YKa3aHHbIE CEPb-
€3Hble TMOCJEICTBUS apTepUaIbHON TUMEPTEH3UU, Ha-
JINYue TUTNepTpoduun Mruokapaa CTaHOBUTCSI OCHOBHBIM
MapKepoMm TskecTu 3abojieBaHus. JlomycTUMble MHTEP-
BaJIbl MacChl cep/lia 0a3upyroTcsl Ha pe3ysbraTax odce-
JOBaHMS pedepeHCHBIX TOIYJISIIINI, BO MHOTOM 3aBUCST
OT COCTaBa IMOCJIEeIHUX U TeX IPaHUIl, KOTOpbIEe BHIOMpPa-
IOT KaK IMOPOTOBbIe. YUUTHIBASI, YTO Y MOJPOCTKOB OJTHO-
ro 1 TOTO Xe Bo3pacTa BO3MOXHBI IIMPOKUE KOJIeOaHUS
IUTMHBI U MAaccChl Tejla, TOYHOE TOHSATUE TUIepTpodumn
MHoKapaa JJisl KaxJI0ro MalueHTa CTAHOBUTCS OCOOEH-
HO BaXXHbIM. B TO Xe Bpems aHanu3 JIUTepaTyphl MoKa-
3bIBAET, UTO JUISI OTIPEAC/ICHUS] TMOHSTUSI TUTIepTpoduu
MUOKapia WCIOJAb3YIOT TPUHIMIUAIBHO pa3IudyHbIe
CTIoCcOOBI MHAEKCALIMA MAacChl MMOKap/ia U €€ TTOPOTOBBIX
BeJUYMH. B pe3yibraTe BO3MOXHA HE10- WU MEPEOLIeH-
Ka TunepTpoduu B OMpeneleHHbIX CUTyallusiX, B 4acT-
HOCTH, TIpU OXHpeHuu. B HacTosiet pabote Mbl TIpoO-
aHaJIM3UPOBAIM BJIUSIHME HanboJiee pacipoCcTpaHEHHbBIX
WHJEKCOB TurnepTpoduu MUOKapja Ha 4acTOTYy €€ BbI-

POCCUNCKWIA BECTHUK NMEPUHATOJIOMU U MEANATPUN, 3, 2015

71




SIBJIEHUST Y TIOAPOCTKOB C apTepUabHOI TMIIEPTEH3HEN,
B TOM YHCJIE UMEIOIINX N30BITOYHYIO MacCy TeJia.

XapaktepucTtuka getev u MeToAbl UCCNeaoBaHNS

B ananu3 BkimodeHsbI 106 neTeit My>kKCKOTO 1MoJjia B BO3-
pacre 15%1,6 roga, mpoxoausiinx oocaenosanue B JII'Kb
uM. 3.A. bauuisieBoii . MOCKBBI IO TTOBO/Y TTOBBIIIEHHO-
ro apTepuasbHOrO napjieHus. M3 nccienoBaHus UCKITIO-
YeHBI JeTH C BTOPUYHOM TUIEPTEH3WEH W TOJTyJaBIIre
AHTUTUTIEPTEH3UBHYIO TEPAMUIO B TEUEHUE TPEX TPeIIe-
CTBYIOIINX HEJEIb.

Hamuuue w crereHb apTepuaibHON TUMEPTECH3UU
OLIEHWBAJIM B COOTBETCTBUM C PEKOMEHIAIUSIMU, TIPEI-
JiokeHHbIMM 111 feteid coBmectHo BHOK, PMOAT
n AJIKP! [2]. B nipoliecce uccaenoBaHKsI UCITOIb30BaHbI
TTOHATUS O(PUCHOTO JaBJIeHUS] — U3MEPEHHOTO TPOEKpaT-
HO 110 MeTony KopoTkoBa B MOKoe, a TakKe MPH CYyTOY-
HOM MOHUTOPUPOBAHUU.

CyTOYHOE MOHMTOPUPOBAHWE apTEPUATHLHOTO HaB-
geausi (CMAJl) mnpoBoauiaud ¢ TOMOIIbIO Tpudopa
bulluJla6 (ITetp Tenerun, Poccust). Pe3yabraThl oleHu-
BaJii B CPAaBHEHUU C TMOKazaTeasiMu 95-T0 MPOUEHTUJIS
IIJISI COOTBETCTBYIOIIMX JUTMHBI Tesia u noja [3]. [pu co-
MTOCTaBJICHUN ¢ O(PUCHBIM JaBIeHUEM OPUEHTUPOBAIICH
MPEVMYIIECTBEHHO Ha JHEBHBIE TTOKA3aTe .

JIOTIOJTHUTETBHO PAaCCYMTHIBAIM TPU WHIAEKCA CUCTO-
nmueckoro aprepuaibHoro aasiaeHust (CAJL): 1) oTHole-
Hue opucHoro CAJl K BeMUMHE HOPMATUBHOTO 95-TO
npoueHTunss (CAIL/CAIL-95); 2) oTHOLIIEHEe MOHUTOPU-
poBanHoro CAJl x atoit ke BenuuuHe (CAlcman/CAJl-
95); 3) otHoieHne MoHuTtopupoBaHHoro CAJl kK Benu-
yrHe HopMaTUuBHOTO 95-r0 iponieHTH I CAJl mirss CMAJL
(CAlcman/CAJlcman-95).

Oxokapauorpaduyeckoe HMCCaeT0OBaHUE TPOBOIUIIN
Ha YJIBTpa3ByKoBoM ckaHepe Logic P6 cekTopHBbIM mat-
yukoM ¢ yvactotoir 3—5 MIir (GeneralElectric, CILA)
B COOTBETCTBUU C PEKOMEHIYEMBIMH CITOCOOAMU OLIEHKU
pa3MepoB TOJIOCTEN cep/ilia v TOJIIIMHBI MUOKap/a JeBOTO
xenynouka [4]. UsMepeHust mapaMeTpoB JIEBOTO XKeJTy 04 -
Ka BBITIOJTHSIN B TMapacTepHaIbHOM MPOSKIINU JTUHHON
OCH Ha YpOBHE KOHIIOB CTBOPOK MUTPaJbHOTO KJIartaHa
B KOHIIe TUACTOJIBI (B MEPUOM 3aKPBITOTO KJIallaHa) W B
cucToiy (HEeMmoCpeACTBeHHO TMepes OTKPhITUEM KilaraHa).
Hcrnonb3oBanu cpenHiow BEJMYMHY M3 TpexX MocjenoBa-
TEJIBHBIX CEPICUYHBIX LINKJIOB BO BPEMSI BbIZIOXA.

Hanuyue oTKJIOHEHM# OT HOPMaJIbHOW Macchl Teja
Onpeessiiv Mo 3HaueHusIM uHaekca Maccol tena (MMT)
JUTISL IIeTei M MOAPOCTKOB, KOTOPbIE COOTBETCTBYIOT KpPH-
TepusiM M30BITOYHON Maccel Tema (MMT>25 kr/m?)
u oxxupenust (MMT>30 kr/m?) y B3pocbix [5].

Maccy muokapia (M M) BbIMUCIISUIA 1O OOIIETTPUHSTOM
dopmyre [6]. Hamnuue runeprpodun MUOKapiaa OLIEHU-
BaJIi C TIOMOIIIBIO HanboJIee YaCcTO UCIOJIb3YeMbIX B JIUTE-
paType MHIEKCOB — IO POCTY B CTENEeHU 2,7 C pa3jINyHbI-

' BHOK — Bcepoccuiickoe HaydHOe OOIIECTBO KapauOJIOroB,
PMOAT — Poccuiickoe MeIMLMHCKOE OOIIECTBO MO apTepUaibHOt
runeproHuu, AJKP — Accortmanus gerckux kapauosioro Poccuu.

OPUINHAJIbHBIE CTATbU KAPAUNoOJIOrns

MU BepXHUMU TpaHULIaMU HOPMBI (>45, >48 u >51 r/m>7)
[1, 2, 7], HEHTUJILHOMY pacIipeae/IeHUI0O MacChl MUOKapaa
OTHOCUTEJIbHO KaXIIOW MaHHOW IIMHBI Tena (z-(hakTop
no Foster B. M coaBt.) [8], oTHOCUTEIHHO TIIOIIAAM TIO-
BepxHoctu Tena (IMI1T) [4] u oTHOcUTENBHO Macchl Tena
(MT) [9]. Takum oGpa3oM, MCITOJB30BAIU IIECTh WHICK-
coB: 1) MM/Poct>’(>45 r/M>7), 2) MM/Poct>’(>48 r/M*7),
3) MM/Poct>’(>51 t/Mm>7), 4) zMM(F) (>1,65), 5) MM/
MIIT (>115 /M%), 6) MM/MT (>3,0).

CrartrcTuyeckyo 00paboTKy pe3yJbraToB TPOBOIMIN
C TIOMOIIBIO ITaKeTa CTaTUCTUYECKMX ITporpamMM Statistica
8.0 (CIIA). Ilpu HOpMaIbHOM pacrpeneseHu 3Have-
HUIl onpeaesiiv cpenHioo (M) u cTaHmapTHOE OTKIIOHE-
Hue (+o); mpu pacrnpeaeseHu, OTIIMYHOM OT HOPMasib-
Horo, — MenuaHy (Me) M MHTEPKBApTWIbHbBIN WHTEpBa
(MW 25—75-ii nepueHTHIb). [ cpaBHEHUST KOJTMYECTBEH-
HBIX TIOKa3aTesieil pa3HbIX TPYMNI TIpU HOPMAaJIbHO pac-
MpeaeIeHHBIX TIEPEMEHHBIX MCITOJIb30BAIN  I-KPUTEPUIA
CrblofieHTa, 1T HEHOPMAJTbHO pacrpele/ieHHbIX — He-
MapaMeTpuIecKre CTaTUCTUYECKUE METOIbI, B TOM YKCJIe
koapduimeHT Koppesnsiimu no CrimpmeHy. B xone aHanm-
3a UCTOJIb30BaJICS YPOBEHb 3HAUMMOCTH pazimuuit p<0,05.
CpaBHeHUE TPyMNN IO KavyeCTBEHHOMY OWHApHOMY TMpH-
3HAKY MPOM3BOAVIIN C TIOMOIIBIO TaOJINII COTPSKEHHOCTH
U BBIYUCIICHUST OTHOLIeHUs 11aHcoB (OR — odds ratio) ¢ yka-
3aHUeEM noBepuTebHOoro nHtepsaia (JIN) [10].

Pe3ynbratbl

Ouenka undekcos eunepmpoguu Muokapoa

Bce ucnonb3oBaHHbIE HAMU WHIEKCHI MMETH MEXKIY
c000i1 BbICOKYIO Koppessiiuio — #=0,61—0,99 (p<0,05).
DTO TO3BOJISIET MPEATOIIOKUTh, UTO UX TPUMEHEHUE MO~
JKeT OBITh BIMOJIHE paBHOIIEHHBIM. OTHAKO TTOCIe YOI
aHaJIU3 BBISIBUJ OTpe/ieJIEHHbIE OCOOEHHOCTH.

PazauunHbie METOIBI OLIEHKU TUTIEPTPODUN MUOKapaa
COTPOBOXAANCH 3HAYUTEIBHBIM pa30pOCOM €€ YacTOThI
B UCCJIEOBAHHOI Koropre naiueHToB (Tabha. 1): ot 11,3
10 35,9%. HauGosblliee OTM4YMEe OT OCTAJbHBIX M3Me-
peHuit maBan mHaekc MM/Poct>’(>45 1/M>") — cTatu-
CTUYECKU JOCTOBEPHON pa3HUIIBI Y HETO HE OBIJIO TOJb-
Ko ¢ OmrmkaimuMm wHIekcoM MM/Poct?7(>48 1/M%7).
IMpu wcrnonb3oBaHUM TIOKa3aTeeil, He yYUTHIBAIOIINX
maccy tea (repBble 4), yacTora TunepTpodun MuoKapaa
OCTaBaach BBICOKOM M TPU HATUIUU OXUPEHUS (Cpel-
nuit UMT ot 30,4 no 32,8 kr/m2, cM. Tab:. 1). [Tpu aTom
JTOJIST TIOMOOHBIX TIALMEHTOB B TpymIax Oblla BHICOKOM
U MpakKTUYecKu He pasnunuanach (p>0,05). B ornmuune
ot atoro mHaekcauus 1o [T npuBena K 3ameTHOMY
CHIKEHUIO KOJWYECTBA JETe ¢ OXMPEHHEM, COUYeTaB-
IIUMCS ¢ TUIepTpodueil, a HAaMMeHbIIee UX KOJTUIECTBO
MOJIy9eHO TIPY MHIEKCAIlMM MacChl MUOKapaa Mo Macce
tena (p<0,05). B mocnemgHeil rpyrre OKa3aJMCh TOJIb-
KO JIBa MalyeHTa ¢ U30bITOYHOI Maccoii Tena (cpeaHuii
WMT B rpymme 23,4 kt/m?).

OnmHO M3 HaMOONBIINX COOTBETCTBUII HAOIIOAIOCH
Mexny wHnekcamu MM/Poct*” m zMM(F): =0,9994;
p<0,001. Hamu mpoBeaeHO cpaBHEHHWE MeXTy TaHHbI-
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MU MHIEKCAMU TIPY WCTTOJB30BAHUM Pa3IMYHBIX BEPXHMX
rpanui] Hopmbl (puc. 1). Ha puc. 1 mokasarenu, pacrio-
JIOXXEHHBIE BBIIIE TOPU3OHTAIBHBIX JIMHUM, COOTBETCTBY-
10T TUTepTpodun MHOKapma o Kputepuio MM/Poct?’,
a rpaBee BePTUKAIbHOW JUHUK — 110 Kputepuio zMM(F).
B kBampante B rumeprpodusi nmpucyrcTByeT Mo oOoum
KpuTepusiM, a B KBagpaHTe C OTCYTCTBYeT 1O 000MM KpU-
TepusiM. ONTHMAaIbHOE COBIAJICHUE YacTOT TUTIEPTPOhUMN
OTMEUYEHO TIPW WCTIONb30BaHWM BeMnanHbl MM/Poct?’
ot 48 o 51 t/M>7; B TaHHOM JIMaria30He pa3HUlIa B YacTOTe
runepTpoduu cocTapisiia vk 7,6% (p>0,05), a ipu cHU-
SKEHUU TpaHuIIbl 10 45 1/M>7 mocturana 19,9% (p<0,05).

Wunekcst MM/Poct?’, Tak u zMM(F), Haxomsch
B CBSI3U C POCTOM JIETEI, TEM HE MEeHEee He KOpPeJUupo-
BaJIM C HUM, YTO YKa3bIBaeT Ha UX OOBEKTUBHYIO XapaK-
TePUCTUKY; CIydau TUMEePTPOPUM MHOKapaa OTMEUEHBI
MPY Pa3TUIHOM POCTE IETEH.

ComnocTtapiieHUe OCTAIbHbIX WHIEKCOB MoKazajo 00-
Jiee 3HAYUTEJIbHbBINM MPOLIEHT PACXOXIEHUST PE3YJbTaTOB
Mexay HuMHu. Ha puc. 2 mpuBeneH mpuMep BBICOKOM
dopmanbHOIl Koppensunu mMexay uHaekcamu zMM(F)
u MM/TIIIT (r=0,8947; p<0,05), omHAKO YKUCIIO TMATHO-
CTUPOBAHHBIX TUMEPTPOGUI CYIIIECTBEHHO pa3inyaeTcsl
(mo 10,4%; p<0,001). CxomHbIM 00pa3oM IMpoaHaTU3U-
pOBaHHas pazHUIIA MEXIY OIpe/ieleHueM runepTpoduun
o metoay MM/Poct>'ut MM/TITIT nocturana no 15,1%
(p<0,001). CnemyeT OTMETUTD, YTO BCE Cydan TUTIEPTPO-
¢uwu, onpenesieHHbIe HA OCHOBaHUM Kputepusi MM/MT,
Bcerma TOMamaiyd B TPYIIIbI, OLEHEHHbIE MO WHIEK-
cam MM/Poct*7(>48 1/M>7), MM/Poct>’(>51 T1/M>7)
wm zMM(F), u Takum o0pa3omM He MpeacTaBIsUIU J10-
MMOJTHUTETHHBIX TUTIEPTPODUIA.

IMosyyeHHbIe MaHHbBIE MO3BOJSIIOT BBIIEIUTH JBa OC-
HOBHBIX TOKa3aTessi, UMEIOIUX HaWIydllyl0 KOppesi-
1110, HE3aBUCSIIMX OT Macchl Tela NeTeil U B MakCu-
MaJIbHOM CTETIEHM OTpakalollMX Hajauyue rureprpoduu
muokapaa: zMM(F) u MM/Poct*’. Uunekc zMM(F)

SIBJISIETCSI HanboJiee CTPOTMM ToKa3aresieM, Tak Kak y4u-
ThIBAET BCE BO3MOXHbIE pACIIPENeIeHUs BEIUUUH Y IeTei
¢ TaHHBIM pocToM [8]. HecMoTpst Ha OTHOCHUTETBHYIO CITOXK-
HOCTb pacyeTta, OH MOXET UCTIOJIb30BaThC /151 BaTUIALIUA
OCTaJIbHBIX MHAEKCOB. YTO KacaeTcsi BTOPOro MHIEKca,
TO MBI MpeArnoYnTaeM Bemmanny MM/Poct?7(>48 t/m>7),
TaK KakK OHa, CYIIECTBEHHO HE YBEJIMUMBAsl CPEHIO0 Ya-
CTOTY TMNIEPTPO( U B KOTOPTE, TO3BOJISIET O0Jiee paHo 3a-
(uKcupoBaTh UBMEHEHMSI JIEBOTO XeJylIouKa, B TO BpeMs
KaK ypoBeHb MHeKca 6osee 51 r/M>7 MHOTHE aBTOPHI CUH-
TaIOT 3aBbIIIEHHBIM.

JaHHble TIOKAa3aTeau UCIOIb30BaHbl HAMU Kak 0a3o-
BbIE MPU JAJIbHENIIEM aHAIU3€e PE3YJILTaTOB HAOIONEHUIA.

70 | A B

ML PocT T
3
o

- 3 =2 o} ] 1 2 a &
z MM (F)

Puc. 1. ConocraBjieHne HHIEKCOB MAacChl MHOKapaa
MM/Poct?>’ u zMM(F). Bbilile ropu3oHTAJIbHBIX JHHUI —
ciayyau runeprpoduu Muokapaa mo uuaexcy MM/Pocr?’,
npaBee BePTHKAJbHON JMHAM — CJydau runeprpodun mmo-
kapaa no uHaekcy zMM(F). Bce mokasarenm B KBajpaHTe
A, pacnoyioxkeHHbie oT ypoBHs 45 1o 51 r/m>7 (cepblii mpsMo-
YTOJIbHUK), Q10T THNEePTPO(UI0 MUOKAPAA, KOTOPAs He ompe-
neasierca ¢ nomomblo ZMM(F), Tak Kak OHM He MONAJAIOT
B KBaapauTsl B nmu D.

Tabauya 1. Yactora runeprpodun MHOKAPIA MPH PA3THYHBIX METOIAX €€ OIIEHKH Y /IeTeil C apTepuasbHOil runepreH3unei

KonnuecTBo

WHaexchbl B Tom uncie .
Howmep MalueHTOB Cpennuit UMT, .
runepTpodun . C OXXUpeHueM, abc. 2 p (m1s1 % runieprpoduii)
MHIEKCa e ¢ runepTpoduei, %) KT/M
M aoc. (%)
MM/Poct?’ p. =Hm; p . ,<0,01;p <0,001;
1 (>45 t/m27) 38 (35,9) 24 (63,1) 30,4 1-2 11’31;46<0’001 1-5
MM/Poct?’ —
2 (>48 t/M>7) 25(23,6) 19 (76,0) 31,9 Py 5.4 s HE; P, <0,05
MM/Poct?’ .
3 (>51 r/M27) 17 (16,0) 13 (76,0) 32,3 Dy 5.¢—HI
4 z MM(F)1,65 ¢ 19 (17,9) 15(78,9) 32,8 Pys ¢ HI
MM/IIIT _
5 (115 /M) 16 (15,1) 8 (50,0) 28,7 Ds (—HA
MM/MT o
6 (>3 r/kr) 12 (11,3) 2 (16,7) 23,4 —

Tpumeuanue. * CcbUIKM Ha UCTOUHMKY HOPMATUBOB MPUBEIEHBI B TekcTe; ** — p<0,05 o cpaBHeHUIO ¢ MHAEKcaMu 1—4; HI — pa3nuyus He-

JIOCTOBEPHBI.
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Bausnue nogviuennoeo apmepuansHo2o dagaeHus Ha eu-
nepmpoghuro muoxkapoa

Bce manmeHThl ObLTM HampaBieHBl Ha O0CJeTOBaHUE
B CBSI3U C TTOBBILICHUEM apTepUaIbHOTO TABJIEHNSI, BbISIB-
JIEHHBIM Ha aMOyJIaTOpHOM 3Tarte. B To ke Bpemst Tipu 00-
CJIeIOBAaHUM B CTallMIOHApe CpeaHee OTHOIIeHNE U3MepeH-
Horo u ponyctumoro CAJl cocrasuio 0,97 (11 0,93—1,03),
TO €CTb ObUIO MEHbIIIE TUArHOCTUYECKOTO YPOBHSI TUIIEP-
TEH3UU. DTO MOTJIO OBITh CBSI3aHO C amanTalyei neTeil K He-
OTHOKPAaTHOMY O0CJIEIOBAHUIO U MCKITIOYEHNIO (heHOMEeHa
TUMEPTEH3UM «OEJIOro XaaaTa»; OJJHAKO MPU MOCIENYIOIEM
npoBeneHnn CMAJI y Bcex 3TUX maimeHToB ObUIo 3ahuK-
CHPOBAHO HAJIMYKE apTepPUATbHON TMIIEPTEH3HH.

OOcnenoBaHHbBIE  TAIMEHTBI  OBUIM  pa3esieHbl
Ha TPYIMbl ¢ JaOWILHOW U CTaOWUJIBbHON apTepualbHOM
ruTiepTeH3ueit. Ipymmy ¢ 1abWIbHON TUTIepTEeH3UEN CO-
CTaBUIM 22 malnueHTa, uMeBllre uHaeke spemeru (MB)
MTOBBIIIIEHHOTO NaBiieHus ot 25 mo 50%. B rpymiy co cta-
OubHOI runepreH3ueli Bouu 84 manueHrta ¢ B Goiee
50%. OcHOBHBIE TTOKA3aTeJIN TSI 00EUX TPYIII TTPUBEIE-
HBI B Ta61. 2. [Tpn cpaBHUTEIBHO OAWHAKOBBIX BO3PACT-
HBIX U MacCOPOCTOBBIX ITOKa3aTesIX TPYIIbI pa3inda-
JINCh TIO CTEMEeHU apTepUabHON TUTIEPTEH3UU KaK Tpu
u3MepeHnu B 1okoe, Tak 1 npu CMAJ/I. B rpynmne cra-
OMJbHOI apTepuasibHON TUTepTeH3un YypoBeHb CAJl
TIpeBHIIAT HOPMATUBHBIN B cpeHeM Ha 5—9%.

IIpu comocrtaBnennn wuHAEKCOB oducHoro CAJL
C Maccoil MMOKapiaa BBISIBIEHO, YTO CIy4aW THUIEPTPO-
(buu Mmuokapaa uMeu Mecto y 36,2% TalmeHTOB ¢ OTHO-
menueM CAII/CAJ1-95 >1,0 u tonsko y 13,5% ¢ uHnex-
com <1,0 (p<0,05). AHasiornuHast KapTrHa HadJIOJAIaCh
s CMAI: 37,5% runeptpocduit ipu nHmekce CAJl-
cman/CAlecman-95 >1,0 u muib 12,1% 1nipu ero BeTndu-
He <1,0 (p<0,05). Takum obpa3om, TipeBbillIeHNE 95-TO
npoueHTuass CAJl SIBISIOCH OJHOM M3 OCHOBHBIX TIPU-
YUH pa3BUTHUs TUIIEPTpoPUU MHUOKapaa, He3aBUCUMO
OT MeToJa M3MEPEeHUs AaBIeHUs. DTO MOATBEPKIACTCS
U BBISIBIECHHOI KOppEeJSIIueil MeXIy BETMUMHON MacChI
MMOKapJa, B TOM YKCJie MHIEKCUPOBAHHOM, U YPOBHEM
CA/ Bo Bceit koropre: r=0,44; p<0,05.

Hamu otMedeHa Majast UHGOPMATUBHOCTD MTPUMEHE-
HUST cpeaHnx Beamaud MM /Poct>’u zMM(F) mist cpas-
HUTEJbHOW OILIEHKW COCTOSIHUSI MUOKapia B TpyIINax.
JlanHble TIOKa3aTeJn OBbUIM OJIM3KU MEXITy CoOO¥,
U TOJIBKO MCITOJIb30BaHKE TTOHSATHS TUTIEPTPODUU MTO3BO-
JIWJIO BBISIBUTH PA3IMUMS MEXKIY TPYIITTaMK — KOJTUYECTBO
MallMEHTOB ¢ TUTIepTpodueit MruoKapaa ObUIO JOCTOBEP-
HO BBIIIIe TIPU CTAOMJIBLHOM TUIIEPTEH3WU, YeM TIpU Jia-
ounbHOM: 24 (28,6%) n 1 (4,5%) cootBeTcTBeHHO, p<0,05
(cM. Tabu. 2; puc. 3).

DTOMY COOTBETCTBOBAJIO M OTHOIIEHKE IIAHCOB pa3-
BUTHS TUTIEPTPOPUU MUOKapaa, KOTOpoe ObIIO 3HAYM-
TeJBHO BBHIIIE B TPYIIIE CO CTAOMIBHOW TUIEPTEH3UEH,
yeMm ¢ mabunbHoi (OR=8.4; 11 1,07—66,2). IIpn na-
OMJIbHOU TUMEPTEH3UU KaKMX-JMOO 3aBUCUMOCTEN Me-
Ky MacCcoi MHMoOKapia M BEJTWYUHOU apTepuaibHOTO
JIaBJICHUS HEe BBISIBJIEHO.

OPUINHAJIbHBIE CTATbU KAPAUNoOJIOrns

Takum obGpaszom, rurieprpodusi MUOKapaa oTpaxkasa
HaJIM4ue CyIIECTBEHHOU U JUTUTEIbHOW HArpy3KU aBJie-
HUEM, T.€. CTAOUJIbHOU TUTIEPTEH3UN.

BnusHue Macchbl Tena Ha runeptpoduio Muokapaa

V 35 (33%) uenoek UMT Haxomuiics B Tipeeiax HOp-
MbI, ¥ 71 (67%) mipeBbIian ee, B ToM uucie B 43 (40,6%)
CITyJasix ObUT Ha YPOBHE OkupeHUst. CpemHue ToKa3aTen
WUMT cyiiecTBeHHO He pa3nyajuch B IpymIiax ¢ JaOuib-
HOI M cTaOWIBHOM TumepTeH3ueit (cM. Tabi. 2), onHaKo
a0COJTIOTHOE YUCIIO JETe ¢ OXMpEeHWEM B ITOCICTHEH
rpymre 06110 6osbiie — 40 mpotuB 3 moapocTKoB (p<0,05).

JUIsT aIMeHToB C pa3WYHON Maccoil Teia, Kak M
BO BCeil KOTOPTe, MMEJTUCh CYIIECTBCHHBIC BapUalllu
B YacToTe TUIEePTpodUU MHMOKapIa B 3aBUCUMOCTH
OT crocoba ee BbisiBIeHUs (Tadu. 3). [Ipu npumene-
HUU WHICKCOB, OPHWEHTMPOBAHHBIX TOJBKO Ha POCT
(1—4), B rpynrie ¢ MOBBIIEHHOI Maccoil Tenaa rumep-
Tpodusi MMOKap/ia BISIBISIACH TOCTOBEPHO YaIlle, YeM
TpY HOPMAaJIbHOU Macce. BwIllie OBUTO W OTHOIICHUE
maHcoB mias ee pasutus: OR=11,5-17,3 (AU 1,5—
135,0). Cnenyer OTMETUTDb, YTO, HECMOTpPSI HA HEKOTO-
pyl0 pa3HMIly B pe3ysbraTax MeXIy WHAeKcamMu 2 U 4,
JIOCTOBEPHOTO Pa3TMIMs OHA HE JOCTHUTaIa, YTO CBUIC-
TEJTBCTBYET O BO3MOXHOCTU WX PAaBHOIIEHHOTO MCITOJTh-
3oBaHUs. [1pu mpUuMeHEeHUN UHIEKCOB, OPUEHTUPOBAH-
HBIX Ha Maccy Tena (5 1 6), 9acToTa TUIepTpoduit pe3ko
YMEHBIIAIACh W JOCTOBEPHOCTh pa3MWIWil mcue3aa.
DT0 OBITO CIIPABEUTMBO KaK JJIsT TPOCTOTO TIPOIIEHTHOTO
COOTHOIIIEHMSI, TaK U TSI OTHOIIICHUST IITAHCOB Pa3BUTHUSI
ITaTOJIOTWH JIEBOTO XKeJTyI0UuKa.

Wunexc MM /Poct?7(>45 t/M*7), popMaibHO Ham-
0oJiee IyBCTBUTENBHBIN W NaBIIMIT HAMOOJBIIYIO JTOJTIO

4

Z MM IF]
e

WA

Puc. 2. ConocrapiieHne HHIeKCOB Macchl Muokapaa zMM(F)
u UMM/IIIIT. Bolme ropu3oHTAIbHOM JUHUN — CJIyYau TH-
neprpoduu muokapaa no uuaekcy zMM(F)(z>1,65). Cnpasa
OT BePTHKAJIbHOUW JMHMM — CJIy4aW runeprpoduu Muokapaa
no uaaekcy MM/IITIT (>115 r/m?). ITokasarenu, nonaaa-
mue B KBaapantel B u C, coBnaaawr no Tpakroske. IToka-
3aTejM, Monaaamnme B KBaapantel A 1 D, nawoTt pasHoure-
Hus — 7 cayvyaeB runeprpoduu Tobko no zMM(F) u 4 cryyas
runeprpodun Toasko no MM/IIIIT, uroro 11 (10,4%) pac-
xoxaenui (p<0,001).

POCCUNCKWIA BECTHUIK NMEPUHATOJIONMU U NMEANATPUN, 3, 2015

74




Hlapviun A.C. u coasm. PazmiiHbie cioco0bl OL[EHKU TUIIEPTPOGUI MUOKApPJIa JIEBOTO JKEeTyI04Ka Y MOIPOCTKOB...

runieptpoduit (43,7%), TeM He MeHee COTMPOBOXKIAIICS
3HAYUTEBHO 00J€€ HU3KOU BEIMYMHONM pyUCKa TS Malu-
€HTOB C MOBbILIEHHOU! Maccolt Tena (OR=3,1), a nungek-
CHI 5 1 6 oKazajnuch BOOOIEe HEMPUTOIHBIMU JJISI COTO-
CTaBJICHUS Pe3yJIBTATOB MeXIy Tpyrimamu. [IpuBeneHHBIE
JTaHHBIE YKa3bIBAIOT Ha HEOOXOAMMOCTh MCITOIh30BAHMS
aJieKBaTHBIX WHIEKCOB IJIST OLIEHKU THUTEPTPODUU MUO-
KapJa, 4To MO3BOJIsIeT 3a(DUKCUPOBATh OTYETIUBOE BITHSI-
HUe U30BITOYHOM MacChl Tejla Ha ee (hopMUpOBaHUE.

JlambHelilee cpaBHeHUE TPYITI ITOKA3aJ10, YTO OCHOB-
Hble TeMOIWHAMWYECKUE Pa3Tudus MeXIy HUMM Kaca-
JIUCH TOJTBKO BenmauHbI B (65 1 84% cOOTBETCTBEHHO;
p<0,05), T.e. Ipu M3OBITOUHOI Macce Tena cTabuiIbHasK
apTepuajibHasl TUTIEPTEH3UsT Oblla TIpeCcTaBlIeHa Jalle.
B HanOopiieii creneHy OTHOIIEHWE IITAaHCOB IS €€ pa3-
BUTHSI POCJIO TIPY HAIMYUY UMEHHO OXupeHus (42 uz 43
nauueHToB): OR=3,48 (1IN 1,07—11,28).

ITo GONBIIMHCTBY OCTAJIbHBIX MOKa3aTesieil TPYITIbI
OBLTN TaKKe COMOCTABUMBI: He OBLIO Pa3HMIIBI ITO BO3pa-
CTy, pocTy, BesimunHe cpenHero opucHoro CAJl uau mo-
snyueHHoro nipy CMAJI. JlonoaHUTENIbHbIE €CTeCTBEH-
HbIEe Pa3IuIusT OTMpPEIesIuCh TOJbKO Maccoil Tena, ee
nHaekcom u II1T (tab6. 4).

CrieyeT OTMETUTD, YTO BO BCEM KOTOPTE MOAPOCTKOB
WMT, npeBbllIaoIMii HOpMaJbHbIE TPAHUIIBI, YBEIW-
YUBaJl OTHOIIEHNE IIAHCOB JUTSI Pa3BUTHUS TUTIEPTPOGUM
muokapma: OR=7.9 (AN 1,74—35,9). 1 Benyuiyio poib
MpU 3TOM uTpai pakTop oxupeHus (puc. 4).

IMonydeHHBIe JaHHBIE YKa3bIBAIOT HAa HEIOCTATOYHYIO
MH(OPMATUBHOCTb a0COTIOTHBIX ITOKa3aTeseil MacChl Tesla
u 1enecoodbpasHocTh olleHKu UMT ¢ Touku 3peHust mus-
OBITOYHOCTH MacChl WK oxkupenus. CliemayeT, OqHaKO, OT-

METUTb, YTO POJIb MOBBIILLIEHHO MACChI TeJa MPOSIBISLIACh
B OCHOBHOM TpU HAJIMYMU CTAOMJIBHOM TUnepTeH3nn. Mx
coyeTaHue CYIIECTBEHHO TOBBIIIANIO 4acToTy (Tabm. 4,
puC. 5) ¥ OTHOIIIEHME IIIAHCOB Pa3BUTHS MMATOJIOTUYECKOTO
COCTOSTHMSI cepjilia Tpy CpaBHEHMU C TMOATPYIINON C HOP-
MaabHeiM UMT: OR=6,3 (JIN 1,36—29,76).

TIpsimbie KOpPpENSITUBHBIE CBSI3U MEXIy Maccoil Teja
M Maccoil MMoKapJa TakKe ObLTIM OOHapyXXeHBI JIWIIb
y MalMeHTOB CO CTaOWJIbHOW TurepreH3ueir. B 3Toit
rpynme koadduimeHT Koppensiuuu (r) mexany MMT
1 Maccoil MuoKapa — abCoIOTHON U MHAEKCUPOBAHHOM
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Puc. 3. ConocraBieHne WHIEKCA MAacChl MHOKapaa

(MM/Poct*’) u MHAEKCA HATPY3KH MOBBIIIEHHBIM JaBJIEHHEM
(A B). TopuzoHTaIBHAS JIMHUS — YPOBEHb MACChI MHOKapaa 48 r/
M%7, BepTUKAJIbHAS JIuHUS — YpoBenb V1B 50%. Bce cay4au rumep-
Tpouu Muokapaa no unnekcy MM/Poct>’(>48 r/m>7), Kpome
OJIHOTO, PacroJoXKeHbl B KBaapaHnTe B, T.e. B 3onHe 1B Gouee 50%.

Tabauya 2. T1oka3zaTe/l NAMEHTOB € JAOMIbHOI M CTAOMJIbHOM apTepUaIbHOM runepTensueii, Me (MHTepKBAPTUJIbHbIE HHTEPBAJIbI)

IMoka3zarenb

JlabwiibHas runepTreH3us

CrabuiibHasi TUTIEPTEH3U S

Yucio naunueHToB

Yuco manyeHToB ¢ OXXupeHueM, aoe. (%)
Bo3pacr, roambl

Pocr, cm

Macca Tena, Kr

TITIT, m?

HUMT, kr/m?

CAJl opucHOE, MM PT.CT.
CAJl npu CMAJI, MM pT.CT.
UB CAL, %

CALl/CAL-95
CAlcman/CAI-95
CAJllcman/CAJlcman-95
MM/Poct?’, r/m*’
zMM(F)

Yacrota runeprpodun Muokapaa, ade. (%)

22
3(13,6)

16 (15-17)
176 (167—180)
71 (62—85)
1,87 (1,7—1,9)
23,6 (20,2—25,4)
128 (120—130)
130 (125—134)
42 (23-50)
0,94 (0,90—0,96)
0,97 (0,94—0,98)
1,02 (0,98—1,07)
38,0 (33,4—43,0)
0,48 (—0,15—1,05)
1(4,5)

84
40 (47,6)*

15 (13,3—-16)
175 (166—181)
82 (70-94)
1,96 (1,81-2,11)
27,8 (23,5-32,3)
130 (125—140)*
138 (135—145)**
85 (72—94)**
1,0 (0,93—1,04)*
1,05 (1,01—1,1)**
1,09 (1,01—1,16)
43,0 (35,4—49,0)
1,08 (0,14—1,62)
24 (28,6)*

Tlpumeuanue. * — p<0,05; ** — p<0,01.
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B Bume MM/Poct>’(>48 t/M>7) m zMM(F), cocTaBsit
0,4540, 0,4369 u 0,4327 cootBeTcTBeHHO (p<0,05).

ITonyyeHHbIe TaHHBIE MO3BOJISIIOT CJIEAYIOIIUM 00pa-
30M OIPEIEIUTh OTHOILIEHUE IIIAHCOB JIJIsl Pa3BUTUSI CTa-
OWIbHOW apTepuanbHOI TMIePTEeH3UU WK TUIiepTpodun
MHOKap/a Mpyu HAIMYUM U OTCYTCTBUM COOTBETCTBYIO-
mux pakToOpoB prUcKa.

Cra0wibHasi aprepuajibHAs THIEPTEH3US: OXUPCHUE
npotuB HopMaiabHoro UMT — OR=3,48 (11 1,07—11,28).

Tuneprpodusi muokapaa: crabwibHasi apTepualb-
Hasl TUIMEPTEH3Usl MPOTUB JAOWIbHOU TUIMEPTEH3UU —
OR=8,4 (AU 1,07—66,2).

Tuneprpodusi muokapaa: uzosiTouHblii UMT npotus
HopmanibHOTO — OR=7,9 (1N 1,74—35,9).

Tuneprpodus Muokapaa: couetaHve CTaOUIbHOI apTe-
pUanbHOM TUNepTeH3uu U n30biTouHoro UMT npoTtuB ot-
CyTCTBMS AaHHBIX (pakTopoB — OR=6,3 (AU 1,36—29,76).

Takum 006pa3omM, pa3BUTHE U MPOTPECCUPOBAHUE TU-
neptpodun Muokapaa okazajloch CBSI3aHO CO CTEMEHbIO
MpeBbIIIEHUS HOPMaTUMBHBIX Tokazateneir CAJ, niu-
TEJbHOCTbIO MOBBIIIEHHOTO NABJAEHUSI B TEUEHUE JHEB-
HOTO BpeMeHM (HauuHas ¢ 50% BpeMeHMW) W HaludueM
OXUPEHUSI.

0OO6cyxaeHue

Huoekcayus maccol muokapoa

H3yueHne COCTOSTHMS JIEBOTO KETYyI0UKa Y B3POCTBIX
OGOJIHBIX C apTepuabHON THIEPTEH3ME TMOKa3bIBaeT,
YTO y 3HAYUTEJILHOTO YKCJIA MAllMEHTOB Pa3BUBAETCS €TO
rurieptpodus (T.e. MPeBbIlIEHUE ONpeaeIeHHOM HopMa-
TUBHOM TpaHWIIBI MacChl MMOKapna), KOppeJupyromas
C TIOCJIEAYIOUIUMH OCJIOKHEHUSIMU W YXYIIIEHUEM PO~
rHo3a 3abosieBaHus [1]. AHATOTMUYHBIM OOpa3oM cyile-
CTBOBaHWE apTepHaIbHOM TMTIEPTEH3UM y JeTell TIPUBO-
JUAT K pa3TWYHBIM HeOJaronpusATHBIM TTOCIEACTBUSIM,
B TOM 4YMCJIE TIOPAXECHUIO CEpIlLla KaK OpraHa-MULIEHU
[11]. C mmpokuM BHenpeHUeM 3XoKapauorpaduu 1o-
SIBUJIACh BO3MOXHOCTh 00Jiee TOYHO KOHTPOJHUPOBATH
pa3Mepshl cep/iia, B TOM YMCIIe B JMHAMUKE,, OTHAKO 0Ty -

OPUINHAJIbHBIE CTATbU KAPAUNoOJIOrns

CTUMBIE HOpMaJIbHBIE TPAHUIIBI MacChl MUOKapaa B OTe-
YECTBEHHOM TpaKTUKe He SIBJISTIOTCS OOIIeTPUHSATHIMU,
a B 3apyOexkHOU JUTepaType IMOCTOSHHO YTOYHSIOTCS.
Oco0ble CITOXHOCTH CYIIECTBYIOT MPU WHTEPIIpETalNU
COCTOSTHMSI MUOKap/a y JIeTell B CBSI3U C WX ITPOIOJIKAI0-
IIUMCS POCTOM U UBMEHEHUEM MPOITOPIINIA OPTaHOB.
Borpias vacTh pacyeToB MacChl MMOKap/a JIEBOTO XKe-
JIyI0YKa OCHOBaHA Ha JIMHEMHBIX U3MEPEHUSX, TTOJTyIeH-
HBIX B M-peXXrMe oI KOHTpoJieM B-pexkuMa, 1 B Ttoclie-
NYIOIlIeM pa3IMuHbIM o0pa3oM MHaekcupyeTcs. OmHako
CYIIECTBYIOT JIMIIb €IMHUYHBIE PaOOTHI, TOCBSIICHHBIE
COTOCTaBJIEHUIO WHIEKCOB, PACCUYUTAHHBIX IO pPa3HBIM
MPUHIIIIAM, YTO 3aTPYAHSET CpaBHEHHME MaHHBIX, TOJTy-
YEHHBIX B pa3HBIX YUPEXKIECHMSIX, a TaKKe B JTUHAMUKE.
CuTtyalyst OCJIOKHSIETCST U TEM, YTO Ha TIPOTSDKEHUN psiia
JIET MEHSTIOTCST KaK MCTIOJTb3yeMble MHAEKCHI, TaK U X KOH-
TPOJIbHBIE BEJIMYMHBI, B YACTHOCTH, JIJIS1 TTALIUEHTOB MYX-
ckoro Tiofta. K mpumepy, EBporreiickoe o6111ecTBO Kapamo-
JioroB B 2007 r peKOMEHIOBAIO UCIOJIb30BaTh BEIUUUHY
MM/TIIIT, paBuyio 125t/m2,aB20131— 1151/™M?[12, 13].
B oTedecTBEeHHBIX MyOIMKALINUSIX (DPUTYPUPYIOT BETMUMHBI

o ] =1

po00s

nar nAr CAr CAr

Gy Moo € unlaarousin@ G WS TOMURNOR € HbnToMGR
MSCCH TEAN BANTO0H TN MACCH TEnN BANCCOH TN

Puc. 4. Poab cTeneny noBbllIEHUs] MACCHI TeJIa B PA3BUTUM M-
neprpoduu muokapaa.Hanudue oxupeHnusi CylecTBEHHO MO-
BbIIIAET YacTOTy runeprpoduu Muokapaa. TemHas 3aiuBka —
runepTpodus MUOKapaa.

Tabauya 3. Yacrora runeprpodun MHOKApPIA NPH PA3JIMIHbIX METO/IAX ee OLEHKH B TPYNINAaX ¢ HOPMAJIbHOI M N30BITOYHOI MacCoii Teia

Howmep Wunexc runeprpodun HopmanbHas macca Tena M36bITOuHad Macca Tenna

MHIEKCA MHOKap/a (n=35), abe. (%) (n=T1), a6c. (%) ’ oRam
| %Z/g/f/(ﬁg:; 7 (20) 31(43,7) <0,05 (1,23118,0)
5 12/34/18/5/01\;;2; 12,8) 24 (33,8)* <0,001 (2,2412’1335,0)
3 %}541/5/(;?;:; 128 92 SIS a ,29—,38,2)
4 2 MM(F)>1,65 o 1(2.8) 18 25,3 . (1,511,950’8)
5 b et 3(8.6) 11155 - 05279
6 O3t/ 5.(14,3) 4(6,0) >0,05 0.0

Hpme‘taﬂue. * PazHuua MEXKIY IMoKa3aTC/IsIMA 2u4d HEIOOCTOBEPHA, >KUPHBIM IleI/I(I)TOM 0003HaYeHbI CTATUCTUYECKU JOCTOBEPHBIE BEJIMYMHDBI OR.
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Hlapviun A.C. u coasm. PazmiiHbie cioco0bl OL[EHKU TUIIEPTPOGUI MUOKApPJIa JIEBOTO JKEeTyI04Ka Y MOIPOCTKOB...

s peteir 120 m 122,5 t/m? [14, 15], a HEKOTOpBIE aBTOPHI
MPOCTO CPAaBHMBAIOT IMOJyYeHHbIE HaHHBIE ¢ KOHTPOJIb-
HOW TPYIIION JAeTell, He aKIIEHTUPYs] BHUMaHUE Ha HaJu-
yue turneprpodun [16]. B COBMeCTHBIX peKOMEHIALIMSIX
ot 2006 . AMEPUKAHCKOTO 3XOKapanuorpauieckoro oo-
mectBa 1 EBporeiickoii axokapauorpaduyeckoir acco-
nuanuu urypupyet BeauarHa 115 r/m?[4], B peKoMeHIa-
msix BHOK 2008 . — 124 r/m?[17].

[HIunpokyo MmomyasipHOCTh TPUOOpPEN aioMeTpuyde-
CKUit MHIEKC — B BUAe pacueta MM/Poct?’, M3BeCTHBIN
eme ¢ 1992 . [1, 18] u yunthIBarOIINi U3MEHEHUS TIPO-
MOpIMIA TeJla TPy pocTe narueHToB. OnHAKO TpeioXe-
HUS 10 €T0 BepXHell rpaHulie Takke BapbupyioT. Han6o-
Jiee IIMPOKO MCIOJb30Bajach yHUBEpCalbHasl IpaHUIlA
51 r/M?7, Tak Kak ee TIpeBbIIIeHUE Y B3POCIBIX JIUIIL C ap-
TepUAIbHON TUTIePTEH3UE ObLIO COTPSIKEHO C YBEJIM-
YeHHOI CMEPTHOCTBIO M YMCJIOM OCJIOKHeHuit [18, 19].
OmHako B MOCEIYIOIMIEM 3Ty BEJWYUHY CTaJld CUYMTATH
HECKOJIBKO 3aBBIIIIEHHON, OCOOEHHO Yy JeTei, B CBSI3U
C YeM MHOCTpaHHbIE aBTOPHI MEPEIUIN Ha ypoBeHb 48—49
r/mM>’ [4], a oTeuecTBeHHBbIe — Ha 39,36 wim 47,58 r/M>’
[2, 15]. CuuTaeTcs, 4TO MOCIEIHUI TTOKa3aTeIb COOTBET-
CTBYET 3HAYEHUI0 99-TO TPOLIEHTUIISI KPUBOM TTOTTYJISTIIN -
OHHOTO paclipenesieHNsT MHAeKca MacCchl Muokapaa [19].

P. Khoury u coaBr. [7], paccuuTaBIlIMe MPOLIEHTUIIb-
Hble KPUBbIE MacChl MMOKapIa s pa3TWIHbBIX BO3pa-
CTOB, TIOJIATAIOT, UTO Y MaJIbUMKOB CTapiie 9 JIeT TOJKeH
MPUMEHSITbCS  95-i1  TIPOIIEHTWIb, COOTBETCTBYIOIIUA
45 r/m*7, TlocneqHre aHHBIE ITUPOKO MUCTIONB3YIOT B 3a-
pPYOEKHBIX WMCCIENOBAHUSIX TIPU OLIEHKE TUTepTpodun
MUOKapiaa y jaeteil ¢ 3abosieBaHusiMu Tiouek [20, 21].
B To xe Bpewmsi y mereit 10 9 JIeT OTMEYAIOT pe3Kue KO-

JieOGaHMs TIPEACTABIICHHOTO WHIEKCA, YTO He TTO3BOJISICT
YIOTPeOJIATh €T0 B Ka4eCTBe YHUBEPCATLHOTO.

JInst ycTpaHeHUST TaHHBIX MTPo0JieM BaXKHOE yTOUHEeHUE
B OLIEHKY HOPMAaJTbHBIX TPAHMI] MacChl MUOKap/a y AeTei
BHecau B. Foster u coaBr. [8], mokasaBiiue, 4To TpuBe-
JICHHBIE BBIIIIE HOPMATHBBI B 3HAUUTEILHON Mepe 3aBU-
CSIT OT KOJIeOaHUIA pocTa AeTei rpyImbl KOHTpouts. [To nx
JAHHBIM, TIPYU MCTOJb30BAaHUM OJHOTO U TOTO Xe «CTa-
poro» KpuUTepust TUIepTpoduU OHa He ObUIa BBISIBJICHA

p<0,001
el ) v
- E=

- | .
p>0,05 1
B | |

| pe0Os
% |
2 |
|
0% |
|
&% I
3% |
|
% | I
1% |

%
HopsansHeh Halismounan
HMT WABCCH TEAS e

Puc. 5. Ponb cTenenn aprepuaibHOi TUNEPTEH3NH U U30bITOY-
HOii Macchl TeJa B pa3suTuu runeprpoduu muokapna. Cove-
TaHHe CTAOWIBLHOI IrUNEePTeH3UH U TIOBBIIIEHHOI MACChI Tea Cy-
HIECTBEHHO MOBbINIAET YACTOTY rumeptpoduu Muokapaa (p<0,05
10 CPaBHEHHIO ¢ mpenpiaymvu crononamm). JIAI — nabwibHas
aprepuaibHas runeprensus; CAI' — craduibHas aprepuaibHas
runepren3us. TemHas 3amBKa — runeprpodus MUOKapaa.

Tabauya 4. Tloka3aTe/M NAIMEHTOB ¢ HOPMAJIbHOI M H30bITOUHOI Maccoii Teia, ME (MHTepKBapTH/IbHbIE HHTEPBAJIBI)

IMokazarenb HopmasibHast macca tenna M36bITOuHAst Macca Tesia
Yucio nayueHToB 35 71
Bospacrt, rombr 16 (15—17) 15 (13,3—16)

Poct, cm

Macca Tena, Kr

IIIT, m?

UMT, xr/m?

CAJl opucHOE, MM PT.CT.
CAJl npu CMAJI, MM pT.CT.
MM/Poct?’, /M7
zMM(F)

MM/IIIT, r/m?

UB CAL, %
CraouibHas AT, a6c. (%)

Yacrora runeprpoduii, abe. (%)

Jla6unbHas AT, a6e. (%)

Yacrora runeprpoduii, abe. (%)

176 (166—181)
64 (57-72)
1,79 (1,66—1,89)
21,0 (20,1-23,1)
130 (120—135)
134 (126—137)
38,5 (33,4—44,5)
0,55 (—0,15—1,2)
96,8 (82,3—106,6)
65 (46—84)

24 (68,6)
2(8,3)

11 (31,4)

0 (0)

175 (166—181)
88 (79-98)*
2,06 (1,89—2,16)*
29,4 (25,7—33,2)*
130 (125—140)
139 (134—145)
43 (36—49,7)*
1,08 (0,24—1,69)*
94,5 (78,9—108,9)
84 (69—93)**
60 (84,5)

22 (36,7)*

11 (15,5)
1(9,1)

Tlpumeuanue. * — p<0,05; ** — p<0,01. AT’ — aprepuanbHas rurnepTeH3us.
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HU Y OTHOTO U3 MallMeHTOB ¢ pocToM Oosiee 140 cM, nua-
rHOCTHpoBaHa B 8,4% ciydaeB Tipu pocte MeHee 140 cM
ny 15% nereit pu pocte MeHee 100 cm. B ¢Bsi3u ¢ aTUM
aBTOPBI TIPETOKUIIN UCTIONIh30BaTh LIEHTWIBHYIO OIIeH-
Ky Macchl MUOKapAa OTHOCUTEIbHO KaXIOTrO JaHHOTO
pocTa, yKa3bIBas ee Kak z-(pakTop, U CYUTATh BETMIMHBI
6onee 95-ro mporeHTHWIS (z>1,65) COOTBETCTBYIOIIN-
MM TUTIepTpoduU MHoKapaa. [IpemTokeHHbI WHIEKC,
Ha Halll B3[JIsA, SBJIsSIeTCS Hanboyiee TOYHBIM IS IeTei,
TaK KaK yYUTHIBAeT BCE€ BO3MOXKHBIE paciipeaeieHusT Be-
JIMYUH BHYTPU KaXIOTro TaHHOTO pocTa. Pacuer mHaek-
ca MOXeT OBITh BBITIOJIHEH C TTIOMOIIBIO KOMITBIOTEPHO
MpOrpaMMBbl WJIM B CBOOOTHOM JIOCTYTIE 110 afapecy: http://
parameterz.blogspot.ru/2008/09/lv-mass-z-scores.html.

HMHpexcel, He MPUHUMAIOIIME B pacyeT Maccy Tesa
MalyeHTa, TO3BOJSAIOT M30eXaTh HETOOIEHKU THUIIep-
TpobuU JIEBOTO KeIyJ0uKa, OCOOEHHO Y TYUHBIX JIIOAEH
(B TOM uwuciie fAeTeii), YYUTbiBass OBICTPYIO NUHAMUKY
pocTa U Macchl ocsieqHuX. IIprMeHeHre Xe UHAEKCOB,
TaK WJIM WHa4ye MCIOJIB3YIONINX TIPU pacyeTax Maccy
Teaa, MOXET MPUBOAUTL K HEMPAaBWIBHON WM HETOJ-
HOI TPaKTOBKe IMOJYYeHHBIX pe3yiabratoB. Hampumep,
B HelaBHEM WcCClieoBaHUM [16] TIpUBOAUTCS CpeaHUIA
YPOBEHb MAacChl MMOKap/ia TP apTepruaIbHOM TUTTePTEH-
sun 11 cragum, paBHbIit 96,4110,7 T/M2, 9TO (hOpMaTBHO
COOTBETCTBYeT HopMe. OJHAKO B HalllMX MCCleq0Ba-
HUSX TIpU UACHTUYHOM cpeaHeM uHaekce MM/TIIIT
(96,4 r/M?) cpenu neTeil co CTaOMIIBHOM apTepuaibHOI
TUTIEpTeH3Ue TunepTpodusl MUOKapaa TeM He MeHee
Obla BeIsIBIeHA Y 28,6%. VI3 MaTepurasioB CTaThM CIEIyEeT
TakXe, YTO 3HAYMTETbHOE KOJIMYECTBO MaleHToB (58%)
UMeTu U30BITOUYHYIO Maccy Tella, U UCIOJb30BaHUe WH-
nekca MM/ITIIT morio 3aHU3UTH YaCTOTY TUTIEPTPOGUMN
Muokapaa. OCHOBBIBasICh Ha TOKa3aTessiX JIEBOTO Xe-
JIylouKa, TMPUBEACHHBIX B yKa3aHHOU pabore B Tabj. 1,
MOXHO paccYuTaTh, YTO €CJIM, K TIPUMEpPY, MHAEKC Mac-
CHI Tejla TAallMeHTa MpeBbIan 32 Kr/pocT?, TO MHAEKC
MM/Poct?’ noymkeH ObLT COCTaBUTh He MeHee 53,2 T/M>7,
a zMM(F)=2,0, 4To COOTBETCTBYET IrMIIepTPOdUN JIEBO-
ro xenaynouka. I[IpuBeaeHHble cOOOpaXeHUsi HE OTMe-
HSIIOT BBIBOJIBI aBTOPOB O TIOJIOXKUTETbHBIX U3MEHEHUSIX
JIEBOTO KeJNydo4yKa TION BIWUSHHUEM Teparuu, OJHaKO
ocTaeTcsl HeSICHBIM, MMeJIach JIU TIO3UTUBHAS JMHAMKUKA
MPU «OOBIYHOI» Macce MUOKapaa WIK yIaloCh JOOUTHCS
perpecca ero UICTUHHOM TUTIePTPOMUH.

KoppekTHast olleHKa Halu4dus W CTENEeHW THUIIep-
Tpouu MuUoOKapaa SIBISIETCS BaXXHOU COCTaBJISIONIEH
KJIMHAYECKOTO TMpolecca M HayYHbIX MCCIENOBAHUIA.
B wacTHOCTH, Ha 3TOM OCHOBaHBI MOKA3aHUs TSI Havyasia
MHTEHCUBHOW aHTUTUIEPTEH3WBHOM Tepamuu. Ha Hair
B3IJIsII, HamboJjiee aJleKBaTHBIMU SIBJISIIOTCST WHICKCHI
MM/Poct*’(>48 t/M*7) m zMM(F), mmpoko mpume-
HSIOIIMECS KaK B 3apyOexXHOil, TaK U B OTeUEeCTBEHHON
npakTtuke. Tak Kak o0a MHAEKCa HE CBSI3aHbI C Maccoi
Tesa TalMeHTa, OHU MOTYT OBbITh MCITOJIb30BAaHBI U TP
Hammaun oxupeHus. Maaeke MM/Poct>’(>48 1/M*7)
SIBJIIETCST HECKOJIBKO 0oJiee UyBCTBUTETbHBIM, YeM WMH-

OPUINHAJIbHBIE CTATbU KAPAUNoOJIOrns

nekc MM /Poct?7(>51 r/M>7), COOTBETCTBYET 99-My TIpo-
LIEHTWJII0O MHIEKCAa MacChl MUOKap/a JIEBOTO XeJlyTouka
Y 30POBBIX TOAPOCTKOB U PEKOMEHIOBAH [IJIsSI UCTIOJIb-
30BaHUS KapaIUOJOTMYeCKMMU accoumanusmu PD [2].
Hamm paHHBIE MOATBEPKAalOT OOOCHOBAHHOCTH 3TUX
peKOMEHIalu.

Nunexec zMM(F) BrnosiHe coroctaBuM C MPUBEACH-
HbIM BbILIE, SIBJSIETCSI TOCTATOYHO CTPOTUM WM y100eH
MpU TIOBTOPHBIX OIIEHKAX; HaMU BBISIBJICHBI MICHTUY-
HbIE KOppeJIsiunu 000MX MHAEKCOB C BEJIMUMHON apTe-
pUABHOTO JAaBJCHUS KaK TpW O(MUCHOM HM3MEpEeHWH,
tak u ipy CMAJI. Tlpeumymecrsom unnekca zMM(F)
SIBJISIETCS O0JIee HaTISIIHOE OTpakeHNe TMHAMUKK U3Me-
penuii. Hanpumep, npu o0cieqoBaHUM MAlUEHTa Kax-
Jibie 6 MeC MOTYT OBITh IMOJYYEHBI CIEAYIONIE BETUINHBI
z-akropa: 0,8—1,1—1,4. Bce onn popMaibHO HAXOIST-
¢Sl B Tpefiesiax HOpMbI, OTHAKO 3a)MKCHpOBaHHAs AUHA-
MUKa OTpakaeT TeHIEHIIMIO K POCTY MacChl MUOKapjaa
(TIpy y4yeTe MpOIOJIKAIOIIErocsl pocTa CaMOro MalueH-
Tal!), 4TO JOJKHO HACTOPOKUTH Bpaya U CIIOCOOCTBOBATh
HayvaJly Teparuu.

Dakmopel, eausrouwue Ha pasgumue sunepmpogui Muo-
Kapoa

O4eBUIHO, YTO TUTIEPTPOGUS MUOKapAa SABISIETCH,
Mpex/e BCeTo, pe3ybTaToM MOBBIIIEHHOTO apTepualib-
HOTO IaBJIEHMS, OMHAKO «OMacHbIe» YPOBHU MOCIEeIHE-
ro TMPOIOJKAIT 00CYXIaThCsl. BOJBIIMHCTBO aBTOPOB
CUMTAIOT, UTO OCHOBHBIE KOpPpEISIIUU HaOJI0mal0TCs
c pesynsratamu CMAJL, a He 0(pUCHOTO U3MEPEHUS JaB-
nenus [11]. Hamm manHbIe TTOKA3bIBAIOT, YTO BEJIMYMHA
Macchl MMOKapiaa cjiabo KoppeaupyeT ¢ abCOJIOTHOM
BEJIMIMHOMN KaK O(PUCHOTrO, TaK 1 MOHUTOPUPOBAHHO-
ro CAIl, onHako unaekcel CAJL >1,0 conpoBoxmaoTcs
JIOCTOBEPHO OOJILIIIUM KOJMYECTBOM CJIydyaeB TUIIep-
Tpoun Mrokapaa. BaxkHbIM (hakTOpoM SIBJISIETCS TaK-
K€ JUTUTEJIbHOCTh Harpy3KM Ha Cep/lie MOBBIIIEHHBIM
nasneHueM. Yacrora runeprpodun npu VB 6osee 50%
(cTabunbHas TUIIEpTeH3UsT) cocTaBisia 28,6%, a oT-
HomieHue 1aHcoB ee pa3putusi (OR) pasHsuioch 8,4
(AN 1,07—66,4); mpu 1aOUIBLHOI TUTIEPTEH3UU BBISIB-
JIEH JIAITb eAUHWYHBIM clydail TMIepTpoduu JIEBOTO
KXejynouka. TeM He MeHee TMalMeHThl C HavaJlbHBIMU
MPOSIBICHUSIMA  apTepUaATbHONM TUTIEPTEH3UM TaKxXKe
HYXIAI0TCsI B AMCTIAaHCEPHOM HaOJIIOICHUHU, a TPOTpec-
cupymllee YBeIUYeHWe MacChl MMOKapaa y HUX MOXET
SIBJIAITHCSI CBUIETEILCTBOM (DOPMUPOBAHUST HACTOSIIIEI
CcTabUIbHOM runepTeH3un. Takoii Moaxo/1 MoaATBe pXKaa-
eTcst HaOJIIoIEHUSIMHU 3apy0eKHbBIX aBTOPOB 3a TMallMeH-
TaMM C TaK Ha3bIBAa€MO JJATEHTHOW apTepuaabHON T-
MepTeH3ueil, KoTopasi XapakKTepu3yeTcsi HOpMaJlbHbIM
o(UCHBIM JaBJIeHUEM, HO MOBbIIeHHBIM ipu CMAJ]
(c UB He MeHee 25%). YKa3aHHBII BapuaHT BCTpedaeT-
¢ mpubu3uTenbHo y 7% neteit [22] w vame (mo 19%)
pu N30BITOYHOM Macce Teaa [23]. ABTOPHI, B OTJIMYME
OT HAIlUX Pe3yJbTaTOB, MPUBOIST CPABHUTEIHHO BbI-
COKYIO 4acTOTy rumneptpoduy MuUoOKapaa Mpu TaHHOM
BUJIE TUTIEPTEH3UU.
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Hamu panee Takeke ObLTM ONMcaHbl HAOTIONEHUS K-
HUYECKN OECCUMMTOMHBIX CJTy4aeB y TAlMEHTOB C HOp-
MaJIbHBIM O(MCHBIM apTepyalbHbIM JaBlIeHUEM, Yy KOTO-
PBIX, TeM He MeHee, TP 9XoKapauorpachun Oblia BBISIBIEHA
TEHAECHINSA K TUMIEPTPODUHM MEXKETyI0YKOBOW Tepero-
ponku, a mpu CMAJI — Hammuue apTepualibHOM TUTIePTEeH-
3un [24]. JlaHable HaOIIOAEHMS SIBJISTIOTCS] CBUIETETECTBOM,
YTO TEHAEHILMS K YBEJIWMYEHHWIO MacChl MHUOKapaa MOXKET
ObITh OOBEKTUBHBIM TIPU3HAKOM CKPBITON XPOHUYECKOM
MEeperpy3Ku cepiia MOBbIIIEHHBIM JaBIEHUEM.

Hamyne M30BITOYHOM MacChl TeJla CYUTACTCST OMHUM
13 BaXKHEHTITNX (haKTOPOB Pa3BUTHSI OMTACHOTO YPOBHS ap-
TepuaibHOTO HaBieHus [25, 26]. J. Sorof u coaBr. [27] 06-
HapyXWJIv, 4TO TIPU Tiepexoje oT 5-ro npoueHTwiss UMT
K 95-My yacToTa 3aboseBaHus yBeamuuBaercst ¢ 2 o 11%;
no naHHbIM J. Nguyen u coaBT. [28], yacToTa pa3BUTUSI
apTepualbHOM TUTIEPTEH3UU CPEelU JeTei ¢ OXMpEeHUEM
MOBEIIIIaeTCS B IBa pa3a. Halne mcciemoBaHre mokasao,
YTO OTHOIIIEHUE IITIAaHCOB 1T (hOPMHUPOBAHUSI CTAOMITHLHOM
TUTIEPTEH3UH Y TAKWX TTAIMEHTOB MO CPAaBHEHUIO C UMEI0-
M HopMmanbHblii UMT cocrasnser 3,15 (JIU 1,1-8.9).
OueBuaHO, yTO TIepdy3MOHHOE JaBleHUe, HeOOXOIMMOoe
JUTSE TIPOBVDKEHMSI KPOBU Yepe3 MBILIECYHBIN U KUPOBOI
MacCUB, TOJDKHO 3aBHCETh OT BEJIMYMHBI 3TOTO MacCHUBa
U €TO COCYINCTOTO COMpOoTHBIeHUs. Kpome Toro, poct ab-
COJIIOTHOM Macchl Tesia TpeOyeT OT cepilia YBeIUYeHHOTO
BBIOpPOCA KPOBM IS 00€CTIeUeHUsT 3TO MacChl KUCIOPO-
JIOM, TIUTaTeJIbHBIMU BEeCTBAMU M T.IT. TaKuM 00pa3om,
MMEIOTCST TIPEATIOCHUTKY JIST TIOBBILIIEHUS apTepUaIbHOTO
NaBJIEHUST W, KaK CJEJICTBUE, — YBEJMYEHUS] MacChl MMO-
kapna. [TomuMo cyrybo mexaHnueckrx (pakTopoB y 0071b-
HBIX C OXXMPEHUEM MMEIOTCS TakXkKe JIpyrve MeXaHU3Mbl
MoAAepXaHUsT TUTIEPTEH3UN — MHCYJIMHOPE3UCTEHTHOCTh
U TUTNEPUHCYJUHEMHUSI, KOTOpbIE CITOCOOCTBYIOT YCHIIE-
HUI0 peabCcopOLIMU HATPHsI, YBEJIMUEHUIO aHTUINYPETHYE-
cKoro a(heKTa, CTUMYIUPYIOT CUMIIATHYECKYI0 HEPBHYIO
CUCTEMY U TOBBIIIAIOT MPOAYKIINIO KaTexoJaMUHOB [29].
B pesynbrate pa3zBuBaeTcsl CHCTeMHast apTepuaibHast v Be-
HO3Has BA30OKOHCTPUKIINS.

Eme B 1994 1. Obuta mokazaHa He3aBHCHUMasl POJIb
OXMpeHUusT B pa3BUTUU rurieprpodun muokapaa [30].
B nmanpHelimeM ObIJIO 3aMEUEHO: YeM paHbIle BBISIBIIC-
Ha TOBBIIIEHHAsT Macca Tesia, TeM 0oJjiee BhIpaxkeHa Io-
cnenytoias runeptpodust Muokapaa [31, 32]. B nHammx
HaOJTIOIEHUSX TaKKe TTOBBIIIATACh BEPOSITHOCTD MATOJIO-
TMYECKUX U3MEHEHMH JIEBOTO KeJTyaouKa MpUu U30bITOU-
HOIf Macce Tesa, omHaKo 6osbiast 1o (84,5%) nereii co
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OPUITNHAJIbHBIE CTATbU OKOJIOMMYECKAS NEQNATPUSA

NmMyHo1I0rMYeckie 0COOEHHOCTH HAPYLIEHHH Y ieTeil, MPOXKUBAIOIIMX B PerHoOHaX
C pPa3JIMYHBIM YPOBHEM PAAMOHYKIMIHOIO 3arps3Hens nocJie apapuu Ha YepHoobLibeKoii ADC

JI.C. banesa, A.E. Cunseuna, U.H. fxoenesa, H M. Kapaxan, H.U. Eeoposa, 3.K. 3emaanckas

Hay4yHo-nccnenoBatenbCkuii KIMHUYECKUIA MHCTUTYT neamaTtpumn FBOY B0 «Poccuinckmii HaLMoHanbHbIA nccnenoBatesb-
CKWUIN MeguuuHCKun yHmBepceuteT um. H.W. NMuporoea», Mockea

Immunological characteristics of disorders in children residing in differently radionuclide-
contaminated regions after the Chernobyl accident

L.S. Baleva, A.E. Sipyagina, I.N. Yakovleva, N.M. Karakhan, N.1. Egorova, Z. K. Zemlianskaya

Research Clinical Institute of Pediatrics, N.I. Pirogov Russian National Research Medical University, Moscow

IIpeacrapiena oneHKa CyONONYISIMOHHOTO cOcTaBa JuMGONUTOB nepudepnyecKoii KPOBH AeTeil, MPOKMBAIOIMX B PErHOHAX
C Pa3JIMYHbIM YPOBHEM PAIMOHYKJIMIHOIO 3arpsi3HEHHUs B Pa3/IMYHbIe CPOKH NocJie aBapuu Ha YepHoobLibckoii ADC. Y IOTOMKOB 00-
JIy4eHHBIX POAUTEIEI (IeTeil OT poAuTeieil, NPOKNBAIOIMINX HA PATHOAKTUBHO-3arPSI3HEHHBIX TEPPUTOPHUSAX C YPOBHEM 3arpsi3HEHHUSI
mousl 110 '¥’Cs Go.tee 1665 KBK/M?) BbIsIBIIeHA AKTHBAIMSA NPOTHBOOINYXO0JIEBOM 3aMMTHI, KOTOPAsT XapaKTEPU3YETCH yBeIHIeHHeM
yucaa CD16+ aumdonuTos; akTHBAIMS MeHee BbIPAXKeHA Y IeTeil, MPOKMBAIOIMX HA TEPPUTOPHH C YPOBHEM 3arpsi3HEHUs IOYBbI
no ¥’Cs nmke 1665 kbk/m?. 3aperucTpupoBaHa TeHAEHIMS K CHIKEHUIO KOJMYECTBA KJIETOK, BOBJICYEHHBIX B JIEHKOUUTAPHYIO K-
THBALMIO C MADKEPOM «IOJIMIOTEHTHOI akTUBaIMK»> (KJ1eTOK ¢ Mapkepom CD38), npoandepupyomux KieTok (KJIeTOK ¢ MApKepoM
CD71) y neteii u3 pa3in4HbIX 110 YPOBHIO 3arpsi3Henus Tepputopuii. [IpakTimuecKu y Bcex neTeii U3 30H PaMOHYKJIMIHOI KOHTAMHU-
HAIMM UMEEeT MECTO yBeJIMYeHHe OTHOCUTEILHOrO KOJIMYeCTBA KJIeTOK ¢ MapkepoM anonto3a (CD95+ iumdouuros).

Karoueewte caosa: demu, noxasamenu ummynnoeo cmamyca, CD-cybnonyasyuu aumgpoyumos nepughepuueckoil Kposu, pecuoHsl pa-
OUOHYKAUOHO20 3a2PSA3HEHUS.

The paper estimates the subpopulation composition of peripheral blood lymphocytes in children residing in differently radionuclide-
contaminated regions in different periods after the Chernobyl accident. The irradiated parents’ posterities (children from the parents
living in the areas where the soil is polluted with a radioactive '*’Cs level above 1665 kBq/m?) have been found to have antitumor
defense activation that is characterized by higher CD16+ lymphocyte counts; the activation is less marked in children residing in the
areas with a '¥’Cs soil contamination level below 1665 kBq/m?. There is a tendency towards lower counts of the cells involved in leuko-
cyte activation with a pluripotency marker (cells with the marker CD38) and lower proliferating cells (cells with the marker CD71) in
children from differently polluted areas. Virtually all the children from radionuclide-contaminated areas show higher relative counts
of cells with an apoptotic marker (CD95+ lymphocytes).

Key words: children; immune status indicators, CD lymphocyte subpopulations, radionuclide-contaminated regions.

o karactpodsl Ha HADC npakTUUecKu OTCYTCTBOBAJ

OITBIT HAOJIIOIEHUSI UMMYHHBIX 3(h(PEKTOB y MmareH-
TOB, TMOJIBEPTIINXCSI BO3AEUCTBUIO MaJIbIX 103 paauaiiuu
B ieTcKoM Bo3pacte [1]. U3MeHeHnst UMMYHHOTO cTaTyca
Yy TaKUX JIETell MOTYT HE TOJbKO peaanu30BaThCs B UMMY-
HOMEMUIIUTHBIE COCTOSIHUSI C TIOCTAEAYIOIIUM pPa3BUTH-
eM WM akTUBalMeir MHGpEKIIMOHHOTO Tpoliecca (B TOM
YUCJIe OMIMOPTYHUCTUYECKNUX MHMEKIINIT) 1 XPOHUUECKUX
3a00JIeBaHUI, HO U TIPOBOLIMPOBATh KaHIIeporeHes. Tak,
y AeTei, ToABEPIIInXCs BO3ACHCTBUIO paanalnii, OTMe-
YyaeTcsl BBICOKUI PUCK Pa3BUTUSI 3JI0KAYECTBEHHBIX 3a-
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Kapaxan Haranbst MapkoBHa — K.0.H., B.H.C. TOTO e OT/IeJIeHUS

Sxosnesa Mpuna HukonaeBHa — 1.M.H., B.H.C. TOTO € OTIEICHNUS

Eroposa Haranbsi UBaHOBHA — J1aOOpaHT-MUCCIEI0BATE b TOTO XKe OTICICHUS
3emistHekast 3uHanaa KoHCTaHTMHOBHA — K.M.H., Y4eHblii cekpetapb MHCTH-
TyTa, B.H.C. OTJIeJIa OPraHU3aI1K 1 PA3BUTHUSI HAyYHbBIX UCCIIETOBAHMIA U MHHO-
BallMOHHOI IeATETbHOCTHU TOTO K€ YUPEKICHUS

125412 Mockaa, yi. Tangomckast, 1. 2

oosieBaHMit  (TuMornpoandepaTUBHbIX 3a00JeBaHUIA,
JIEKO30B, COMUIHBIX OIMYyXO0Jeil), BTOPUYHBIX UMMYHO-
JNeDUIUTHBIX COCTOSTHUI, BPOXKIEHHBIX aHOMAJIUI 1 TTO-
POKOB Pa3BUTHS, MOXET UMETb MECTO (PU3MOJIOTHYECKAS
HECOCTOSITEIbBHOCTh TTOTOMCTBA.

BBumy MMMYHOTPOITHOCTH BO3IEUCTBUS PagUOHYK-
JIUIOB TIPENCTABIISUIOCH IIEJIeCO00Pa3HBIM TIPOBENEHIE
KOMITJIEKCHOTO MCCJIEAOBAHUSI COCTOSTHUSI WMMYHHOI
CHCTEMBI y JIeTeil, KaK HEeTOCPEACTBEHHO TMOABEPTIINX-
sl XPOHUYECKOMY KOMOWMHHMPOBAHHOMY OOJYyYeHUIO
B MaJIbIX J03aX, TaK U He TOIBEPraBIINXCs 00JIyIEeHUIO,
HO SBJISTIOIIMXCSI TTOTOMKAMU OOJYYeHHBIX POIUTEIIEH
(TIepBOE TTOKOJICHUE).

YuuteiBasi ~ pa3sHOOOpa3HBIM pPagVOHYKITUIHBIIT
CIEKTP: KOPOTKOXMUBYIIIME pamuousoronsl ioma ('),
nonroxupyme wu3otomnbl 1e3ust (7Cs) W CTpoHIHS
(°Sr), pasnuYHBIE TYTH TMOCTYIICHUS PaauoOU30TOIOB
(aTMMeHTapHBIN, WHTAISIMOHHBIA, TpaHCIIaleHTap-
HBII, KOHTAKTHBIN), pa3TuYHble CPOKU JCHCTBUS pagna-
LIMOHHOTO (hakTOpa (OCTpOE, XPOHUUYECKOE OOJydeHUE),
0COOEHHOCTH BO3ICUCTBUSI paavallii B pa3IMdHbBIC Tie-
puobl oHTOreHe3a (ObuIo obpallleHO 0coboe BHUMAaHUE
Ha JeTeil, HaxoguBIuxcs B 1986—1987 IT. Ha aTare BHY-
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TPUYTPOOHOTO pPa3BUTHSI), HAMU ObUIM CHOPMUPOBAHBI
TPYTMIIBI JIULL PaIMAllMOHHOTO pUcKa, Moajiexaliue JIn-
TeJBbHOMY TMHAMUYECKOMY HAOJIIOJIEHUIO.

XapaktepucTtuka getev u MeToAbl UCCNeaoBaHNS

PaGora ocHoBaHa Ha qIuTeNbHOM HaOmoAeHUN 133
JIleTeil, KOTOPHIM OBIJIO TIPOBEACHO TOJHOE KIMHUKO-
JabopartopHoe obcnenoBaHue B JIeTCKOM HayIHO-TIpaK-
TUYECKOM ILIEHTpe TMPOTUBOPAANALIMOHHOM 3amuThl Ha-
VYHO-UCCIIeA0BATEILCKOTO  KIIMHUYECKOTO HMHCTUTYTA
rneauaTpu. B cOOTBETCTBMM ¢ KOTOPTHOM TPUHAIIEXK-
HOCTBIO ObUTH C(hOPMUPOBAHBI CIIEAYIOIINE TPYITIBI pa-
JMUAIIMOHHOTO PUCKA:

1-s1 rpynna (n=17) — netu, moaBepriimecs o0ay4eHNo
B ITepUOJIe BHYTPUYTPOOHOTO pa3BUTHS (IE€TH, POIUBIIINE-
cs1 B iepuof ¢ arpestst 1986 1. o arpens 1987 ) u ipomon-
KalolIe MPOXWBaTh Ha pPagvoaKTUBHO-3arpsSi3HEHHOMN
tepputopuu. [1peHaranbHOe 00IyUeHNE ITUX JIeTel ObLIO
obycioBieHo BoazaeiicTBueM uzotoroB ', ¥'Cs, *Sr,
IMOCTHATAJILHOE MOXHO OXapaKTepu30BaTh KaK XPOHU-
YecKoe KOMOMHUPOBAHHOE OOJTydeHUEe TOJTOXUBYLIUMK
pamnonykunamu ¥’Cs u *Sr. CoBMecTHBIE MCClIenoBa-
Hust ¢ HU U paguanmonHoii rurnensl Munznpasa Poccun
(Cankr-ITetepOypr) Mo3BOIUIN ONMPEACTIUTh PACUETHBIE,
WHIMBUIYaTbHBIE 103bI OOJYUYEHUS in utero AeTeit JaHHOM
rpynmsbl, coctaBuBiiue 1,3—9,2 M3B. Mennana Bo3pacra
neteit coctaBuia 14 net (13—16 yet);

2-ga rpynna (n=33) — AeTu, MPOXUBaKIIMe Ha Tep-
PUTOPMU C TIJIOTHOCTBIO 3arpsi3HeHus1 Mo4BHl  Y7Cs
no 556 xbk/kB.M. MennaHa Bo3pacTa JeTeil cocTaBMUIa
7 net (2—15 ner);

3-g rpynma (n=16) — meTH, MpOXUBAIOIINE Ha TeP-
PUTOPUN C TUIOTHOCTBIO 3arpsi3HeHUs TMouBbl '*’Cs
oT 556 mo 1665 xbk/M?. Menuana Bo3pacTa meteil —
6 et (2—15 ner).

Hetn 1-3-ii rpynmbl pOAMIMCH TMOCJIE aBapuu
Ha YADC oT 00JydyeHHBIX pOAUTENCH, TTPOXKUBAIOIINX
Ha pPagloaKTUBHO-3arpS3HEHHBIX TEPPUTOPUSIX, HUX
MOCTHATATbHOE Pa3BUTHE TPOXOIUITIO B YCIOBUSX XpPO-
HUYECKOTO KOMOWHMPOBAHHOTO OOJy4eHUS] MaJIbIMU
nozamu 7Cs u *°Sr. Bo3aeiicTBII0O KOPOTKOXKUBYIINUX pa-
nurousoTtoroB ¥ moaBeprivch AeTH 1-ii TPYIIITBI BO BHY-
TPUYTPOOHOM TIEPUOJIE.

KoHTtponbHas rpynmna (rpynra cpaBHEHUsI) — JIEeTH,
KOTOpble HE TOABEPTAIUCh PaTvualliOHHOMY BO3MICHA-
CTBUIO, UX POJUTEN TaKKe He ObUIM 00yyeHbl. Menua-

OPUITNHAJIbHBIE CTATbU 9KOJIOMTNYECKAS NEQANATPUS

Ha Bo3pacTa 00CJIeIOBaHHBIX B 3TOW TPyIIe COCTaBUJIA
10 et (2—18 ner).

JIJist vicciieIoBaHMs KJIETOYHOTO MMMYHUTETA TIPOBO-
AN KOJTUYECTBEHHYIO OLIEHKY JMMGbOIMTOB meprde-
PUYECKOI KPOBU € (PEHOTUITMUECKUMU TTPU3HAKAMM Clie-
nytorux cyononynsiuuii: CD3+; CD4+; CD8+; CD4+/
CD8+; CDI16+; CD25+; HLA-DR+; CD54+; CD71+;
CD10+; CD23+; CD38+; CD95+. OnpeneneHue mmoBepx-
HOCTHBIX aHTUTEHOB JTUMOIIMTOB OCYIIECTBIISUTA METO-
JIOM HeTpsiIMOii UMMYHOMJTIOOPECIICHIIMU C HUCIOJIb30Ba-
HUEM MOHOKJTOHAJTBHBIX aHTUCHIBOPOTOK «KJTOHOCTIEKTD»,
MPOU3BOICTBA HAYYHO-TTPON3BOICTBEHHOTO OObeTMHEHUST
«Menouocnektp» (Poccusi) K MOBEpXHOCTHBIM aHTHUIE-
Ham. [s1 Busyanuzauuu aoopecieHIIMU CTOIb30BaIn
DOUTI-meuennsle Fab-dparmentsr IgG Toro ke mpons-
BozacTBa. KonuuecTBeHHbIN aHaIu3 MPoO OCYyIIeCTBISIN
Ha TIPOTOYHOM IuTO(Ir0opuMeTpe. Kcroab3oBaaum Hop-
MAaTUBBI CYOITOMYJISIINI TMM(MOILIUTOB KPOBH Y JETEH, TTO-
JIydeHHBIEe ¢ TTIPUMEHEHEM MOHOKJIOHAJTbHBIX aHTUCHIBO-
porok («Knonocnekrp», [Tpotokon Ne 8 ot 18.09.2000 ).

CraTuctuueckyro 0o0pabOTKYy TOJYYEHHbBIX JaHHBIX
OCYILECTBIISIIM Ha TIEPCOHAIIBHOM KOMIBIOTEPE C TPU-
MEHEHUEM pSJ0B BapUallMOHHOW CTaTUCTUKU U KOp-
pensiMoHHOTo aHanu3a. KMcronb3oBaau cTaHaapTHbIE
MakeThl CTATUCTUUYECKMX ITporpaMm Statistica, Excel 7,0.
OrnpenefieHre CTaTUCTUYECKON 3HAUMMOCTU TTPOBOIVIIN
o f-kputepuio CThIOAEHTa, pa3uyus CYUTAIM CTaTH-
cTUYecku 3HauMMbIMU 1ipu p<0,05.

Jnst 6omblneil MHGOPMATUBHOCTU W HATJSIHOCTH
MOJIydeHHbIE pe3yJIbTaThl pacCMaTpPUBAIMCh KaK CaMo-
CTOSITEJIbHBIC 3HAYEHMSI, & TAKXKE OTIPENIEISIIOCh OTHOIIIE-
HUE 3TUX MoKa3areseil K COOTBETCTBYIOIIEMY KOHTPOJIb-
HOMY 3HaueHWI0 (KOHTPOJIbHOE 3HaueHue ToKas3aTeJsl
npu 3TOM mpuHUMajoch 3a 1). Takoi moaxon croco6-
CTBOBAJI CTAaHJAAPTU3ALIMU CTETIEHU OTKJIOHEHMS TToKa3a-
TeJIsT OT BO3PACTHOW HOPMBI.

Pe3ynbTathl M 06cyxaeHue

AOGcommoTHOe KoimuecTBo JeiikonuToB (CD3+) B 06-
CJIeMOBAHHBIX TPYyMIaxX pagualliOHHOTO PUCKA B OCHOB-
HOM COBITafayio ¢ peepeHTHBIMUA 3HAYeHUSMU TT0Ka3a-
TeJiell COOTBETCTBYIOIIEH BO3pacTHOM HOpMbI (Tabm. 1).
TeHaeHUIMST K CHUKEHWIO OTHOCHUTEIBHOTO KOJUYeCTBa
mumbounToB (p>0,05) oTMeuanach y neteid, mpoxXuBaro-
IIMX B peTMOHAX ¢ MAKCUMAaJIbHBIM YPOBHEM 3arpsSI3HEHUS
0 CPaBHEHMIO C KOHTPOJIBHOM IPYMIOil (CM. PUCYHOK).

Tabauya 1. KommyectBo CD3+ mumbonutos (06mee unciao T-mmdonuTos) nepudepuueckoii KpoBH y 00CTIeT0BAHHBIX JIHI]

OTHOCUTEbHOE KOJIMYECTBO, %

AGCOTIOTHOE KOsTnuecTBo, (+10°/1)

Ipynna Mtm JACTIEPCUS MTOKA3aTeIs Mem JIMCTIEPCUS TTOKA3aTeIst
(min—max) (min—max)
1-s1 (n=17) 66,99+1,55 54,9-78.,4 1,406%0,117 0,867—2,459
2-51 (n=33) 65,38+1,83 24,8—80,0 1,889+0,111 0,886—3,508
3-s (n=16) 64,11+1,65 54,9-73,0 1,923+0,199 0,902—3,764
Kontposns (n=19) 67,31+1,98 46,8—82,4 1,897+0,221 0,985-3,813
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banesa JI.C. u coasm. immyHoJOT4eCKIie 0OCOOEHHOCTU HAPYIIEHUIT y IETeH, TIPOXUBAIOIIMX B PETUOHAX C PA3TUYHBIM YPOBHEM PaIHOHYKIUIHOTO. .

CTaTUCTUYECKU 3HAYUMMBbIX PA3IWUYUil OTHOCUTEJb-
Horo uucna T-xennepoB/uHayktopoB (CD4+ numdo-
LIUTOB), TakKe 00111ero yuciaa T-1uM@OounTOB B rpynmax
00C/IeIOBAHHBIX JIUIL MO CPaBHEHMIO C TOKazaTeJsiMu
B KOHTPOJIbHOW TpymnIe He BbisiBieHO. [Ipu aTom cpen-
Hee aOCOJIIOTHOE KOJIMYeCTBO T-XearnepoB/UHAYKTO-
POB BO BCEX rpynmnax paaualOHHOTO PUCKA HUXE, YEM
B KoHTpoJibHOM Tpymie (0,961+0,141-10°/m). BoissBieH-
Hble M3MEHEHUsI TPOJEMOHCTPUPOBAHbI HA PUCYHKE.
ITonyyeHHblEe pe3yabTaThl MOATBEPXKIAIOT (hbaKT peak-
1IMM UMMYHHOI CUCTEMbl Ha AEUCTBUE MOHU3UPYIOLIEH
paguMalvu B OTHOIIEHUU JUMOOLUTOB ¢ GYyHKIUEH
T-xennepos/unaykropo (CD4+ numdbouuToB) y aul,
00J)y4EeHHBIX B JIETCKOM BO3pacTe B pe3yjbTaTe aBapuu
Ha YADC.

B oTHONIEHMM TapamMeTpOB a0COIIOTHOTO KOJIUYECTBa
LIUTOTOKCUYECKUX KJIeTOK/cyrnpeccopoB (CD8+ num-
(o1uToB) OBUT 3apETMCTPUPOBAH LIMPOKUI NHMANa30H
KoJiebaHUil moKazaTessi BO 2-i rpynme ¢ MakCUMaJlbHO
HU3KUMM TIOKa3aTeJsIMA HUXHENH rpaHullbl pedepeHT-
HbIX 3HaUeHUi (Tabs. 2). YpoBeHb OTHOCUTEIBHOTO KO-
mudectBa CD8+ numMdoumnToB BO BCex TpyIimnax paava-
LIMOHHOTO pUCKa MPEeBBIIIAET MOKA3aTeI KOHTPOJIbHOM
IPYMIbl, MPUYEM C HAUOOJbIUIUM OTKJIOHEHUEM B TPYIIIe
C MaKCUMaJIbHbIM YPOBHEM DPaJMallMOHHOIO 3arpsi3He-
HUS (cM. pUCYHOK). [Ipu olieHKe abCOTIOTHOTO KoJnye-
crBa CD8+ mumdonnTos 1 unciaa CD4+ kieTok HaTIS -
HO MOKa3aHo MOBpeXAalolilee AeHCTBUE NOHU3UPYIOLLEH
paaguaiuu Ha JUM@OLUTH ¢ QYHKIIMENH LUTOTOKCHUYE-
CKMX KJIETOK/cyrpeccopoB 1 T-xenrnepoB/MHIYKTOPOB.

Takum o0pa3zoM, HapyiieHUs T-KJIeTOYHOro 3BeHa
WMMYHUTETA ObUIM 3apETMCTPUPOBAHBI BO BCEX TPYIAX
JeTeil, MPOXUBAIOIIMX B PErMOHaX PaJUMOHYKJIUIHOTO
3arpsi3HEHMS, TIPUYEM 3TO BbIpaxanochb sl T-KjieTok
¢ mapkepamu CD3, CD4, CDS.

IpoBeaeHHbIE KCCIENOBAHUS BbISIBUWIM TMPU3HAKU
WMMYHHBIX HapylIEHUH y 00C/IeIOBAHHBIX JIUL] pa3any-
HBIX TPYIIT HAOJIOEHUSI, KOTOPbIE OMPENESITUCh XapaK-
TEPOM U YPOBHEM DaAMALIMOHHOIO BO3IEWHCTBUS. DTO,
C OJIHOW CTOPOHBI, MO3BOJIMJIO OOOCHOBAHHO MPEATOJIO-
KWTh paauallMOHHBIA Te€HE3 BBISIBIEHHBIX HapyIICHUH,
a ¢ Ipyroii, peKOMEeHJ0BaTh MPUMEHEHUE PsIla UMMYHO-
JIOTUYECKUX MoKa3aTesell B KauecTBe MapKepoB panua-
LIMOHHOTO BO3/IEMCTBUSI.

OTHOCHUTENIbHOE YMCJIO €CTECTBEHHBIX KWIJIEPOB
C TIOBEPXHOCTHBIMU CTPYKTypamu, oOecrneynBaroniuMu

TPAHCAYKIIMIO CUTHaJIa «ECTECTBEHHBI KUulep — Ma-
Kpodar», T.e. akTUBHBIX KiiiiepoB (NK-kietok, CD 16+
JUMGbOLUTOB), COOTBETCTBOBAJIO HOPMAJIbHOMY YPOBHIO
BO BCEX TpyINax paaualMoHHoOro pucka. OTMmevanach
TEHIEHLIMS K CHUXKEHUIO a0COTIOTHOTO KOJIMYECTBA ITUX
KJIETOK y AieTeii 1-ii rpymmbl, T.e. y BHYTPUYTPOOHO 00JTY-
YEHHBIX (CM. PUCYHOK).

OO6IIMM, XapaKTepHbIM TPU3HAKOM IS BCEX TPYITIT
panuMalMOHHOrO pucka ObUIO M3MEHEHUE aOCOJIOTHO-
ro kommyectBa NK-xierok (CDI16+ mumdonurtos),
YTO MOXET SIBJISITbCSI OMHOM M3 MPUYMH HAPYLIEHUSI TTPO-
THUBOOITYX0JIEBOTO W TMPOTUBOBUPYCHOTO WMMYHUTETA
y JIMlI, TOABEPriIunxcst 0oayyeHuto. [1puyem HapyieHust
MPOTUBOOIYXOJIEBOTO MMMYHUTETA Yy JEeTeil MpeacTaB-
JIEHHBIX TPYyMM paAualMOHHOTO PUCKA UMEIOT pa3HOHA-
MpaBJeHHBIN XapakTep: y Aeteit 1-il rpynmbl (00gydeH-
HBIX BO BHYTPUYTPOOHOM MEPUOE PA3BUTHSI) BBISIBICHO
yTHeTeHHe, Yy IeTeit 2—3-1 TPYIIbl — aKTUBAIUsI TIPOTH-
BOOITYXOJIEBOTO UMMYHHUTETa (CM. PUCYHOK), HauOosee
BbIpaXKeHHasl /151 IeTe i, MPOXUBAIOIIUX HA TEPPUTOPUSIX
C MaKCUMaJbHbIM PaAUOHYKJIMIHOIO 3arps3HeHus. Ta-
KM 00pa3oM, y MOTOMKOB OOJIyueHHBIX (aeTeit 2—3-ii
TPyMIbl), MPOXUBAIOIIUX HA PalMOAKTUBHO-3arpsi3HEH-
HBIX TEPPUTOPUSIX, 3APETUCTPUPOBAHA TEHACHUUS K aK-
TUBAIIMWA MPOTUBOOIYXOJIEBOI 3alIUThI C XapaKTePHbIM
yBenuueHreM urncia CD16+ muMdoruTos.

HapymeHust B-kjierouHoro 3seHa UMMYHUTETa ObLTU
3aperucTpUPOBaHbl B BUAEC UBMEHEHUI KOJMYecTBa Kiie-
ToK ¢ Mapkepamu CD10, CD23 (cM. pucyHok). CTaTUCTH-

1.5

1,5
i

) I ' I J I I I
[}

CO3+ Chds COEs COfg= CDI0: ©ODF3+ ODT1s 0S8  COOSs

Elrpynna B2 rpymea 1 rpynina

CooTtHouleHne OTHOCHTENIbHOrO KosnmdectBa CD-cyonomyasi-
mii TMMQonuToB nepudepruyecKkoil KpoBu 00C/IeI0BAHHBIX JIe-
Teil OCHOBHBIX M KOHTPOJILHOIA rpymn (MOKAa3aTesd B KOHTPOJIb-
HO¥i rpynne mpuHATHI 3a 1).

Tabnuya 2. Kommaectso CD8+ v onuToB (MTOTOKCHYECKHX KJIETOK/CYNPeccopoB) nepug)epudeckoii KPOBH 00C/IeI0BAHHBIX JIHIL

OTHOCUTEIbHOE KOJIMYECTBO, %

AbcomotHOoe KomaecTBo (-10°/1)

Ipynna Mtm JACTIEPCHS TTOKA3aTesIs Mtm JCTIEPCUS TTOKA3aTeIs
(min—max) (min—max)
1-s1 (n=17) 25,17£1,94 10,8—42,0 0,433£0,050 0,225-0,963
2-51 (n=33) 25,61£1,74 5,6—62,0 0,586+0,051 0,050—1,284
3-s (n=16) 28,18%3,67 12,8—66,0 0,580+0,105 0,240—1,705
Kontposns (n=19) 24,43+1,56 8,3-35,0 0,596+0,086 0,264—1,372
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YECKU 3HAYMMBbIX DPA3JIMYMUil aOCOJIOTHOTO KOJWYECTBa
B-nmumdounToB (M MONOABIX, U 3pesblXx (DOPM) B TpyII-
rax 00cJie/IOBAHHBIX JIUI TTO CPABHEHUIO C KOHTPOJbHOM
IPYMION HEe OTMEYaNoCh. AOCOIIOTHOE KOJIUYECTBO Ipe-
B-xnetok (CD10+ numM@onuToB) ObLIO CTATUCTUYECKU
Bhile y Jui 2-i rpyrmsl (0,208+0,026-10°/1; p<0,01).
OO0BbenMHSIOIMM TIPU3HAKOM JUIsT IeTeit 2-i1 u 3-1 rpyrm
SIBJISIETCSI TO, YTO OHU POJMJIUCH MOCJIe aBapuu OT 00Jy-
YEHHBIX POMUTENICH, TIPU 3TOM JIydeBasi Harpy3ka Ha HUX
OCYUIECTBJISIACh B OCHOBHOM 32 CUET BHYTPEHHETO 00Ty~
YEHUS TOJITOXUBYIIIMMHY paguon3otonamu ¥’Cs u #Sr.

Takum 006pa3oM, y TOTOMKOB OOJy4eHHBIX (TIepBOe
MOKOJIeHWe) HaOJI0AaloTCsl TEHIEHLMU, CBUACTEb-
CTByIOIIME 00 aKTWBALMM B-KJIETOUHOro 3BeHA WM-
MYHHOI CUCTEMBI IO CPaBHEHMIO C paHee BBISIBJICHHBIM
CHITKCHUEM aKTMBHOCTA B-KJIETOYHOTO 3BEHA WMMY-
HWUTETa Yy HETIOCPENCTBEHHO OOJYYECHHBIX JIUII B CPOKU
anpenb 1986 — anpens 1987 rr. [2]. BepositHo, B ciayda-
SIX, KOTJIa OTMEYaeTCsl YTHeTeHUe B-KieTogHoTO 3BeHa
MMMYHHTETA, TIPOMCXOIUT yMEHBIIEHWE TOCTYIUICHUS
mpe- B-KJ1eToK B IIUPKYJISIINAIO, YTO MOXKET SIBJISITHCS OJI-
HOM M3 TIPUYMH Pa3BUTHUST XPOHWUYECKUX BOCTIATUTEIb-
HBIX 3200JIeBaHUI, U HE WCKIIIOYEHO, YTO UMEHHO 3T
TIPOIIECCHl MOTYT CITYKUTh OMHUM M3 (haKTOPOB (hOpMHU-
pPOBaHUST ayTOMMMYHHOU TMaTojioruu. TakuMm o0pa3om,
konuyecTBO B-kierok (CD23+ numdoinros) u, B elie
OoJiblIel cTeneHU, KoaudyecTBo npe-B-kierok (CD10+
JMM@OIINTOB) MOXHO paccCMaTPUBATh KaK MOTEHIINAITb-
HBII MapKep panraliiOHHOTO BO3ICCTBYS.

CTaTUCTUYECKN 3HAYUMBIX PA3TUINI OTHOCUTEIIEHO-
ro koysnuectBa HLA-DR+ numdonuTos, oTpaxawnimx
AKTUBALIMIO TYMOPAJIbHOIO 3BeHA UMMYHUTETA, Y JIUL] BCEX
rpymnmn He BbisiBAeHO (p>0,05); craTucTUyecku 3HAaUUMOe
YMEHbIIEHUE a0COJIOTHOTO KOJIMYECTBA OTUX KJIETOK 3a-
peructpupoBaHo y i -1 rpyrmsr (0,23630,025-10%/1;
p<0,05) 1O cpaBHEHUIO C KOHTPOJBHOUN TIpPyNIIOi
(0,395+0,033-10%/m).

CTaTUCTUYECKN 3HAYUMBIX Pa3TUIMii OTHOCUTEITh-
HoOTro M abcomoTHOro konnuectBa CD25+ numdormron
(KJIETOK € pelenTopamu Uil MHTepJeikKuHa-2) y nereit
BCEX TPYII HAOJIONECHUSI TI0O CPAaBHEHUIO ¢ KOHTPOJILHOM
TPYNIIOi BBISIBIEHO He Obu1o (p>0,05), T.€. BhIpa’k€HHOTO
YTHETEHUSI THAYKIIUN «CYyMMapHOTO UMMYHHOTO OTBETa»
HE OTMEYaJIOCh.

HamnportuB, Obuta 3apeructprMpoBaHa OJHOHAIpaB-
JIEHHAsI TCHIEHIINS K CHVDKEHWIO OTHOCUTETLHOTO KOJTH -
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YeCcTBa KJIETOK, BOBJIEYEHHBIX B JICMKOLIMTAPHYIO aKTHUBa-
LIIO C MAPKEPOM «ITOJIMTIOTEHTHOM aKTUBALIMU» (KJIETKU
¢ mapkepom CD38) u nponaudepupyronmx KJieTok (Kie-
Tok ¢ mapkepamu CD71). Tak, oTHOCUTE/IbHOE KOJUYe-
CTBO KJIETOK C MAapKepOM «ITOJUITOTEHTHOM aKTUBAILI»
(CD38+ numMdouuToB) BO BCeX TpyInax paaraliioHHO-
ro prucka ObIJIO CTATUCTUYECKU HEIOCTOBEPHO CHUKEHO
(p>0,05) mo cpaBHEHMIO CO 3HAYEHUSIMU B KOHTPOJIBHOM
rpynme. TeHAEHIMS K CHWXKEHUIO TposnbepaTUBHOM
aktuBHOCTH JuMdoruToB (CD71) orMeuanach Bo Bcex
rpynmax pagialMoHHOTO pUCcKa, B OOJIbIIEl CTETTeH! BhI-
paxkeHHast JUis aeTeit 3-1 rpyrmsl (Tadi. 3; CM. pUCYHOK).

Taxum o6pa3zom, IpyruM OOIIMM BaKHBIM ITIPU3HAKOM
WMMYHHBIX HapylIeHU, XapaKTepHBIM JUJIsT AeTelt Bcex
TPy pagdallMOHHOTO PUCKA, CIIEAyeT CYUTATh Halu-
Yyiie aHOMaJIbHOTO UMMYHOTEHe3a B BUIe YHUBEPCATbHOM
¥ OMHOHATPaBJIeHHON TeHIEHIINN K CHUKEHUIO KOJTYe-
CTBa KJIETOK, BOBJIEUEHHBIX B JIEWKOLUTAPHYIO aKTHBa-
LIVIO C MAPKEPOM «ITOJIMTIOTEHTHOM aKTUBALIMU» (KJIETKU
¢ mapkepom CD38) u nponaudepupyronmx KJieTok (Kie-
Tok ¢ Mapkepamu CD71). Llutonornueckuit heHOMEH
HU3KOM TpoJudepaTUBHON aKTUBHOCTU JIMMOOIIMTOB
nepudepruyeckoit KpoBM ObLIT XapaKTepeH IS IeTel Bcex
TPyTI paguallMoOHHOTO pucka. PaHee Hamu ObLIO MOKa-
3aHO [2], 4TO y OOJBITMHCTBA AeTel aOCOIIIOTHOE KOJIM-
YeCTBO JUMQPOIIUTOB ObLIO CHUXKEHO OTHOCUTEIBHO BO3-
pPacTHOI HOPMBI.

VY npereit rpynm paaMallMOHHOTO pUCKa OTMevasach
TEHICHINST K YBEIIMYEHHWIO OTHOCHUTEJBHOTO KOJIMYe-
CTBa KJIETOK C TIOBBIIIEHHOW CITOCOOHOCTBIO K alre3uu
(CD54+ nuMdouuTOB), XOTSI CTATUCTUYECKU 3HAUYUMbIC
pasnuusl o0 CpaBHEHUIO C KOHTPOJIBLHOM TPYIINO 3ape-
TUCTPUPOBAHBI TOJIBKO ISt - TPYIIbl (CM. PUCYHOK).
DTO MOXET CBUACTEILCTBOBATH KaK O TOBBIIIEHHON
TOKCMYECKOW aKTUBHOCTU KJIETOK, TaK U O HE3PEJIOCTU
JuM@onuToB neprudepruieckoii KpoBM Y OOJIBIIMHCTBA
HaOJIIOIaBIIMXCS JIULL.

VY uu Bcex Tpynm pajauallMOHHOTO PUCKAa OTHOCH-
TeJbHOE KOJMYECTBO KJIETOK C MapKepaMM arorrosa
(CD95+ numdouunToB) ObLIO BbIIIE, YeM B KOHTPOJIBHOM
rpynre (Taba. 4; cM. pUCYHOK). BbIsIBIeHHbBIE 3aKOHO-
MEpPHOCTM YKa3bIBalOT Ha HapylIeHWs] MMMYHOTeHe3a,
MPOSIBIIAIONINECS YBETMYSHUEM BBIXOAA B IIUPKYJISIINIO
KJIETOK C «3alporpaMMUpPOBaHHON rubenbio». Cpenn
MPUYMH JaHHOTO SIBJIEHUsI MOXKHO paccMaTpyuBaTh Takue,
KaK MOCTYIIJIEHUE B IUPKYJISILIUIO KJIETOK, HECOCTOSITENTb-

Tabnuya 3. Kommaectso CD38+ M onmToB (AKTHBHPOBAHHBIX MOJMIOTEHTHBIX KJIETOK MeprdeprnyecKoii KPOBH 00CI€I0BAHHBIX JIHIL

OTHOCUTEbHOE KOJIMYECTBO, %

AbcomotHOoe KonnaecTBo (-10°/71)

Ipynna Mtm JACTIEPCUS MTOKA3aTeIs Mtm JIMCTIEPCUA TTOKA3aTeIs
(min—max) (min—max)
1-s1 (n=16) 46,39+4,09 15,2—69,0 0,964+0,085 0,316—1,435
2-51 (n=32) 47,78+3,75 11,1-91,0 1,405£0,110 0,326—2,675
3-s (n=14) 48,73+5,37 13,0-79,0 1,461£0,161 0,309-2,383
KonTposns (n=17) 50,79+4,24 25,2—86,0 1,305+0,108 0,108—0,221
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banesa JI.C. u coasm. iMmyHoNOTYeCK1e 0COOCHHOCTU HAPYIIIEHNUI Y IETEl, TTPOXUBAIOIIMX B PETUOHAX C PA3TUYHBIM YPOBHEM PaTHOHYKIUIHOTO. .

HBIX 110 MOP(DOGYHKIIMOHATBHOMY IMPU3HAKY, T.€. KJIETK!
¢ mapkepom CD95 sBsitorcst 1100 TTPOIYKTOM aHOMAaJTb-
HOTO MMMYHOTeHe3a, 0 YeM YIOMWHAJIOCh BHIIIE, MO0
UX «[ePernpoU3BOJCTBO» OOYCIOBICHO MOJHOLIEHHBIMU
KJIeTKaMM, 9acTh M3 KOTOPBIX OKa3bIBaeTCs HEBOCTPE-
0OBaHHOII B UMMYHHBIX peakuusx. Hannmume y auir Bcex
TPYIT paAvalliOHHOTO PUCKA TEHASHIINY K YBEJTUISHUIO
koimnuectBa CD95+ numdomuTOB IO3BOMSIET paccMa-
TPUBATh 3TOT TOKa3aTeslb KaK Hanbosee MH(MOPMaTUB-
HBII MapKep Kak MpsIMOTO, TaK U OTMIOCPETOBAHHOTO pa-
JMAIIMOHHOTO BO3AECTBUS.

JIsT yTOUYHEHUST TIPUYUHBI, TIPUBOASAIIECH K yBeJUe-
HUIO OTHOCUTETHHOTO KOJIMYECTBA KJIETOK ¢ MapKepaMu
anonto3a (CD95+ numdouutoB), oleHUBAIU KOppe-
JISUAA MEXIY KOJWYECTBOM ITUX KIIETOK W IPYTMMU
rnokasareisiMu. [TodydeHHasT CTaTUCTUYECKU 3HAYMMast
oTpuliaTtejibHasi KoppeJsiunoHHasi c¢Bsa3b (r=—0,5952;
2<0,01) MexxIy KJIeTKaMi ¢ MapKepoM ariornTo3a 1 mpo-
mudepupytommmu Kierkamu (CD71+ numdounTtamu),
BepOsITHEE BCEro, TMOATBEPXIAaeT Haiuuue (GeHoMeHa
«YCKOPEHHOTO CTapeHUs» KJIeToK. OgHaKo He UCKITIoUe-
HO, YTO JAHHBII (DEHOMEH CBHIETEBCTBYET O 3aIIUTHO-
KOMIIEHCAaTOPHOM MeXaHU3Me, TTO3BOJISIONIEM YCKOPHUTh
BBIBEZICHUE M3 LIUPKYJISIIUN KJIETOK C IIUTOTeHETUIECKM -
MM 1/WI1 HYHKITMOHATLHBIMUA HapYIIEHUSIMU.

JlaHHBIe TUTEPATyPhI TTOCIEIHUX JIET CBUAECTETbCTBY-
10T, YTO MOHU3UPYIOIIAsT paguamnus, aaxe Mpyu HaATAIUN
MaJIbIX 103, BBI3bIBAET IIUTOTEHETUYECKHE HAPYIIIEHUST —
noBpexnenuss JHK pasnuyHoro xapakrepa: yBeiauye-
HUe YpOBHSI abeppaHTHBIX MeTadas, abeppaliuii Xxpoma-
TUIHOTO THMa (OAVMHOYHBIE (parMeHThl), abeppalnii
XpOMOCOMHOTO THTa (TlapHble (hparMeHTHI, AULEHTPU-
YeCcKue, KOIbIEBbIE XPOMOCOMBI, TPaHCIOKALIMU, HelTe-
) [3—7]. Tlonarasicb Ha COOCTBEHHbIE UCCIIEIOBAHMS
U JaHHBIe JIUTEepaTyphl [8], MBI BIIpaBe MPEATNOIOXUTD,
YTO B JajbHeueM, Beaea 3a mospexneHvem JJHK mpo-
HWCXOAUT BKITIOYEHHE 3alIUTHOTO MEeXaHU3Ma, TIpeaycMa-
TPUBAIOIIETO aKTUBalLIMIO TeHHO cetn P-53 (cneuudu-
YeCKOro OHKOTreHa, KOHTPOJMPYIOIIETO COOTBETCTBUE
CreKTpa OeJIKOB B KJIETKE €€ KJIETOYHOMY PEECTpy), apecT
aHOMAaJIbHBIX KJIETOK (C IUTOTeHETUYECKUMU Hapylle-
HusiMK) B G -hase ¢ moc/enyomei MHIyKIMER anomnTo-
3a. Takoif MeXaHM3M TO3BOJISIET COXPAHUTh KIIETOUHBIIA
romeocTtas M u3bexaTb (OPMUPOBAHUS KJIOHA KJIETOK
C OmyxoJjeBoW TpaHcdopmalueid, T.e. MPeayNnpeauTb
pa3BHUTHE OHKOTEHHOTO 3(h(eKTa KaK y HaceJIeHUsT, MO~

BEPTIIErocsl XPOHNYECKOMY OOJIyUEHUIO B MaJIbIX J103aX,
TaKk U y TTOTOMKOB OOJIydeHHBIX (IT€pBO€—BTOPOE MOKO-
sneHue). CriemyeT OTMETUTh, UTO JIMIIA C HACIEICTBEHHBIM
nedeKToOM OJHOTO 13 aytesieil reHa P-53, kak cBuaeTenb-
CTBYIOT JaHHBIE JINTEPATYPhl [8], OyIyT COCTABISATH IPyT-
My pYCKa B OTHOILIIEHWU Pa3BUTUSI OITyXOJIEH.

OOpa3zoBaHMe aKTUBHBIX (hPOPM KHCIOPOJA SIBISIETCS
MYCKOBBIM MEXaHM3MOM arornTo3a, CBI3aHHBIM C UMHAYK-
uueit FAS/TNF pervoHa (He3oKka4yecTBEHHbIN ayTOMM-
MYHHBII JuMboripoaudepaTuBHbIA CUHAPOM). Takxke
B XOJle MCCJenoBaHui, BeITOMHEHHbIX .. BoTprHbIM
U coaBT. [9], ObLTIO MOKAa3aHO, YTO Y OOCIEIOBAaHHBIX Je-
Tei, TPOXMBAIOIIUX Ha paJMO0aKTUBHO-3arpsi3HEHHOM
TEpPUTOPUU, CHUXEH ypoBeHb Ca-Mg-3aBUCHMOI1 3H-
NMOHYyKJIea3bl JUMGOUMTOB Tieprudepruyeckoii KpOBH.
OHIOHYKJIea3bl, HapsAy C CEpUHOBBIMU M LIMCTEUHO-
BBIMHU TIpOT€a3aMu, KJIETOYHBIMU OejKaMM ceMmelcTBa
ICE, cBoOOmHBIMU pamuKallaMu KHCJIOpPOHa, SIBISIIOTCS
BakHEWIUM 3(hGEeKTOPHBIM 3BEHOM  allONTOTUYECKOM
rubenu kiaeTku. TakuMm oOpa3oM, JaHHBIE JUTEpaTypbl
W pe3yJbTaThl COOCTBEHHBIX MCCIIENOBAHUI TTO3BOJISIIOT
clienaTh BBIBOJ O TOM, YTO BBICOKMI YPOBEHb arornTo3a
y IeTeid, TOABEPTIIMXCS BO3AEUCTBUIO MOHU3UPYIOIIEH
panvanuu, SIBISIETCS OTBETHOW peakilMeil opraHu3ma
Ha O0JIy4eHUEe U, BEPOSITHO, CIYKUT OJHUM W3 BaxkKHEM-
IIMX MEXaHU3MOB, HaMpaBJIeHHBIX Ha TIpeAyIpexaeHne
pa3BUTHUSI OHKOTEHHBIX 3((HEKTOB B TMOMYJSIUU 00Ty~
YEHHBIX.

Takum 00pa3zoM, TONy4YeHHbIE HaHHbIE, HECMOTPSI
Ha OTCYTCTBME KIIMHUYECKM MaHMMECTHbIX (OPM HM-
MyHoAedUIIMTa Yy HAOIIOMABIINXCS TAllMeHTOB, yKa3bl-
BAlOT Ha HaJlMuKMe aHOMAJIU psila 3BEeHbeB UMMYHMTETA
y OOJIBIIIMHCTBA JEeTeil TPYIN paauallMOHHOTO pHCKa.
ITo HamiemMy MHEHMIO, MOTEHUMATIbHBIMU MapKepamu
MMMYHOTPOITHOCTHA PaMallMOHHOTO BO3JIEWCTBUS Cle-
IyeT cyuTaTh cheaytomue aHtureHsl: CD4, CDS§, CD10,
CD23, CD16,CD38, CB71, CD95.

Vixe paHHUE MCCIeoBaHUs, B TOM YUCJIe MPOBEICH-
Hble HaMu B 1987—1996 TT., TTOKa3aau, YTO OTKJIOHEHUS
MMMYHOJIOTUYECKHUX IMapaMeTpPOB YacTO HE JOCTUTaIu
OOJIBIINX BEJIMYMH, HO «ObUIM JOCTATOYHO 3aKOHOMEPHBI
C TPaAUIIMOHHON TOYKM 3peHusi» [1, 2, 11]. I1pu 3Tom,
Hapsiy C MHTUMOUPYIOIIMMM, BBISIBISIIUCH U CTUMYJIM-
pytoiue 3¢@eKThI, T.e. BO3AEUCTBIE paarualuii He ObLIO
onHoHarnpaBieHHbIM. [lo mMHeHuio A.A. fpununHa [1],
BBISIBJIEGHHBIE TOCJIEJICTBUS paIallMOHHOTO BO3AEHCTBUS

Tabauya 4. Kommyectso CD95+ mamdonmToB (KIeTOK ¢ MapKepaMH anonTo3a) nepugepuueckoii KPOBH 00CI€I0BAHHBIX JIHIL

OTHOCUTEIbHOE KOJIMYECTBO, %

AbcomotHOoe KomaecTBo (-10°/1)

Ipynna Mtm JACTIEPCHS TTOKA3aTesIs Mtm JCTIEPCUS TTOKA3aTeIs
(min—max) (min—max)
1-s1 (n=11) 29,32+5,44 4,9—69,6 0,610%+0,113 0,102—1,448
2-51 (n=20) 27,61+4,42 1,6—68,8 0,812+0,130 0,047-2,023
3-s (n=10) 27,57+8,82 1,6—77,4 0,824+0,266 0,049-2,322
Kontpons (n=11) 19,51+4,84 2,2—45,3 0,501£0,124 0,057—1,164

POCCUNCKWIA BECTHUK NMEPUHATOJIOMU U MEANATPUN, 3, 2015




3aTparuBaloT B OCHOBHOM MOS0 T-TUM@OIINTOB.
Ceropnsi, criycrs 28 siet mocie aBapuu Ha YADC, no-Bu-
TUMOMY, CJIEyeT TOBOPUTH O TIOJTUTIOTEHTHOCTUA OKa3bl-
BaeMOT0 BO3JIENMCTBUSI, MOCKOJIbKY OOHAPYKEHHbIE HAMU
M3MEHEHUST KacaloTcsl He TOJBKO, M He CTOJBKO T-JmM-
douutoB (CD3+, CD4+, CD8+, CD25+), CKOJIbKO «He-
3peJIbIX» KJIETOK, Tponudepupymoimx Kietok (CD 71+),
npeaiiecTBeHHUKOB B-numdonmtos (CD10+ kietok),
KJIETOK «IOJIUMOTeHTHOU akTuBauuu» (CD 38+), a tak-
Ke KJIeTOK ¢ Mapkepamu aronTo3a (CD 95+). Kaxyiue-
CsI TIPOTUBOPEYMSI, BEPOSITHO, OOYCIIOBIIEHHBIE MHOT000-
pazveM TIPWYWH DPATUAIIMOHHOTO W HEepPaIualMoOHHOTO
reHe3a, HEOOXOAMMO YUUTHIBATh MPU Ha3HAYEHUU UMMY-
HOKOPPUTUPYIOLIEH Tepanuu.

B ocoboM BHMMaHMU TIpY HAOIIOACHUU TIeAUATPOM
M MMMYHOJIOTOM HYXIAIOTCA JeTH € KIMHUYECKUMU
MapKepaMu UMMYHHOU HETOCTaTOYHOCTHU (JYacThIe OCT-
pble 3a00JieBaHMsI, OOOCTPEHUs] XPOHWUYECKON ITaTojIo-
MU, YacTble PELUIUBBLI TIEPCUCTUPYIOIIE BUPYCHOM
MHDEKIINH, TaK Ha3bIBaeMasl TPYIITa «9acTo U JJTUTEIBHO
Ooseronux nerei»). KIMHMKO-uUMMyHoOJIOrMUeckKast xa-
paKTepuCcTHKa TaKUX JIeTei, KaK TPaBIIo, HEOTHOPOIHA
U TIpeicTaBIeHa IIIMPOKUM CITEKTPOM MUHUMATbHBIX Ha-
pyueHuit ummyHutera [10—13].

HeomHopomHOCTh XapakTepa W3MEHEHUUM WMMYHO-
rpaMM JeTell pa3IUIHbIX TPYII paauallMOHHOTO PUCKa,
10 HallleMy MHEHU10, 00YCIOBIEHA UMEIOIIIUMUCS PA3IU-
YUSIMU paralliOHHBIX XapaKTePUCTUK KaxKIOW TPYIIITbL:
JUTUTEIBHOCTh PaTUAIlMOHHOTO BO3NCUCTBUS, Pa3IIUs
BEJIMYMHBI M MOIITHOCTH MO3BI U TIp. JloKa3aTeabcTBOM
9TOM TOYKU 3pEHUS MOXKET CIYXKUTh HATMUME aHAJIOTUY -
HBIX TI0 (hOpMe, HO Pa3TUYHBIX MO CTETIEeHW U3MEHEHUIA
WMMYHOTpaMM y Jeteil 2-ii u 3- rpymnm, T.e. y aerei
C OIMHAKOBBIM XapaKTepOM paJIMallMOHHOTO BO3MIEH-
CTBUSI, HO pa3HOI CTETICHbIO MHTEHCUBHOCTH (IIETH TIPO-
SKUBAIOT Ha TEPPUTOPUU C Pa3HOU TUTOTHOCTHIO 3arpsi3-
HeHus mouBkl 1o ¥7Cs: mo 556 kbk/M? 1 ot 556 mo 1665
kbk/m2. TIpu 5TOM YeM GOJIbIIIE TUIOTHOCTh 3arpsSI3HEHUST
MOYBHI pamuonzotorioM ’Cs, TeM B GOJBIIEH CTeTIEHU
M3MEHEHBI TTapaMeTpbl UMMYyHOTpaMM y neTeit. Takum
0o0pa3oM, NeTH, TPOXWUBAMOIINE HA DPATMOAKTHBHO-3a-
IPS3HEHHBIX TEPPUTOPUAX, HYXKIAIOTCS B KOMIUIEKCHOM
KJIMHUKO-T1a00paTOPHOM 0OCIEIOBAHUU U HEOAHOKPAT-
HOM ITOIPOOHOM WCCJICIOBAHUM WMMYHHOTO TIPOMDWIIS
C IeJTbI0 YTOYHEHUST HEOOXOIUMOCTH TIPOBEICHUS pa-
LIMOHATBHO MMMYHOKOPPEKIINH.

H3MmeHeHUsT UMMYHOTpaMM, TIpEICTaBJICHHBIX HA PU-
CYHKE, CBUIETCIBCTBYIOT, YTO Yy HeTeil 2—3-if TpYIIIbI
KOJIMYECTBEHHBIN Ne(PULIMT HU OJHOW CYOIOIyJIsIun
kaeTok-3¢dekropoB (CD3+, CD4+, CD8+, CD25+)
He 3apeructpupoBaH. OMHAKO BBISIBJICHO YMEHBIICHUE
yucia niponudepupyromux kierok (CD71+) u yBe-
JIMYeHUE KOJIMUYECTBA KJIETOK C MapKepaMu arornTo3a
(CD95+).

BaxHBIM MOMEHTOM, Ha KOTOPBIH CIeayeT 00paTUTh
0coboe BHUMaHME — TOBBINICHHAS BEPOSTHOCTh Pa3BU-
TUS y IeTell oIyxoJeBoro npouecca. M3BecTHo, 4TO Ha-
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pYLIEHUS pa3TMYHbBIX 3BEHbEB UMMYHUTETA SIBJISIIOTCS OJ1-
HUM U3 TTaTOTeHETUYECKHUX MEXaHU3MOB (hDOPMUPOBAHMUSI
3JI0KaYeCTBeHHBIX HOBooOpazoBaHuii. [lokazaHo, uTo y
neTell ¢ KIMHUYECKUMU TIPOSIBICHUSIMU UMMYHOedU -
LIUTHBIX COCTOSTHUIM BEPOSITHOCTH PA3BUTHSI HEOTLIACTU-
YeCKMX TPOLIeCCOB 3HAYNUTEBHO BBIIIE, YEM Y 3MOPOBBIX
neteii. Ocobasi poiab B pa3BUTUU OTYXOJE€H OTBOAUTCS
nedunuty ectectBeHHbIX Kuiiepos (NK-kietok) u pas-
JIMYHBIM HapylieHusMm QaromurapHoit yHkuuu [12—
14]. YV mopasmsiomero OOJBIIMHCTBA OO0OCIeTOBAaHHBIX
HaMM JeTell MMeJUCh MWUHUMAaJIbHbIE HapYIIEHUSI WM-
MYHHTETa (B YaCTHOCTH, HU3KUI YPOBEHb €CTECTBEHHBIX
kuepoB — NK-kjeTok). Mbl nmosiaraeM, 4To mojio0HbIe
M3MEHEHUsI MOXHO paccMaTpuBaTh KakK (hakTop pucka
¢dopMUpOBaHUST 3JI0OKAYECTBEHHBIX HOBOOOpa30BaHUI
Yy TaHHOTO KOHTHMHTeHTa 00JIbHBIX. OHAKO 3TH TMPEeIIo-
JIOKEHUsI TpeOyIoT dajbHeMIero yriyoJeHHOro uccie-
JIOBaHUS U HAOJTIOICHUS.

WM3BecTHO, UTO MMMYHOCYIIPECCOPHBIE BO3IEMCTBUS
TakxXe MOTYT SIBJISITbCSI HEOJaronpusTHbIM  (HoHOM,
Ha KOTOPOM ITOBBIIIAETCSI BEPOSITHOCTb Pa3BUTUSI OITy-
xoneii. [TokazaHo yMeHbllIeHHUEe aOCOJIOTHOTO KOJIMYe-
crBa T-xenmepoB/uHaykropoB (CD4+ numdpoimTos).
Touka 3peHMsI HA UMMYHHOCYTIPECCUBHOE BO3/ICHCTBUE,
BbICKa3aHHAsl HAMM, TTOJIHOCTBIO COBITAJaeT ¢ TaHHBIMMU,
npeacraBieHHbIMU A.A. SApununabiM [1], KOTOpbie CBU-
JETETHCTBOBAIA 00 YBEJIMUEHWU YMCJIa aKTUBUPOBAHHBIX
KJIETOK, & TAaKKe 00 U3BMEHEHU U KOHIIEHTPALIMHY 0. ~THUMO-
31HAa, TIOBBIIIEHUN TUTPOB ayTOAHTUTEJ, PearupyroIInx
C 3MUTEIMEeM TUMyca. ABTOPOM TIpeJIOKeHa TUTOTeTH-
yeckas cxema (popmupoBaHus T-KIeTOYHOTO UMMYHO/IE-
¢urTa oA BIUSIHUEM CHUXKEHUSI YPOBHSI TOPMOHOB TH-
Myca, BbI3BIBAEMOTO JIEMCTBUEM MaJIbIX 103 OOJyUEHUSI.

BoisiBIeHHBIE ~ HapylleHUsT  CyOIOMyISIIIMOHHOTO
coctaBa JUM@OIUTOB, B TOM YKCJIe aKTUBMPOBAHHBIX
KJIETOK, YKa3bIBalOT M Ha MOBBIIIIEHUE BEPOSTHOCTU pas-
BUTHSI ayTOMMMYHHBIX 3a0osieBaHuii. C Hallleil TOYKHU
3pEHMUSI, TUTIOTE3a «TTOPOTOBOTO TPOPBIBA B CTUMYJISILIUA
ayTOAHTUTEJT K BMUTEIUATbHBIM KJIETKaM» MOXET ObITh
NMpUMEHEHa K pa3BUTHUIO ayTOMMMYHHBIX TIPOIIECCOB
B 00JIy4eHHOM OpraHM3Me BOOOIIe U B IIIUTOBUIHON Xe-
Jie3e, B YacTHOCTU. B xojie nccienoBaHmii, BBIMOJHEHHBIX
JI.C. baneBoii, 1.H. fIxoBnesoii u coasr. |2, 15, 17], 6su10
nokasaHo, yto uyepe3 10 yrer mocie aBapum Ha YADC Ha-
Onromasicsl pocT ClydyaeB 3710KaueCTBEHHBIX HOBOOOpa-
30BaHUI U ayTOMMMYHHBIX 3a00JIeBaHUI IIUTOBUIHOM
JKeJie3bl Y MalMeHTOB, OOJIydeHHBIX B JETCKOM BO3pa-
cre. [Ipy aTOM He MCKITIOUEHA B3aMMOCBSI3b YKa3aHHbBIX
3a0osieBaHnil. OOOCHOBaHUSI 3HAYUTEIHLHOTO YBEIUYE-
HUS pUCKa pa3BUTUS MMEHHO ayTOMMMYHHBIX 3a0oJe-
BaHMI 1 OITyXOJIei TakxKe MPUBOASTCS B MCCIEA0BaHUN
W.B. Opanosckoii [17].

Takum 00pa3zoM, UMMYHHBIE HapyllIeHUs!, 00yCIOB-
JICHHbIE JCHCTBUEM paJuallui, MOTYT SIBJISITbCSI TPUTTEP-
HBIM MEXaHU3MOM Pa3BUTHUS OMYyXOJIel U ayTOUMMYHHBIX
3a00JIeBaHMI, TIPEKAEe BCEro MIMTOBUAHOM XKee3bl. [1o-
CKOJIbKY TIepeUrC/IeHHbIe HapyIIEHUST pacCMaTPUBAIOTCS

POCCUNCKWIA BECTHUIK NMEPUHATOJIONMU U NMEANATPUN, 3, 2015




banesa JI.C. u coasm. immyHoJOT4eCKIie 0OCOOEHHOCTU HAPYIIEHUIT y IETeH, TIPOXUBAIOIIMX B PETUOHAX C PA3TUYHBIM YPOBHEM PaIHOHYKIUIHOTO. .

B Ka4eCTBE MPEITOCHITOK ISl HEOTIJIACTUIECKUX U ayTO-
WMMYHHBIX TTPOIIECCOB, TO I€TH, 00JydeHHBIE BHYTPUYT-
pOGHO, a TaKKe IETH, TIPOAOJIKAIOIINE TTPOXUBATH Ha pa-
JIMOAKTUBHO-3arpsI3HEHHOW TEPPUTOPUU, COCTABJISIOT
TPYIIIBI PUCKa IO (hOPMUPOBAHUIO TAKOM MTATOJIOTHH.

BbiBoAabI

Bo Bcex rpymnmax pagdaliMOHHOTO pHcKa B OTHAJEeH-
HBIe cpoKu Tocie aBapuu Ha YADC 3aperucTpupoBaHbl
HapylIeHUs1 UMMYHHOTO ctatyca. Hanbosbliive aHoma-
JINM Pa3TINIHBIX 3BEHbEB MMMYHUTETA BBISIBICHBI Y JIe-
Tel, TTOABEPTIIMXCS XPOHUUECKOMY KOMOMHUPOBAHHOMY
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An allelic variant of congenital Salih myopathy

M.S. Belenikin, S.S. Zhilina, A.A. Barinov, M. Yu. Shorina, N.O. Bryukhanova, R.M. Magomedova,
T.1. Meshcheryakova, A.N. Petrin, I.A. Demidova, G.G. Prokopiev, G.R. Mutovin, A.G. Prityko

Research and Practical Center of Medical Care for Children with Craniofacial Anomalies and Congenital Diseases of the Nervous
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Crarbs NOCBSIIEHA ONMMCAHUIO ATANOB M MPOOJIeM TUATHOCTHKH BPOXKIEHHOH MUONIATHH C PAHHUMH JbIXATEIbHBIMH HAPYIICHUSIMH.
B pamkax nuddepeHnuaibHOro AMArHO3a paccMOTPeHbl BPOXKIEHHbIE MUONATHH, NIPU KOTOPBIX BCTPEYAETCS PaHHEe MOPAKeHHe
cepaua. ITockobKy Teuenue 3a00jeBaHus y HAOMOAABIIENCS NAMEHTKH OTIMYAIOCH OT TAKHX HO30J0rn4eckux opm u manude-
CTHPOBAJIO HE TOJILKO MbIIIEYHOI CJIA00CTbIO, HO M PAHHMMM HAPYLIEHUSIMHU IBIXAHHS, 0 KJMHUYECKOi KapTHHE 3200J1eBaHUs U pe-
3yJIBTATAM THCTOJIOTHYECKOTO MCC/IeI0BAHMS MBILIL HAM HE YIAJ0Ch ONPENeTUTbCA C HO30J0THYECKOi MPHHA/IIEIKHOCTBIO U ObLIO
peleHo MPOBeCTH 3K30MHOe ceKBeHHpoBaHHe. VI0JIeKyISIpHO-TreHeTHYeCKOe UCC/IeJ0BAHME TTO3BOJIM/IO HAMTH reTepo3uroTHbIe My-
Tamuu B reHe TuTHHA (TTN). ITostyyenHbie JaHHbIE CBUAETEIBCTBYIOT O BPOXKIEHHO MPOKCMMAJILHON MUONATHH C PAHHEH IbIXa-
TeJIbHOI HEeI0CTATOYHOCTBIO, SABJISIONIEIiCS aJlie/bHbIM BapuanTom Muonatun Camuxa. DTot ciayyail npeacraslisier co0oii nepsoe
¥ TI0KA e/IMHCTBEHHOE ONMCAHUE IaHHOTO 3a00JeBanus B Poccun.

Karoueewte caosa: demu, epoxcoennas muonamus Caruxa, ovixamenvHole Hapyuienusi, mumun, een TTN.

The paper describes the steps and problems of diagnosing congenital myopathy with early respiratory disorders. While differentially
diagnosing, the authors consider congenital myopathies, in which early cardiac involvement is encountered. Since the course of the
disease in an observed female patient differed from that of such nosological entities and appeared as not only muscle weakness, but
also as early respiratory disorders, we could not identify what nosological entity the disease belonged to in view of its clinical presenta-
tion and the results of muscle histological examination and we decided to perform exome sequencing. Molecular genetic testing could
find heterozygous mutations in the titin (TTN) gene. The findings are suggestive of congenital proximal myopathy with early respira-
tory failure, which is an allelic variant of Salih myopathy. This case is the first and so far only description of this disease in Russia.

Key words: children, congenital Salih myopathy, respiratory disorders, titin, TTN gene.

onemy. OnHUM M3 TaKuX 3a00JIeBAaHUM SIBJISIETCS BPO-
xxneHHas muomnaTtug Cannxa [1-3].

W3BecTHO, 4TO BpOXKIECHHAS MBILLIEYHAsT CIA00CTh He-
PEIKO COYETAeTCsI C AbIXaTeIbHBIMUA HapYIIEHUSIMH, TPE-
OYIOIIMMU BEHTUJISILIMOHHOM TToiepkku. PazHooOpasue

3a6oneBaHI/m, OIMKCaHNe KOTOPBIX OTpaHWYEHO eIu-
HUYHBIMU HaOJIIONEHUSIMU B 3apyOeXKHBIX M3TaHUSIX,
MOTYT TIPEICTABISATh CJOXHYIO TUATHOCTUUYECKYIO ITPO-

© Konnektue aBTopoB, 2015
Ros Vestn Perinatol Pediat 2015; 3:89-93

Anpec 1 koppecnonaenuun: benenrkun Makcum CepreeBud — K.X.H., B.H.c. Ha-
YYHO-IIPAKTHYECKOTO LIEHTPa MEAMLIMHCKOI TIOMOLLM JeTSIM C TOPOKAMU Pa3BUTHS
YepertHO-JIMLEBOi 00J1aCT! 1 BPOXIEHHBIMU 3a00JI€BAaHUSIMUA HEPBHOM CUCTEMBI
Kununa Csernana CepreeBHa — K.M.H., B.H.C. yKa3aHHOTO yUPEXKICHUS
[opuna MapuanHa KOpbeBHa — Bpayu yKa3aHHOTO YUpeKIeHUsI

BproxaHosa Hatasibst OsieroBHa — MJI.H.C. YKa3aHHOTO YUPEXICHUs
MemepsikoBa TatbsiHa MiBaHOBHA — Bpau-TeHETHK YKA3aHHOTO YUPEXICHUSI
[erpun Anexcannp HukonmaeBiy — 1.M.H., Bpau-TeHETUK YKA3aHHOTO YUPEXKIECHUST
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YUPEXAEHUs

[puteiko Anapeit [eoprueBud — A.M.H., TMPEKTOP YKa3aHHOTO YUPEXAECHUS
119620 Mocksa, yJi. ABUATOPOB, 1. 38.

bapunoB Anekceit AHIpeeBUY — 610JI0T MOCKOBCKOI TOPOACKON OHKOJIOTH-
4ecKOi 00TbHUIIBI No62

Jemunosa MpuHa AHaTojbeBHA — K.M.H., 3aB. JJaOOpaTOpueil MOJIEKYJISIpHOM
OMOJIOTHM YKa3aHHOTO YIPEKICHUST

143423 MockoBckast o61actb, KpacHoropckuii paiioH, nocenok Mcrpa, 1. 27
MyroBuH [enHanuit Pomanosuy — a.M.H., nipod. Poccuiickoro HaumoHab-
HOTO MCCJIeI0BATEILCKOTO MeAMLIMHCKOTO yHUuBepeuTtera M. H.U. ITuporosa
MaromenoBa Parcat MaromeioBHa — acr. yKa3aHHOTO YYPEKICHUS

117997 Mocksa, yi1. OcTpoBUTSIHOBA, 1. |

MPUYMH TaKUX COCTOSIHUI CYIIECTBEHHO 3aTPYIHSIET
nuddepeHIMaTbHYI0 TMarTHOCTUKY PAa3JIMUHBIX TTO CBOEi
aTHONIOTUU (popM MUomaThii. MexXmy TeM TNpaBWJIbHAs
MOCTAHOBKA INAaTHO3a SIBJISIETCST HEOOXOIUMBIM YCIIOBUEM
aZeKBaTHOM Teparnmuu U 3(DGHEKTUBHOTO MEIUKO-TEHETHU -
YeCKOTO0 KOHCYJIBTUpOBaHUs. JIeMOHCTpalneil auarHo-
CTUYECKUX MPOOJIeM, BO3HUKAIOIINX TTPU 00CIIe0BaHNUN
JIeTeil ¢ IPOSIBJICHUSIMU MUOTTATUM Y HAPYIIEHUSIMU JTbI-
XaHUsI, CIYXKUT TIpeIcTaBJIeHHOE HIKe HaOTIOIeHUE.
JleBouKka B BO3pacTe 4 Mec MOCTYNMWIA B OTIEJIeHUE
peaHMMalMy W WHTEHCWBHOW Tepanmuu HayyHo-Tmpak-
tnueckuit ueHTp (HITLL) MeauumHcKoil momMouy aeTsM
C IMarHO30M <«BPOKICHHAss MUOTIATUSI HEYTOUYHEHHAST».
Crapmmit cu6ce 310poB. [1pobaHa ot BTopoit bepeMeH-
HOCTH, BTOPBIX poloB B cpok. OlieHKa Io IKaje Armrap
8/9 6annos, macca nipu poxneHuu 3500 r. Haxomunach
Ha TPYIHOM BCKapMJIMBaHUHU, cocajia Bsuto. C poXKIeHUs
OTMeUYeHa OJIBIIIKa, BTSKEHUE MEUEBHUIHOTO OTPOCTKA
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rpyauHbl. B BozpacTe 1 Mec B CBsI3M C HapacTalolei abixa-
TeJbHOI HEeOCTaTOYHOCThIO TOCTIUTATU3UPOBaHA B 0OJIb-
Huny Cearoro Bnamumupa ¢ auarHo3om: MOC/EICTBUS
1epeOpaTbHOM WIIEMUU TUTTOKCHUYECKHU-UIIIEMUIECKOTO
reHe3a. CHHAPOM MBIIIEYHOM TUTTOTOHWUM. [HOMHEII Tpa-
xeo0poHxuT. JIucarenekrasbl. OcTpasi cepieyHO-JIerouHast
HenoctatrouHocTh. [lpomtennas MBJI. HeomHokpatHbie
TTOTIBITKN OTKJTIOYEHUST OT MCKYCCTBEHHOM BEHTWIISILIAN
nerkux (MBJT) ocranuck 6e3 apdexra. B Tskesom cocrosi-
HUM TIepeBelicHa B OTAEJIeHUEe peaHUMallud U WHTEHCUB-
Hoit Tepanuu (OPUT) Mopo3oBcKoii 1eTCKoi ropoacKoi
60bHULIBI. CaMOCTOSTEIbHBIE JbIXaTeIbHbIE IBUKEHUS
HEpETYJISIpHBIE U YpeXaTUuCh C YBEJIMUEHUEM BpEeMEHU
npomneHHoit MBJI. Tlepuonnuecky amarHoCTUpOBAsCS
aresieKTas JIEBOTO JIETKOTO, TIPU KOMITBIOTEPHO-TOMOTpa-
(bryeckoM mcciaenoBaHUM TTOPOK Pa3BUTHSI JIETKOTO ObLI
HUCKITI04YeH. B cBsI31 ¢ HE0OXOAMMOCTBIO ITPOBEACHMS TIPO-
nineHHoit MBJI u yacThix caHauumii Tpaxen pedbeHKy Hajao-
JKE€Ha TpaxeocToMma.

ITpu o6cnenoBanum: kpearnHdochokuHasza 1185 en/n.
BnexrpoMuorpaduyeckoe ucciaenoBaHue (GyHKIUMU Te-
pudepruIecKoro MOTOHEMpPOHa BBISIBUJIO W3MEHEHWUS,
XapaKTepHbIe IS TIEPBUYHO-MBIIIEYHBIX 3a00IeBaHUIA.
CeNeKTUBHBIN OMOXMMUYECKMI CKPUHWHT WCKITIOUMIT
HacJIeICTBEHHbIE aMUHOALMAONATUN, OpTaHWYeCKue
alMIypUn U 1ePeKThl MUTOXOHAPHAILHOTO OeTa-OKHUC-
Jienusi. Mytauuit B reHax SMN1 (ciiHaibHasl MbllIeY-
Hast atpodus, OMIM: 253300) u PHOX2B (cuHnpom
BPOXIEHHOI IIeHTpaJbHOI TuroBeHTH AN, OMIM:
209880) He oOHapyxeHOo. Mopdosornyeckuii aHamu3
OGuonTaTa CKEeJIETHOW MBIIIILI B 2,5 MeC JKU3HU BBISIBUI
BBIpAXXEHHBIE ~ MMMYHOTUCTOXMUMUYECKHE  TPU3HAKU
ayTOMMMYHHOTO MUO3WTa B BUJIe 3HAYUTEIBHBIX OTIOXKE-
HUI MapKepa IIaBHOTO KOMITJIEKCa TMICTOCOBMECTUMOCTH
I Tuma B mepucapKojJeMMaTbHBIX yJaCTKaX MBbIIIEYHBIX
BOJIOKOH (MccliefoBaHUsI TIpOBeIeHbl B JiabopaTopuu
obuieit martosormu  MockoBckoro HWW  nenmnatpuun
U IETCKOM XUpyprun). JJOMOTHUTETbHOE UMMYHOTHCTO-
XUMMYECKOEe MCClIeloBaHWe OMonTaTa CKeJIETHON MBbIIII-
1IBI TTO3BOJIWJIO CHIeJIaTh BBIBOI O HAJTUYMU HEHPOTeHHOM
MMOTIATHU ITPU OTCYTCTBUM TTPU3HAKOB MINOTIATUIECKOM
BOCITAJIUTEIBHON MUOTIATH .

B Bo3pacte 4 mec pedbeHok nepeBoautcst BOPUT HITL]
MEIUILIMHCKOM TTOMOIIM JETSAM JUTSI OKa3aHUS TTaJUTMaTUB-
Hoii momonu B oobeMme M BJI 1 cumniromaTnaeckoii Tepa-
MUY C IMAT030M: BPOKIEHHAss MUOTIATHsI HEYTOYHEHHas.
3a BpeMst mpeObIBaHUS B OTIACIICHUM COCTOSIHME peOeHKa
OCTaBaJIOCh TSIXKEJIBIM 110 OCHOBHOMY 3aboseBaHuio. Co-
XpaHsLIach bIXaTeJIbHast HEIOCTaTOYHOCTh, 3aBUCHMOCTh
ot UBJI, otMeuaoch OBICTpOE TTPOrpecCUpOBaHNE aTPO-
(uii CKeJIETHBIX MBI, TTOJITHOE OTCYTCTBUE JBVKEHUS.
Hapacrana macTo3HOCTh B KOHEUYHOCTSIX, W3MEHEHUS
KOXU TI0 TUITY CKJIepeMbl. B HeBpoJIOrMueckom craryce:
TUTIOMUMMST, Tucdarusi, CMEeIIaHHbII TeTparapes ¢ «Bbl-
MajieHeM» CYXOXKMITBbHBIX 1 OPIOLITHBIX pehieKcoB. Bere-
TaTUBHAs TUCHYHKILIMS HapyllleHa — y pebeHKa TIepruoIu -
YeCKU OTMEYaJTUCh SITM30IbI MOBBIIIECHUS TeMIIEpaTyphbl
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Tesa 10 peOprIIbHBIX 3HaUeHU I (HapyllleHe TepMopepe-
TYJISILIMY CMEIIIaHHOTO TeHe3a). YpOBeHb JIaKTaTa B KpOBU
3a BeCh Nepuoj He mpeBbiai 2,0 MMoJIb/J1.

ITpu Buneo-B3I MoHUTOpUHTE HAOTIOAATIUCH AUD-
(y3HbIe U3MEHEHMSI OMOAIEKTPUIECKOI aKTUBHOCTHU KOPbI
TOJIOBHOTO MO3Ta. DnuienTUOOPMHOI aKTUBHOCTH, 3T~
JIENTUYECKUX TIPUCTYIIOB U UX DD -marrepHOB Mpu UC-
clienoBaHUM He 3aperucTpupoBaHo. OTMeUYeHHbIe COObI-
TUSI B BUJE B3paruBaHuii, OTKPbIBAHUS TJ1a3, 3aBEACHUS
TJIa3HBIX SIOJIOK B CTOPOHBI HE COMPOBOXIAIUCH U3MEHE-
HueM (oHOBOW pUTMUKU. [IpM MarHUTHO-pPE30HAHCHOM
tomorpaduu (MPT) ronoBHoro Mosra BU3yaan3upoBaHbl
MOCJIEICTBUSI TIEPEHECEHHOM TMepUHATAIbHOM TUITOKCUU
C SIBJIEHMSIMM 3aIepXKM MMEJMHU3ALUKU: cyoaTpodust
OOJIBILIIMX TIOJTYIIIAPUIT TOJIOBHOTO MO3Ta, 3aMeCTUTEIbHAsI
HapyxHsis ruapouedanus. Kapnuonormyeckoe wuccre-
TIOBaHME TUATHOCTUPOBAJIO TaXUKapauio (165 B MUHYTY),
HEToJIHYIO OJIOKaIy TpaBoii HOXXKM Ty4yka [iica, cuHapoM
paHHe penoJsipu3alnuv XeJyJI04KOB, YBEJIUYeHUE Ha-
TPY3KM Ha IpaBble OTAebI cepala. B annamuke Habmone-
HUSI HapacTaja Tieperpyska mpaBoro Mpeacepausi, Turep-
Tpoduueckas kaparuomuonatusi. [IpeobragaHue mpaBbIX
otnenoB cepaua. CokpaTuTelbHas (YHKIMSI MMOKapjaa
JIEBOTO XeJTyJI09Ka YIOBJIETBOPUTETbHAS.

Pematoiiiee 3HaueHMe B MOCTAHOBKE IMArHO3a UMETHU
pe3yJIbTaThl 3K30MHOTO CEKBEHUPOBAHMSI, TIO3BOJIMBIIINE
B reHe TTN HailiTh MyTallMM, aCCOLIMMPOBAHHBIE C BPO-
XKIEHHOW MPOKCUMAIBLHOW MUOMATUENW C PAHHUMM JbI-
xateTbHBIMU HapyiieHusmMu (OMIM: 603689, 188840),
KOTOpasi SIBISIETCS] aJlJIeJIbHbIM BapMaHTOM MHUOMATUU
Cammxa (OMIM: 611705, 188840). DTo o4eHb peakoe,
paHee He omucaHHoe B P® 3abojeBaHMe C TIporpeccu-
PYIOILIMM TEYEHHUEM U OTCYTCTBHEM B HACTOSIIIEE BpeMsi
METOIOB NTaTOreHETUYECKOM Teparu.

OOcyxaeHue

B cooTBeTCTBUM ¢ UMEIOIIMMUCS B JIUTEPAType OIMU-
canusmu [1—3] BpoxnaeHHast muonatust Cajiixa XapakTe-
PU3YETCSI MBIIIIEYHOM CJIA00CThIO, TTPOSIBIISIIONIEHCS B HEO-
HaTaJlbHOM TIepuOojie WY B paHHEM AeTcTBe. MbllieuHast
¢J1ab0CTh TTPEMMYIIIECTBEHHO MPOKCHMAaJIbHAS C HE3HAUM -
TeJIbHOW MBIIIEUHOI rurnepTpodueit u 3aaepkKoilt MOTop-
Horo pasButus. OTtMmeuaeTcsl TunoMumMusi. et mpuo6-
PETaloT CIIOCOOHOCTH CAMOCTOSITEJIBHO XOAUTh B BO3pacTe
ot 1,5 1o 4 net. B nepBoM mecsATIIETNHN XKU3HU TTOCTETICH -
HO HapacTalT KOHTPAKTYypbl M TYTOMOABWXHOCTb B CYy-
craBax M mo3BoHouHuKe. MHTeekT He crpanaet. Hapy-
LIEHUST CEPIECYHON MEeSTETbHOCTU MOSIBISIIOTCS K 5 TomaM
1 OBICTPO TIPOTPECCUPYIOT, MPUBOIS K JIETATbBHOMY MCXOIY
K KOHILY BTOPOTO JIECSITUJICTHSI KU3HU.

Ilpy OHMOXMMHUUYECKMX WCCIETOBAHUSX BBISBISIETCS
YMEPEHHO TIOBBIIIEHHAs] aKTMBHOCTb CHIBOPOTOYHOI
KpeaTUHKWHa3bl (B 1,5—7 pa3 Bblllle HOPMbI). DIIEKTPO-
muorpadus (ODMI') neMoHCTpUpyeT MUOTTATUYECKUI TUTI
KPUBOW CO CHUXXEHUEM aMIUIATYIbl YW MOJUpa3ZHBIMU
MOTeHUIMAIaM1; CKOPOCTh TMPOBEJAEHUSI 1O CEHCOPHBIM
BoJiokHaMm B HopMe. [To nanHbiM DKI' B ueTbIipexieTHEM
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Bo3pacTte (hopMHUpPYeTCsl OTKJIOHEHUE OCU Cep/ilia BJIEBO
U CHUXaeTcsl (yHKIus JieBoro xenaynouka. C mosiBie-
HUEM JujaTallMOHHOW KapauomuonaTuud (B BO3pacTte
5—16 neT) HapylIeHUsT pUTMa CTAHOBSITCS OYEBUITHBIMU
Ha OKI u npu XoaTepoBCKOM MOHUTOPUPOBAHUU: TO-
JIUMOP(MHBIE XKeJyT0UYKOBbIE KOMILIEKCHI, OUTeMUHUS
U TPUTEMUHUSI, aTPMOBEHTPUKYJISIpHAsT OJ0Kama, XKeiy-
nouykoBast Taxukapaus [1—-3].

Tucronornyeckre M3MeHEHUST CKEJIETHBIX MBI He-
crieunUYHEBL. Y eTeil B BO3pacTe 10 6 JIET ONpeaesTIOTCsI
pasHbIe 110 pa3Mepy BOJIOKHA CO CKOTIJIEHUEM SIJIEpP B LIEH-
Tpe 0e3 pa3pacTaHUs COSIMHUTEbHON TKaHU. B KoHIIe
MepBOM eKaabl KU3HU BBISIBIISIETCSI MITKUI 3HIOMU3U-
aNbHBIN puOpo3. OKUCIUTENBHBIE TTPOLIECCHl B KJIETKAX
cHmkeHbl. [IpeobnagaoT MblllieuHble BOJOKHA | TuIa
(>90%) [4]. UMMyHOTUCTOXUMUYECKUE WUCCIETOBAHUS
CKEJIETHBIX MBI BBISIBISIIOT HOPMaJIbHYIO 3KCITPECCUIO
IMCTPO(UHA, JAMUHUHA 0,, MHTETPUHA o, 0~ W B-IHC-
TpOIJIMKAaHA, IECMUHA, 9MEPUHA U CAPKOTJIMKAHOB o, 3, ¥
u . [1pu 31eKTPOHHON MUKPOCKOITUU CKEJIETHBIX MBIIIILL
00HapyXMBalOT MHOXECTBEHHbIE OYaru u3MeHeHU cap-
KOMepa 1 UCTOIIEHUE MUTOXOHIPUIA.

JlnarHo3 BpoxaeHHOW Muomnatuu Canuxa CTaBUTCS
Ha OCHOBaHUM KJIMHWYECKUX JAHHBIX, TOBBIIIEHHOTO
YpoBHsI KpeaTuH(hOCGhHOKNHA3BI, PEe3yJbTaTOB THCTOJIO-
TMYECKOTO MCClIeOBaHUs OMomTaTa MBI M HaJIUUMS
myTauuu B reHe TTN.

buorncust ckeneTHBIX MBI SIBJSIETCSI HEOTbeMJIe-
MO YacThblO TMaTHOCTUKU MUOMATUI, TTIOCKOJIbKY TOJIb-
KO crenupuieckue TUCTOJOrMYecKrue, UMMYHOXUMM-
YecKMe W1 93JIEKTPOHHO-MUKPOCKOMMYECKUE HaXOIKKU
MOTYT OIPEJeTUTh KPYT MOMCKa MyTalluii B TeHaX, OTBET-
CTBEHHBIX 32 BOSHUKHOBEHWE BPOXKIEHHBIX CTPYKTYPHBIX
Mmuornaruii. B Hamem ciydae crienimguuecknux MapkepoB
HamOoJyiee YacTO BCTpPEYAIOIIMXCS BPOXKIAEHHBIX MMO-
natuii oOHapyxXeHo He Obl10. HalimeHHble M3MeHeHMsI
MepBOHAaYaJIbHO OBUIM paclieHeHbl KaK MHWO3WT, OJHAa-
KO TMPU MMOBTOPHOM KOHCYJIBTUPOBAaHUM MaTepuayia 3Th
HaXOJIKM TPaKTOBAJMCh KaK HeHporeHHass MMOTMATHS,
YTO HE TTO3BOJIMIIO HAM OTIPEJETUTHCS C TTOUCKOM OTIEb-
HBIX TeHOB. Tem He MeHee nuddepeHIMaTbHbIIA TMarHO3
TMIPOBOAWJICS CO CJIENYIONIEH TPYINOi MUOIATUIi, MaHU -
decTupyOIIMX B paHHEM JIETCKOM BO3pacTe:

I. CnunanpHast mbimieyHas atpodus (CMA) xa-
paKkTepu3yeTcsl TMPOTPECCUPYIONIEN CUMMETPUYHON
MBIIIEYHO €J1abOCThI0O B pe3yibTaTe JereHepaluu
U TIOTepU MOTOHEWPOHOB MEPEeTHUX POTOB CIMHHOTO
MO3Ta M CTBOJIa B HEOHATaJIbHOM TIepUOJIe UJIM paHHEM
nerctBe. OTIMuKMe KIMHUYECKUX MPOSIBIEHUI OT MUO-
natuu Canuxa: HaJIM4YKWE Tpemopa IMajablieB, HOpMalb-
Hasl WM HE3HAYUTEJIbHO IOBBIIIEHHAs] aKTUBHOCTh
KpeaTUHKWHA3bl CHIBOPOTKHU, OTCYTCTBME BOBJICUCHMUSI
cepaua mo ganHeIM DKI [3], HeliporeHHBIE 0COOEHHO-
¢ty 110 JaHHBIM DMI — MHOTOMa3HbBIe BOJIHEI, TTOJIO-
JKUTEJIbHBIE OCTPBIE BOJHBI U GUOPUIISLIMNHA (B OTJIMYNE
ot muonarudyeckoit OMI npu muonaruu Canuxa); ru-
CTOJIOTUYECKNE U3MEHEHMUSI CKEJIETHBIX MBI, CBUE-

berenurun M.C. u coasm. AnnenbHbliA BApHAHT BpoxaeHHOU Muonatuy Cannxa

TeJbCTBYIONIME 00 aTpour BOJOKOH 1-T0 U 2-TO TH-
noB, Toraa Kak rmpu muonaruu Canuxa npeobnagatoT
BOJIOKHA 1-TO THTA.

II. CapxornukaHonatuu pacripoctpaHeHbl B CeBep-
Holt Adpuke n Ha ApaBuiickoMm moJjyoctpose [1]. Pa3-
JINYME KIIMHUYECKUX TIposiBJIeHn ¢ MmuonaTueii Canuxa:
BBICOKAsl aKTUBHOCTb CBIBOPOTOYHOM KpeaTuH(OCHOKM-
Hasbl (B 10—70 pa3 Bblilie HOPMbI); BbICOKas R BOJHA BV,
n 'V, no nanubiM DKT (B otinume ot muonaruu Canuxa,
e TayooKue S BOJTHbBI OTIPENE/ISIOTCS B TIPABBIX TPYTHBIX
OTBEIEHUSIX U CHUXEHO COOTHolleHue R/S); mo naH-
HBIM 2XoKapauorpadun TuchyHKIMS JIEBOTO XKeTyn04-
Ka acCOIMMPYeTCsl C HapYIICHUSIMU JIBUKEHUS HUKHEN
CTeHKU U 3aHelt neperopoaku (mpu muonatuu Canmxa
MUCHYHKIIMS U3HAYAJIBHO OrPaHUYMBACTCS JIEBBIM XKEJTy-
JIOYKOM, a BITOCJIEZICTBUM BOBJIEKAET BCE Kamephl Cep/l-
na [4]); TUCTOJOTMYECKUIT aHaJIN3 CKEJIETHBIX MBbIIIILL
BBISIBJISIET paHHUE OUCTpodUYeCcKre H3MEHEHUS, WUM-
MYHOTHMCTOXUMUYECKOE HCCIIeI0BaHNE TEMOHCTPUPYET
OTpUlIaTeJIbHOE OKpalllMBaHWE OIHOTO MJIM HEeCKOJbKUX
CapKOMIMKAHOB (a, B, Y 1 3).

s MOJIHOTBI OMMCAHUST HEOOXOAWMO YIOMSIHYTh
u apyrue (Qopmbl TOSCHO-KOHEYHOCTHBIX MBIIICYHBIX
TUCTpOdUiA:

III. TlosiIcCHO-KOHEUYHOCTHAsl MBIIIEYHAsT IUCTPOdUs
LGMD2I Bbi3biBaeTcsl MyTalMsiMA B TeHe (DyKyTMHA
(FKRP) [5]. ITpu aTOM 3a0051€BaHUM UMeeTCsT (PEHOTUTTYE-
cKoe ¢cXonCTBO ¢ Muornatueit Canmixa, OMHAKO OTCYTCTBYIOT
MTO3, TUTIOMUMUSI, HAOJIIOIAETCST BLICOKUI YPOBEHb ChIBO-
POTOYHOI KpeaTMHKMHA3bI 1 ocodbeHHocTr Ha DKI B Bume
M3MEHEHMs pa3MepoB 1 ¢opMebl 3yoLia P [6—8].

1IV. TlosicHo-koHeuHOCTHasi (opMa MBILIEYHOM
nuctpopun LGMD?2J — amnenbHa muonatuu Canuxa
M CBsI3aHa C TOMO3UTOTHON MyTainueit B C-KOHIEBOM
obnactu TTN. 3aboneBaHUIO CBOWCTBEHHO 00Jiee O3/ -
Hee HayaJio ¢ TOSIBJIEHUEM TIepBbIX TTPU3HAKOB Ha YeT-
BEpTOM JHecsaTuwieTun xu3Hu). [IpumepHO B TOJI0BUHE
BCEX 3apeTHCTPUPOBAHHBIX CllyyaeB oTMevajach cia-
00CTb B IUCTATbHBIX MbIlIaX. KOHTpakTypbl U cepaey-
Hag 1TaToJIOTUs He oImMcaHH [8, 9].

V. BpoxnenHblie MblilieuHbie nuctpodpuu (CMD) —
TeHETUYEeCKM TeTeporeHHass TpyIna 3a0oJieBaHUi,
MpU KOTOPHIX MBIIIEUHasi C1a00CTh, KaK MPaBUJIO, BbI-
SIBJISIETCSI C POKJICHUSI WJIM B paHHEM JETCTBE. 3a/epKKa
TEMITOB MOTOPHOTO pa3BUTHUS Y BCeX JETEH, XapakTep-
Hble UMMYHOTUCTOXMMMYECKHUE M3MEHEHUS B MBIIIEY-
HBIX BOJIOKHaX. B onuchiBaeMOM B cTaThe KIIMHUYECKOM
cllyyuae B paMKaxX MOCTaHOBKM AuddepeHIInalibHOro
nuarHosa ObLIM PacCMOTPEHbI TOJIBKO T€ BPOXIEHHBIE
MUOMATHUH, TTPU KOTOPBIX OMMCAHO paHHEe MopakeHne
cep/iia, a UMEHHO JUCTPOTJIMKAaHOTaTU, Ae(UInT 1a-
MuHKHa 0,,, LMNA-cBa3zanHbie CMD, Goe3Hb MHOXE-
CTBEHHBIX CTePXXHEN.

1. JductpornukaHonaTuu. JwiataiimoHHas Kapauo-
MUOTIaTUSI BBISIBJISUIACK Y JIUIL ¢ MyTalusiMu FKRP n 'y nuig
¢ muomnarueit OykysiMa. DTH pacCTPONCTBA OTIMYAIOTCS
oT muoriatnu Cannxa HaTudMeM: MHTEeJJIEKTYaTbHOM He-
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JIOCTaTOYHOCTH / BMUJIETICUM, TIOPOKAMU pa3BUTUS TJa3,
Ha MPT BBISIBISIIOTCSI TOPOKM FOJIOBHOTO MO3Ta.

2. Neduumt namunnna o, (MDCIA, OMIM: 607855)
BO3HUKAET B pe3ysbTaTe OMalIeIbHOM MyTalluu B TeHE
LAMA2 w xapakTepusyeTcsl BpOXIEHHOW TMIOTOHMEH
WU 33Jep>XKOW WM OTCYTCTBUEM MOTOPHOTO Ppa3BUTHS,
nporpeccupyommumMu udGy3HbIMU KOHTPAKTypaMM Cy-
CTaBOB, PUTHUIHOCTHIO MO3BOHOYHMKA M HOPMAaJbHBIM
KOTHUTUBHBIM DPa3BUTHEM Yy OOJIBIIIMHCTBA MAIlMEHTOB.
[MpumepHo y '/, GOMBHBIX pa3BUBAETCA AUCHYHKLMUA JiE-
Boro xenymouka [10]. CxoactBo ¢ muonarueii Canuxa:
MMOMATUYECKOE JIMILO U, Y OTACIbHBIX JIMII, TUIIEPTPO-
¢ust ukpoHoXHBIX M [11—13]. Otauyus or Muona-
tun Canuxa, BbISIBJIEHHBIE TIpYM 00CIeI0BaHUN OOJIBHBIX
¢ MDCIA: MPT rosioBHOro Mo3ra AeMOHCTPUPYET AUD-
(y3HbIe aHOMaINK O6€J10TO BEeIleCTBA, UMMYHOTHCTOXUMM-
YeCcKoe OKpalllMBaHUE CKEJIETHBIX MBIIIL JEMOHCTPUPYET
YACTUYHYFO I MTOJTHYIO HEJIOCTATOYHOCTh JJAMUHUHA 0.

3. LMNA-cBsa3annbsie CMD (L-CMD) xapakrepusy-
I0TCSI TUTIOTOHUEH ¢ POXKIEHUS U CTa00CThIO aKCHUaTbHO-
mIeiHbBIX MBI, YacTo HabII0maeTCsT IMopaxkeHne cepaia
(munaranoHHas Kapanuomuoriatust) [13], a HabGmonae-
Masl BHe3aITHasi CMepTbh, BEpOSITHO, BTOPUYHA IO OTHO-
IIEHUIO K TSKEJIOW KeJynoukKoBoil apuTMun. OTaudust
ot muomnatun Canuxa: claboCThb JIMUEBBIX MBIIIILI, MTO3,
MBbIIIIEUHBIE TICEBAOTUNEPTPODUH.

4. bone3Hb MHOXECTBEHHbIX cTepxHeir (MMD) BbI-
3BaHa MyTauusiMu B reHax SEPNI u RYRI. ®enoturn
MMD, BbI3BaHHBIN MyTanusiMu B reHe RYRI, oObIYHO
Msrde, yeM npu mytauusix B SEPN1 [14, 15]. Knaccu-
yeckuit MMD-deHoTUn MMeeT MHOXECTBO CXOJCTB
¢ npusHakamMu muonatuu Canvxa, a UMEHHO: HeOHa-
TaJlbHasl TUTIOTOHUSI C paHHUM HayajloM U 3aJIep>KKOi
pPa3BUTUSI MOTOPUKM, CJIaOOCTh C MAKCUMaJIbHBIM yYa-
CTHEM crubaresieil 1meu U B MEHbIIEH CTEIMEeHU MBIIIILL
Ta30BOTO W TIJIEYEBOTO TOsica; MUMUUYecKas cJiabocThb
BapbUpYyeT OT MOJTHOTO OTCYTCTBUS 1O TSKEJIOM (DOPMBI;
YPOBEHb CHIBOPOTOUYHOI KpeaTUuHMOCHOKMHA3BI MOXKET
OBITH CJieTKa TIOBBIIIEH; TMCTOJOTMYeCcKOoe HMCCenoBa-
HUE CKEJIETHBIX MBIIIL OOHAapyXUBAeT OOIIME YepThl
¢ muorarueit Canuxa [13]. B omimuure ot 3Toii ¢hopMbl
npu Muornatun Cajimxa BO3HUKAIOT JAbIXaTeJbHbIE Ha-
pylieHus, TpeOylolliue BEHTWJISIIIMOHHON TOMIEpPKKU
U nopaxkeHue cepilla BTOPUYHO MO OTHOIIEHUIO K JIbI-
XaTeJTbHON HETOCTATOYHOCTH.

Takum oOGpa3oM, BpPOXIEHHbIE MUOIATUKN XapaKTe-
PM3YIOTCSI TUTIOTOHMEN, 3a/1ePKKOIl MOTOPHOTO pa3BU-
THSI, CIA0OCTBIO MPOKCUMATbHBIX MBIIIILL, HEAOPA3BUTH -
€M MBIIIEYHON MacChl; YaCTO BCTPeUaeTcsl yIJTMHEHHOE
JINIO, CKOJIMO03, U nedopmanuu cton. M3-3a oTmMedyeH-
HBIX (DEHOTUTTNUYECKUX TePEeKPBbITUI TIPU3HAKOB Me-
KMy BPOXIEHHBIMM MUOMATUSIMU M BPOXIEHHBIMU
MBIIIEYHBIMU  AUCTPOGUSIMU TUATHO3 OCHOBBIBAET-
csl Ha pe3yJbTaTax T'MCTOJOTMYECKOro MCCeA0BaHUS
MBI, TPU KOTOPOM BBISIBISIIOTCS MOpdosiornyeckue
U3MEHEHUsI, 0OYCIOBJIEHHbIE PACaJoM CAPKOMEPHOTO
Z-nucka n Muodgubpwi. buoricust MBI TToMoraet

OPUINHAJIbHBIE CTATbU KJIMHUYECKUE HABJIFO4EHUSA

OTIPENETUTHCS C MOJIEKYIISIPHO-TEHETUYECKUM UCCIIEHO-
BaHUEM OTIETbHBIX TCHOB.

TeueHue 3abosieBaHUs y HaOIOMABIIEIICS MALIMEHT-
KU OTJIMYAJIOCh OT BCEX TMEPEUMCIEHHBIX HO30JOTHYe-
ckux hopM 1 MaHUGDECTUPOBATIO HE TOJIBKO MBITIIETHOM
c1ab0CThIO, HO W PAaHHUMH HAPYIICHWSIMU JIBIXaHWS.
B kTmHMYeCcKO# KapTUHE ¢ POXICHUS OTMedatach aud-
dy3Has MbIIIeyHasT c1aboCTh, TUTIOMUMUS, CHIKCHUE
00bEeMOB CTIOHTAHHOU NBUTATEbHON akTUBHOCTH. [1o-
BEPXHOCTHOE C 2JIEMEHTAMU aITHOD JbIXaHUE TPaKTU-
YeCKW C TIeprofa HOBOPOXICHHOCTH CO CHUXKCHUEM
OKCUTEHAINHU 0 KPUTHUECKUX IUdp K Bo3pacty 1 mMec
TpedoBano nposeneHnsa MBJI. Habmonanacek 3amep:kka
TEMITOB MOTOPHOTO Pa3BUTHUS TP HOPMAJIBHOM yM-
CTBEHHOM pa3BUTUM pebeHKa. Hapacrtana muiaranm-
OHHAasl KapIWOMHUOIIATUsSI B COYCTAHWUU C MBIIICTHOMN
¢1abocThIoO K Bo3pacty 6—7 Mec. C mporpeccupoBaHueM
KOHTPAKTYpP CHIKAJICS YPOBHB KpeaTwHMOOCHOKIMHA3H.
ITo pesynabraram DMI-uccienoBanus B Bo3pacrte 3 Mec
YCTAHOBJICH TEPBUYHO-MBIIIIEIHBIA TUIT KPUBOU (CHM-
KEHWE aMIUTATYABl W TONMGha3HOCTh TOTEHIINAJIOB).
[MpuHUMAasT BO BHUMaHUE PEe3yIbTaThl THCTOIOTUIECKO-
TO WCCIIEIOBAHMST MBITIIT, HAM HEe yIaJIOCh OTIPEICTUTh-
CsI C HO30JIOTUUECKOM TTPUHAUIESKHOCTBIO 3200 IeBaHNSI;
B CBSI3U C 3TUM OBUIO TIPUHSITO PEIIeHUE TMPOBECTU K-
30MHOE CEKBEHMPOBaHMUE.

ITouck mnoTeHIMaNbHBIX MYTalMi ObLT MPOBENEH
C TIOMOTIIFIO BBICOKOTIPOU3BOIUTEIHHOTO CEKBEHNPOBA-
Hus (Illumina MiSeq) mo yyacTkam 3K30Ma, BKJIIOUEH-
HBIM B Habop TruSight Exome (2761 ren). bubmmorexku
IUTST CEKBEHUPOBAHMS OBITH TTOITOTOBIICHBI C TIOMOIIIBIO
Nextera Rapid Capture Exome. Bce stanbl mpobomnon-
TOTOBKHM W CEKBCHUPOBAHUSI OBUTM MPOBEICHBI B COOT-
BETCTBUM C TPOTOKOJIAMU TIPOU3BOIUTENST 000PYIOBa-
HWS ¥ peareHTOB. Bee HaliieHHbIEe B pe3ysibTaTe aHaIn3a
TTOTYJYEHHBIX MAaHHBIX TATOTeHHBIC WM MOTCHIINATHLHO
MMaTOTeHHBIE BApUAHTHI B Pa3HBIX TeHAaX MBI paccMaTpy-
BaJll C YYETOM KIIMHWYECKON KapTUHBI 3a00JIeBaHMS.
OCHOBHOI1 TTOUCK TTOTEHIIMATBLHO IMaTOTeHHBIX BapuaH-
TOB OBUT MPOBEICH B TeHAX, aCCOIMMPOBAHHBIX C TTPO-
SIBJICHUEM KaKOi-TM00 M3 MMOIATHii, HO B KauyecTBe
Haunbosiee BEpOSITHOTO KaHIWIAaTa pacCMaTpUBAIA TeH
o6enka tutuHa (77N, 2q31.2). B rene TTN Obuiu Haii-
TIEHBI TETePO3UTOTHBIE BAapUAHTHI, UMEIOIINE YaCTOTy
muHopHoro ajutenss ~0,1%: rs72650011 (3amena His
Ha Tyr), rs72648272 (3amena Arg Ha Cys), 1572647870
(3amena Gly Ha Arg). BapmanT rs72650011, mo naHHBIM
NCBI (MedGen: 2880), accoumupoBaH C ayTOCOM-
HO-IIOMUHAHTHBIM 3a00JieBaHUEM — IWJIATAIIMOHHOM
kapauomuomnarueit-1G (CMDI1G, MIM:604145), sB-
JISTIOTIEHICST aJlJIeIbHBIM BapuaHTOM Muoratun Canmxa
(MIM: 188840, 603689), rs72648272 u rs72647870 pac-
rnoJiaratroTcsi B obnactsx, 6Ju3kux Kk Z- 1 M-noyiocam.
JloCTOBEpHOCTh HaMIEHHBIX BapUAHTOB TOATBEPKICHA
IByMsI HE3aBUCUMBIMHU CEKBEHMPOBaHWSIMU. Bce Tpu
MHCCEHC-MYTallMu TTOTeHIIMATHbHO TTAaTOTeHHBI TI0 JaH-
HbIM PolyPhen2. TuTUH (KOHHEKTUH), 9TO MbILIEYHbII
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6enok (coctout u3 38 138 aMMHOKUCIIOT) CepleuyHoi
U CKEJICTHBIX MBIIIL, KOTOPBIM OXBATBIBAET TOJIOBUHY
capkomepa oT Z- 10 M-moJiocsl [16].

IMonydyeHHble JaHHBIE TTO3BOJWIIM CIejaTh BBIBOI,
YTO pacCMaTpMBaeMbIii HaMW aJlJIeIbHBIA BapuUaHT
muonatuu Canuxa SBISIETCS ayTOCOMHO-TOMMHAHT-
HOW TPOKCUMAJIbHOW MMOMNATUEW ¢ paHHEW abIxa-
TEJIbHOW HEJ0CTaTOUHOCThIO (MUOIMaTUs BDacTtpoma,
HMERF ,OMIM: 603689); 3a6osieBaHre 0OYCIOBICHO
nedektoM reHa TTN , KOTOpBIt KOAUpyeT O€JIOK TUTUH
(koHHEeKTUH) [16]. TAUTUH — MBIIIEYHBIN O6eJTOK (COCTO-
ut u3 38 138 aMUHOKUCIIOT) CepAeUYHON U CKEJIETHBIX
MBIIII, KOTOPBIN OXBaThIBACT TOJOBUHY CapKoMepa
oT Z- no M-nonocel [17]. O6GHapyXeHHbIE HAMU Y TIa-
IIMEHTKU MYTallu¥ SBISIOTCST KIMHUYECKU 3HAYMMBbI-
MM, COTJIACYIOTCSA ¢ HaOII0ZaeMBIMU KIMHUYECKUMU
MPOSIBICHUSIMUA U TIO3BOJISIIOT OOBSICHUTD TSKECTh JbI-
XaTeJIbHBIX HapylIeHW 1 000CHOBAaTh HEOOXOAUMOCTD
npomineHHoir MBJI. B nurtepaTtype omnucaHbl TOJBKO
eIMHUYHbIE Cllyyard MuonaTusi DactpomMa y 6oJjiee crap-
mux npereit [18, 19]. AyTOCOMHO-IOMMHAHTHAsT MUO-
natusi DucTpomMa ObLIa OMpeaeseHa B ABYX OOJbBIIUX
HEPOJACTBEHHBIX HIBEJACKUX ceMbsix [18], HO y HUX Obliia
HaineHa 3ameHa R279W B anbda-R1 obmactu mpore-
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OPUINHAJIbHBIE CTATbU KJIMHUYECKUE HABJIFO4EHUSA

CnuHabHAs MbllIeYHast aTopodus y pedeHKa ¢ MPOSBIEHUSAMH OCTPOro BSJIOr0 Mapajamya

H.B. Ckpunuenko, O.H. I[Iynmycosa, A.B. Knumxun, I'.11. Heanosa, M.B. Hsanosa, A.U. Kones,

B.b. Boiimenkos

®rbY «Hay4yHo-nccnenoBaTenbCkuin MHCTUTYT AeTCKMX nHbekumii PMBA Poccun»; CaHkT-IMeTepbyprcknii rocynapcTBeH-
HbIl NeamaTpuyecknini MeauUMHCKUI yHnBepceuTeT; CeBepo-3anaaHblii roCyAapCTBEHHbIN MeAUUMHCKWI YHUBEPCUTET

M. N.N. MeuHukosa, CaHkT-MeTepbypr

Spinal muscular atrophy in a child with manifestations of acute flaccid paralysis

N.V. Skripchenko, O.N. Puntusova, A.V. Klimkin, G.P. Ivanova, M.V. Ivanova, A.I. Konev, V.B. Voitenkov

Research Institute of Children’s Infections, Federal Biomedical Agency of Russia; Saint Petersburg State Pediatric Medical
University; North-Western State Medical University named after I.I. Mechnikov, Saint Petersburg

OcBeleHo coCTOsIHME MPOOJIEMbI OCTPOro Bsiioro mapaimya B mupe U Poccun. IlomyepkHyTa akTyaabHOCTh KIMHUKO-3MUIEMHO-
JIOTHYECKOro HA130pa HaJl BceMH 3200/1eBaHUsIMH, CONMPOBOXKAAIOMMMUCS CHHAPOMOM OCTPOrO BSUIOrO Napajuya y aereii 1o 15 jert.
Ha npumepe KIMHHYECKOTO HAOMIOEHUsI PeOeHKA ¢ INATHO30M CNIMHAJILHOW MBIIIEYHOW aTPO(UH pacCMOTPeHbI BONpochl audde-
PEHIMAIBHOI AUATHOCTHKH OCTPOTO BSIOTO MAPAINYA M HACJIEACTBEHHBIX HeliPOMBIILIEYHBIX 3200/ 1eBaHUIA.

Karouesvte caosa: demu, ocmpulil 651610 napes, NOAUOMUECAUM, CRUHANbHAS MbLUUEHHAS. AMPOQUs.

The article presents the state of the problem of acute flaccid paralysis (AFP) in the world and Russia. It emphasizes the relevance of
clinical and epidemiological surveillance of all diseases accompanied by AFP syndrome in children under 15 years of age. A clinical
observation of a child diagnosed with spinal muscular atrophy is used as an example to consider the differential diagnosis of AFP and

hereditary neuromuscular diseases.

Key words: children, acute flaccid paralysis, poliomyelitis, spinal muscular atrophy.

FHOGaﬂLHaH WHUIMATUBA TI0 3PaIUKaIlUN TTOJTMOMUE-
JMTa, TIpeAnpuHsATas BcemupHOU opraHU3anuei
3npaBooxpaHeHusi (BO3), nocturia orpoMHOTO Tporpec-
ca, YMEHBIIINB YHUCJIO CITyJaeB 3a00JIeBaHUSI TTOJIMOMIE-
sutoM ¢ 350 000 B 1988 . mo 407 B 2013 . Yucno crpan
C IUPKYJISAIIMEN JUKOTO BUPYca TMTOJTMOMUETATA CHU3WIIACH
co 125 no 3. K 1999 r. nocTurHyTa apagukaiiust IMKOro BU-
pyca noiauomuenuta tuna II. Tlocnennuit ciyyait BbIsiB-
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Knumkun Anzpeit BacuibeBid — MILH.C. oTAeNa (DYHKIIMOHAIBHOI MarHo-
CTHKM YKa3aHHOTO YYPEKICHUS

WBanosa lanuna [TetpoBHA — 1.M.H., pyKOBOAUTEJIb, B.H.C. OTIE]1a UHTEHCUB-
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KoneB Asnekcannp MBaHOBUY — 3aB. OTAEICHHEM peaHUMAILUU U UHTEHCUB-
HOI1 Tepanuu yKa3aHHOTO YUPEXAeHUsI, acc. Kadeapbl aHEeCTe3UONIOTHH, pe-
AQHUMATOJIOTMM U HEOTJI0XHOI neauatpun Cankr-IletepOyprckoro rocyuap-
CTBEHHOT'O MeIMAaTPUUECKOTO MEAULIMHCKOTO YHUBEPCUTETA

BoiitenkoB Bnanucnas boprucoBuy — K.M.H., 3aB. OTAeICHUEM (DYHKIIMOHATb-
HbIX METOJIOB IMArHOCTUKM YKAa3aHHOTO YUPEXIAEHUsI

[MTyntycoBa Osnbra HukonaeBHa — oparHaTOp Kadeapsl AETCKON HEBPOIIATO-
sornu U Heiipoxupyprun CeBepo-3anagHOro rocyaapcTBEHHOTO MEAULIMH-
ckoro yHuBepcuteTa um. .M. MeuHukoBa

JieHus1 Bupyca nonvomuenuta tumna 11 3aperucrpupoBan
10 mos16ps1 2012 1. B Hurepuu [1]. braromapst maccoBoii
WMMYHM3ALMU TIPOTUB TMOJMOMUETUTA U TIOJIePKaHUIO
Ha JIOJDKHOM YpPOBHE KauyeCTBEHHOIO SMUAEMUOJIOTH-
yecKoro Haazopa teppuropust Poccuiickoit Denepann
¢ 2002 . cepTudumpoBaHa Kak 30Ha, CBOOOIHAsS OT I1O-
mmomuenuTa [2, 3]. OmHako cepTudUKALUsS OTASIBHBIX
CTpaH M Jaxke PErMOHOB MMpa KaK «CBOOOTHBIX OT TO-
JIMOMUENINTa» HEe O3HAYaeT, YTO MUcYe3jia OMacHOCTb BO3-
HUKHOBEHMUSI CIydyaeB 3TOro 3a00jieBaHuUs, TaK KakK IMokKa
B MMpE CYIIECTBYIOT OTACJbHbIE OYaru ILUPKYISIIUN
JIMKOTO BUpyca mojuoMmuenuta [2]. B cBsisu ¢ uHTEH-
CUBHOCTBIO MUTPALIMOHHBIX TTOTOKOB CYIIIECTBYET PHMCK
3aB03a «JIMKOTO» BUpYyca MOJMOMUEIIUTA HAa TEPPUTOPUIO
Poccun. B Hacrosiiiee BpeMsi coxpaHsieTcsl yrpo3a 3aHO-
ca IMKOTO BUpYca TMOJMOMUENINTA U3 TPEX SHAEMUYHBIX
crpaH (Hurepus, ITakucran u AdraHucraH) B perMOHBI,
CBOOOIHBIE OT MTOJTMOMUENIUTA.

B ocHoBe cTparerun 60pbObI ¢ TTOJTMOMUETUTOM Ha-
psily C MacCOBOWM BaKIMHAIIMEW NOETE JEXWUT CTPOTUIA
KJIMHUKO-3TUIeMUOJIOTUYECKUIT HalI30p 32 BceMu 3a00-
JIEeBAHUSIMU, COTTPOBOKIAIOIIIUMUCS CUHIPOMOM OCTPOTO
BsIJIOTO mapanunya y aeteit 1o 15 net [2, 4]. B cooTBeT-
CTBUU C OTpe/ieJIeHMeM CTaHIapTHOTO Cliydasl IO OCT-
pPbIM BSITBIM TIapajJiIMyoM TMOHUMAIOT JI00OW ciaydai
OCTPO BO3HUKIIIETO BSUIOTO TMapanuya (rapes3a) B OZHOM
WJIM HECKOJIbKUX KOHEYHOCTSX y AeTelt 1o 15 net. OnHuM
U3 BaXHEHIINX ToKa3aTejell KayecTBa 3MUAEMUOIOTH-
YecKOro Hajazopa U CIOCOOHOCTH MEIMIIMHCKUX padoT-
HUKOB HE TIPOIYCTUTh 3a00JIeBAaHUE TTOJTMOMMETUTOM,
KOTOPOE MOXKET TMPOSIBIISITHCS BSIJIBIM T1ape30M, SIBJISIETCSI
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Ckpunuenxo H.B. u coasm. CiuHaTbHAsI MbIIIEYHAS aTOPODUS Y peOEHKa C MPOSIBIEHUSIMY OCTPOTO BSIIOTO Mapajinya

€XeTOIHOE BBISIBJICHUE W PErUCTPaLs CIydaeB OCTPOTO
Bsijioro nmapannya — He meHee 1 Ha 100 000 neTeit B Bo3pa-
cre 1o 15 net. [Tpu aTOM 0cO00€ BHUMAHUE YAEISIeTCs TaK
Ha3bIBAEMBIM «TOPSUUM Cy4asiM» OCTPOTO BSUIOTO Mapa-
JINYa, K KOTOPHIM, B COOTBETCTBUU C PEKOMEHAAIUSIMU
BO3, otHOCATCA 3a00J€BIIME OIETU B BO3pACTe IO 5 JIET,
He TIPUBUTHIE TIPOTUB MTOJTMOMUEINTA WU UMEIOLINE Me-
Hee 3 MPUBMBOK, a TaKKe JIETH B Bo3pacTe /10 15 JeT ¢ sB-
JICHUSIMM OCTPOTO BSUIOTO Tapajindya cpeaud OeKeHIIeB,
BBIHYKIEHHBIX TepeceIeHIEeB, IBITAaHCKOTO HaceJIeHUsI,
MPUOBIBIINE U3 30H BOEHHBIX KOH(MIUKTOB WJIN MUMEB-
e KOHTAKT C JIMIIAMU, TIPUOBIBIIUMU W3 9HAEMUIHBIX
10 TIOJIMOMUETUTY CTpaH [4].

K 3abGoneBaHusM y neTeii, COMPOBOXIAIOIIUMCS
pa3BUTHEM OCTPOTO BSJIOTO TMapajidya W IoJjiexka-
UM 3TUAEMUOJIOTHIECKOMY pacciaefoBaHUIO, Haps-
Iy ¢ WHGEKIMOHHBIMU TTOPaXeHUSIMU LIeHTpaJbHOI
u nepudeprveckoit HEpBHOM crUCTeMBbI (3HLIEMaTUTHI,
MUEJUTHI, HEHPOIaTUU U JP.), OTHOCATCS TpaBMaTHie-
CKME M TOKCHUYeCKHe HelpomaTh, HOBOOOpa30BaHMS
nepudeprueknx HEPBOB M CITMHHOTO MO3Ta, a TakxXKe
OTHOCUTEJbHO PENKO BCTpeYalolMecss HaclIeICTBEH-
HbIe HEeWpPOMBIIIeYHbIe 3a00JIeBaHMS, NeOIOTUPYIOIINE
CUHIPOMOM OCTpOro Bsutoro mapanuya. [lociemHee
MpuoOpeTaeT aKTyaJlbHOCTh, TAK KaK OHM YacTO Ma-
HUMECTUPYIOT B paHHEM JIETCKOM BO3pacTe, 0COOEHHO
y HenIpUBUTHIX fAeTeit. O TpynHocTsIx nuddepeHimans-
HOW ITMAarHOCTUKHU OCTPOTO BSUIOTO IMape3a W Hacjemd-
CTBEHHBIX HEMPOMBITIIEYHBIX 3a00JIeBaHUI CBUAETEb-
CTBYeT clieiytolliee HaOoIeHue.

Pebenox J[., 2 wmec Xu3HU (mata pOXIEHUS
25.08.2014 r.), HaxoauJICs B peaHUMALlMOHHOM OT/eJse-
Hun HUW nerckux madexuuii ¢ 02.10. mo 15.10.2014
r. Majnbyuk MOCTYNWI MepeBONOM U3 OOJACTHOU NeT-
CKOW OOJIHUIIBI ¢ MOJO3PEHUEM Ha OCTPBIN O4aroBbIi
muenut Ha yposHe C, — C. W3 aHamMHe3a U3BECTHO,
YTO peOEHOK OT MepBOit OepeMEeHHOCTH, MPOTEKaIOIIeit
C MOBTOPHBIMU 00OCTPEHUSAMHU XPOHUYECKOTO IIUCTHUTA.
Ponwl B cpok, ¢pusmonornyeckue. Macca Tena rpu po-
xaeHuu 3760 1, miuHa 54 cM, olleHKa Mo LiKaje Amnrap
8/9 GamnoB. B ponuibHOM JloMe OTMeYajiach TOKCHUYEe-
cKasl apuTeMa, B CBSI3W C YeM ObUT JaH MeIUIIMHCKUIA
otBoa OoT BakimHaunu BLI2K-M. Beinmucan Ha 6-e cyTKH
SKU3HU B YIOBJIETBOPUTEBHOM cocTosTHUM. Ha rpynHom

Pebenox /1., 2 mec. JInar1o3: cnuHa/IbHAsI MbIIIEYHAS aTPOduUs.

BCKapMJIMBAHUHU C pOXIeHUsI. B TedyeHme rmepBoro mecsi-
11a XKU3HU HAPYIIEHUI POIUTETN He OTMEYaITH.

Ha 31-e cytku xu3nu (24.09.2014 r.) matb obGparuia
BHUMaHNE Ha BSJIOCTb peOeHKa, CHIKEHWE JIBUTATEIb-
HOW aKTUBHOCTH, YTOMJIEHUE TIPM KOPMJIEHWU TPYIBIO,
3aJI0KeHHOCTb Hoca. 25.09.2014 1. 6611 rocnuTaIn3upOBaH
B MeacaHuacTh Ne38 ¢ amarHo30M: BpoXIeHHass WHMEK-
uus? [NepunHatanbHoe nopaxkenue LIHC, MuatoHnueckuii
cuHapoM. Cunapom yrHeteHust [ITHC. YuuteiBas HeoO-
XOAUMOCTh yriyoseHHoro oocienoBanust 30.09 Maabumnk
ObIT TepeBelieH B OOJACTHYIO JETCKYIO KIMHUYECKYIO
6oabHMILy, Tae 01.10.2014 1. ObUTa BBITIOJIHEHA MATHUTHO-
pe3oHaHcHas Tomorpadust (MPT) roloBHOTo ¥ CIIMHHOTO
moara. 3akmoyeHrne MPT. nucreHes3ust MO30IMCTOTO Tea,
MOBBIIIIEHNE MarHUTHO-PE30HAHCHOTO CUTHaja Ha T2
OT 3a/IHUX OTIENOB CIIMHHOrO Mosra Ha yposHe C —C ..
C muarHoctnyeckoit nenbio 1.10.2014 1. poBeneHa JIOM-
OasibHasI TyHKIIMSI. AHAIU3 JTUKBopa: 11uTo3 10 K1eTok B 1
MK, 6es1ok 0,2 /1. 02.10.2014 . Ha 7-i1 neHb 601e3HU pe-
OGEHOK C IMATHO30M: OCTPBIN 0YarOBBIN MUEITUT C TIPEUMY-
LIECTBEHHBIM MopaxeHueM Ha yposHe C,; — C .. BpOXIIEH-
Has undekuusa? noctynui B HUU nerckux nndexuui.

TTpu TOCTYTIEHUH COCTOSTHUE TSIKEJIOe, O0YCITOBIeH-
HOe 1iepeOpalbHON M JIBIXaTeIbHOW HEI0CTATOYHOCTHIO
(cM. pucyHok). He nuxopaaut. B cosnanun. Ha ocmotp,
MaHUITYJSAIUNA pearupyeT HeraTMBHO, KPUK TPOMKUIA
SMOILIMOHATBHBIN, HO OBICTpO McTolIaeTcs. CoceT caMo-
crosTesnbHO 1o 70 MJI, He cpeiruBaeT. KoxHbie MOKpo-
BBl OJIEAHO-PO30BbIE, YMCThIE, YMEPEHHOM BIaKHOCTH,
KaTapaJbHBIX siBieHMiT HeT. [lepudepnuyeckas MUKpPO-
LIUPKYJISIIUST YIOBIETBOPUTEbHASI: TYOBI PO30BBIE, KO-
HEYHOCTH TeTUTbIe, BpeMsT 3arTOJTHEHUS KaITWJIISIPOB HOT-
TEBOro Joxa 2 ¢. JIpIxaHue ¢ yyacThueM BCIIOMOTaTeibHOI
MYCKYJIaTypbl (MPEeUMYIIECTBEHHO MepeaHel OpIOLIHOM
CTEHKHU), BTSDKEHUE TPYAWHBI Ha BIOXE. AyCKYJIBTATHB-
HO: TIy2pUJIbHOE JBIXaHWE, IIPOBOIUTCS IO BCEM TTOJISIM,
XpUTIOB HeT. [TepKyTOpHO: MPUTYIUIEHHS JIETOYHOTO 3BY-
Ka HeT. TOHBI cepiia pUTMUYHBIE, IIPUTITYIIEHBI, 9aCTOTa
cepeyHbIX cokpaiiieHuii 170 B MUHYTY ipu 601pCTBOBA-
Huu, 120 — Bo cHe. ZKMBOT MSITKUIA, MepUCTAIBTUKA BbI-
caymmBaetcs. [TedeHb BEICTYTAET U3-TTOM Kpast pebepHOit
IyT! Ha 4 cM, celle3eHKa He yBeandeHa. CTyJT Kalmumieoo-
pa3HBI, MOYUTCS CBOOOIHO.

Hesposnornyeckuii cratyc: 00JbII0N POTHUYIOK 2X2 CM,
Ha KOCTHOM YPOBHeE, MyJbCUPYET, MBI 3aKPbIThL. CO CTO-
POHBI UEpPEITHO-MO3TOBLIX HEPBOB — 03 W3MEHEHUIA,
3pUTESIHOE, CJIYXOBOE COCPEAOTOUYEHUE €CTh, JIUILIO CUM-
METPUYIHO, COCaHUe, TII0TaHUe He HapyIIeHBI, SI3bIK B ITO-
JIOCTH pTa, 110 cpeaHeit nuHun. AnddysHast MblieyHast Tv-
TMOTOHMSI C BOBJIEYEHHEM MBIIILL KUBOTA, PECITMPATOPHOI
MycKyaatypbl. CHOHTaHHas JBUTATeJbHAs AKTUBHOCTh
B KOHEYHOCTSIX PE3KO CHIKEHA, OTMEYalOTCS] MUHUMAITb-
HbIe IBIKEHUST B KOHEYHOCTSIX B OTBET Ha 00JIeBOE U TaK-
TUJIbHOE pasnpaxkeHue. [0oBy He aepXuT. Onopbl HA HOTH
HeT. [TaccuBHBIE IBMKEHUST B KOHEYHOCTSIX HE OrpaHnye-
HbI, 6e30051e3HeHHBI. CyXOXKUITbHbIE ¥ TIEPUOCTAIBHBIE pe-
IreKchl: KapriopaaraibHbIe, ¢ OMIIETICOB, ¢ TPULIETICOB —
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pPe3KO CHIXXEHbI; KOJICHHbIE, aXWJIJIOBbI HE BBI3BIBAIOTCS.
MeHuHreaabHble CUMIITOMBI OTPUIIATEIbHBIE.

W3 nononHuTebHO COOPAaHHOTO aHaAMHE3a YCTAHOB-
JieHo, uto 17.09.14 (B Bo3pacte 3 He) ObUT KOHTAKT C pe-
OeHKOM TojoBayioro Bo3pacrta, npusuroro 10.09.2014 r.
KWBOW TIOJIMOMUEIUTHON TIepopaJibHON BaKIMHOM. Ta-
KUM 00pa3oM, TaHHBII TTAllMEHT TPAKTOBAJICS KaK «TOpsi-
Yuil» ciaydail, Tak Kak ObLT HE TIPUBUT U Y HETO MMEJO
MECTO MoJ03peHre Ha MUEJUT. [1o COBOKYIMHOCTH KITH-
HUKO-aHAMHECTUYECKMX NaHHBIX MpoBoauiics audde-
peHUMABHBIN IMArHO3 MEXIy BPOXKIACHHBIM WJIM MPU-
00peTeHHbIM MH(EKIMOHHBIM MOPaXXeHWEM CIUHHOTO
Mo3ra (MUENNT, TOJMOMMENIUT) U HeilpoaereHepaTuB-
HBIM 3a00JieBaHUEM (CMTUHaIbHAsE aMUMOTpodusi) B coue-
TaHUM C TIOPOKOM Pa3BUTHS TOJIOBHOTO MO3ra (IMCTeHe-
351 MO30JIMCTOTO TeJa).

ITpoBeaeHo obGcienoBaHue. YuuTbIBasi BO3pacT pe-
OeHKa, OTCYTCTBME TPUBUBOK MPOTUB TOJIMOMMENIUTA,
(hakT KOHTaKTa C IPYTUM TTPUBUTHIM peOEHKOM, TTAalIUEHT
o0ciienoBaH Ha SHTEPOBUPYCHI M BUPYCHI TTOJIMOMUEIIH-
Ta B perMoHaJbHOI pedepeHc-nadopaTopun (hekaauu
NIBYKpaTHO ¢ UHTepBajioM 48 u). PesynsraThl — oTpulia-
TeabHbie. [Ipy MocTyrieHnu oTMedasioch TMOBBIIIEHUE
ypoBHs kpeaTuHdochokuHaswl 10 1218 Ex/n, B tuHamu-
ke ot 9.10.2014 . m 14.10.2014 . — Bo3pacTHass HOpMa.
B xpoBu BoisiBieHBI IgG aHTUTENNA K BUpYCY DIIITeliHA—
bapp, 1uTOMerasioBupycy, TOKCOIIazMo3y (C BBICOKUM
WHAEKCOM aBUAHOCTH, YTO YKa3blBaeT Ha MaTEpUHCKHE
anTtutena), Ig M He oOHapyxeHbl. PesynsraTel mosu-
MepasHoil nenHoil peakuuu (ITL[P) xkpoBu u nmkBopa
Ha JIHK Bupyca OmiureitHa—bapp, 1iuromeraioBupyca,
Bupyca repneca turos I, II, VI Bupyca BeTpsiHOI ocCTibI,
PHK snTepoBupycoB ot 6.10.2014 1. oTpuuaTelbHbBIE.
Ilpu snexkTpoHelipoMuorpauueckoM MCCIeIOBaHUMN
ot 03.10.2014 1. BBISIBIEHBI TIPU3HAKW TTOPAXKEHUS TIepU-
(hepryeckoro MOTOHEepoHa MO BCEMY JUIMHHUKY CITUH-
HOTO MO3ra OT IIEHHOTO YTOJIIEHUS J0 TOSICHUYHOTO.
AMIUTUTY/Ia MBIIIEYHBIX OTBETOB 3HAYUTEbHO CHUXKEHA
B IIMCTAJIbHBIX U TTPOKCUMAJIBHBIX OTAeIaX KOHEUHOCTE.
[Tpu3HaKoOB MEPBUYHOTO MOPAKEHUST MBIIIIL, HAPYILICHUS
MPOBEIEHUS TT0 COMAaTOCEHCOPHBIM ITPOBOAHUKAM HE BbI-
siBJieHO. 1o COBOKYITHOCTU KJIMHUKO-aHAMHECTUYECKUX
NIAHHBIX TUATHO3 MOJMOMUEINTA UCKIIIOUEH, 3a1o103pe-
Ha paHHss (hopMa ciMHaIbHOUM amMmuoTpoduu. B nepuon
npoBeneHus: Aud@epeHIIMaIbHOr0 AuarHo3a pedoeHKy
npoBoauaach MHPy3noHHas1 Tepanus (muroduaBuH 1,0
MJI/KT B CYTKU BHYTPHMBEHHO KarmejbHO No5), nmpoTuBo-
BUpycHasi Tepanusi (BudepoH B cBeuax mo 150 000 ME
2 paza B CyTKM), BBOIWJIMCH SHEPTOIOHATOPHI (3JbKap
o 50 Mr/Kr B CyTKU Ha 2 BBEJEHUSI BHYTPb), HOOTPOIIbI
(manroram 50 Mr/Kr/cyT Ha 3 BBeIeHUSI BHYTPb), BBEACH
BHYTPUBEHHbII UMMYHOIIOOYIUH N3, ocyllecTBIIsIach
pecrnupaTopHasl MoIepKKa.

C 1uenpl0 yTOYHEHUs auMarHo3a B JabopaTopuu
MpeHaTaIbHON NMAarHoCTUKW HACJIEICTBEHHBIX 00Je3-
neit HUUM axymepcrBa u runexkonoruu um. [1.0. Otra
PAMH npoBeneHa MoJieKyJsIpHO-reHeTUYecKast nua-

OPUINHAJIbHBIE CTATbU KJIMHUYECKUE HABJIFO4EHUSA

THOCTHKA CITMHAJIbHOM aMUOTpodun (MCCIeI0BaHbl 7-ii
u 8- sk30HbI reHa SMNI meronom Tagmam ITL[P-PB
C TIOCJTIEAYIONIMM aHaJIM30M 7-TO 3K30Ha U PECTPUK-
LIMOHHBIM aHanu3oM 8-ro 3k30Ha). 13.10.2014 . mo-
JIy4eHBI TIOJIOKUTEbHBIE PEe3YybTaThl, YTO TO3BOJIMIO
YCTAHOBUTH OKOHYATEIbHBIM KIMHUYECKWI IUarHo3:
cnirHanbHas amuotpodus | tun (6onesHr BepaHura—
Todbdmana) G12.0. OcnoxHeHUe: abIxaTesibHAsl HElO-
CTaTOYHOCTh 3-1 crernmeHu. COIMYTCTBYIOIIMI: TTOPOK
pa3BUTHS MO3Ta — IMCTEHE3UsT MO30JMCTOTO TeJa.

Takum oOpasomM, y feTeli, B TOM YMCIie paHHEro Bo3pa-
cTa, TIoJl MaCKOI CMHIpOMa OCTPOTO BSUIOTO Tlape3a MOXKET
MPOTEKaTh CIMHAIBHast aMmuoTpodust | Tha, 4To moaTsep-
KAaeT TaHHOe HaOmoaeHre. B ocHoBe crinHalIbHOM aMUo-
TpOopUU JIEKUT JereHepalst MOTOHEHPOHOB TepeaHUX
POrOB CIIMHHOTO MO3Ta, BbI3BaHHAsI MyTalueit rena SMN1
B XpOMOCOMeE 5 1 Hacjiemyemasi 1o ayTOCOMHO-PelieCCUB-
Homy Tturty [5]. YkazaHHbI reH KoaupyeT 6eiok SMN —
0eJI0K BBDKMBAEMOCT MOTOHepoHOB. YacToTa BcTpeuae-
Moctu 3aboneBanus — 1 Ha 6000—10000 HOBOPOXKIEHHBIX
[6]. TTo cpokaM mebroTa BHIACAAIOT 4 TUIA CIMHAIBHOM
amuorpodun: I — mnaneHueckuii, Il — mpoMeKyTOUHBI,
11 — roHommeckuit, IV — B3pocblii.

CnuHanbHast amuotpodus turna I (6osnesus Bepanu-
ra—lToddmana) — Haubosee Tskenast ¢popma 3aboJieBa-
HUSI, TIEPBbIe CUMIITOMBI MOXHO BBISIBUTB €llle BO BHY-
TPUYTPOOHOM TIEPUOJIE MO CJIabOMYy IIEeBEJICHUIO TII0/a,
YTO SIBIISIETCSI OCHOBAHWEM JUTSI KOHCYJIbTAlIMM TeHETHUKA
U paHHero obciaenoBaHus OepeMeHHOM Ha BPOKICHHYIO
HEpPBHO-MBIIIIEUHYIO TTATOJIOTHUIO. Y 3HAYMTETLHOTO YHC-
Jla GOJTBHBIX 3TOM (hOPMOI OTYETIMBBIE KIMHWUYECKUE
MPOSIBICHUST OTMEYAroTCs 0 6-MeCSYHOro Bo3pacTa
U XapaKTepU3YIOTCS BhIPaskeHHBIMU MPU3HAKAMM BSIJIOTO
Mmapajnya MBI KOHEYHOCTEH W TYJOBUIIA C BOBJIEYE-
HUEM B TIPOIIECC IbIXaTeTbHON MYCKYJIATYPhl, UYTO CIIEIY-
€T YYUTHIBATh B MPAKTUYECKOW paboTe MeauaTpoB, HEB-
POJIOrOB, MH(MEKIIMOHUCTOB U 3MUAEMHUOJIOTOB [7—9].

BbiBOoAabI

1. Tporpeccupylomas MbIIIeYHass TUTIOTOHUS y Jie-
Telf paHHEro Bo3pacTta, 0COOEHHO Y HEMTPUBHUTOTO peOeH-
Ka, OTHOCUTCST K TaK Ha3bIBAEMBIM <«TOPSUUM CITydasiM»
U TpebyeT HeMeUIEeHHOM TOCTIMTAIM3allNK TSI TIPOBeIe-
HUST KOMITJIEKCHOTO (KIIMHUKO-HEBPOJIOTUYECKOTO, BU-
PYCOJIOTUYECKOTO, MHCTPYMEHTAIBHOTO) 00OCIeI0OBaHMS
JUIST UICKJTFOUEHUS TTOJIMOMUeENUTa U auddepeHmaabHOi
JMArHOCTUKU OCTPOTO BSUIOTO Tapajuya ¢ BpOXKIEHHOM
HEPBHO-MBILLIEYHON! MATOJIOTUEN.

2. OTCyTCTBHE OCTPOro Havaya M oOImenH(EKIIMOH-
HOTO CUHApOMa, Hajtmuue AUdGy3HON MBIIIEYHON TUTTO-
TOHMM UCKITIOYAeT CUHIPOM OCTPOTO BSUIOTO IMapajunda,
OJIHAKO B MEPUOJ JUATHOCTUYECKOTO MTOMCKA HEOOXOIM -
MO TIpOBEIEHUE Tepalii B paMKax pabouero auarHosa:
STUOTPOITHAST TIPOTUBOBUPYCHAST, TIPOTHBOBOCTIAINTEITb-
Hasl, aHTMOKCUIAHTHAsI, MeTaboIndecKasi, pecruparop-
Hasl TMOJJEPXKKa, YTO TO3BOJISIET CTAaOMIM3UPOBATL CO-
CTOSTHUE MaIlUeHTOB.
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Ckpunuenxo H.B. u coasm. CiuHaTbHAsI MbIIIEYHAS aTOPODUS Y peOEHKa C MPOSIBIEHUSIMY OCTPOTO BSIIOTO Mapajinya

3. lMonoctpoe Havaso, Hanuuue T Gy3HON MbIIIIeU-
HOI TUITIOTOHWM, 3afep:KKa CTaTMKO-MOTOPHOTO pa3-
BUTHS SIBJISIIOTCSI OCHOBaHWEM JJISI 00SI3aTeTbHOTO MPO-
BEJCHUS DJIEKTPOHeHpoMHrorpau M TEHETUYECKOTO
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OPUINHAJIbHBIE CTATbU OBMEH OlbITOM

ITunoTHoe MccenoBanue ucnoJib3oBanusa npoaykros Kinacca OPITAHMK B nutanuu nerei
C aTONMMYECKUM AEPMATUTOM
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HCO «[eTtckas ropoackas knmHudeckas 6onbHuua N21», HoBocnbupck; KI'bY3 «[Jom pebeHka crneumnann3mpoBaHHbIn»,
BapHayn

Pilot study of the use of ORGANIC food products in the diet of infants with atopic dermatitis

K.S. Kaznacheev, L.F. Kaznacheeva, I.N. Skidan, K.S. Volokhova, Yu.V. Cheganova,
L.N. Dubrovina, O.N. Konovalova

Novosibirsk State Medical University, Novosibirsk; Bibicall-RUS Ltd., Mytishchi, Moscow Region; City Children’s Clinical
Hospital One, Novosibirsk; Specialized Children’s Home, Barnaul

B nocsienHue necATUIeTHS NOSBJISAIOTCS MyOIMKAINH, CBUIETEIbCTBYIOIIHE O MOJOXKUTEIbHOM BIMSHUU MPOIYKTOB OPraHMYECKOro
CeJIbCKOro X03siiCTBA Ha 3/I0POBbE JIeTel, B TOM YHCJe CTPAJAIoNMX ajuieprueii. B craTtbe mpeacTaBiieHbl pe3yJibTaThl OIEHKH Te-
PEHOCHMOCTH OpraHuYecKux mionoosoiHbix mope BUBUKOJIb y nereii nepsoro roaa x)u3Hu, CTPaJAOIIMX ATONNYECKUM JAepMa-
TuTOM. IIpOBeieno NMI0THOE OTKPHITOE HEKOHTPOJIMPYEMOE HCCIeI0BaHKE, B KOTOPOe BKII0UeHO 80 3/10pOBbIX JOHOIIEHHBIX eTeil
B Bo3pacTe oT 5 10 10 Mec KH3HH C HAJIMYMEM ATONNYECKOTO IEPMATUTA, HAXOIAMBUIMXCS KAK HA TPYJHOM, TAK M HA HCKYCCTBEHHOM
BcKapwiimBaHuu. 2KecTKuii KOHTPOJIb paluoHa ocymecTsisiica y 22 nereii. B xone BBenenust npukopma y 78 nauueHToB He OT-
MeyaJioch 000CTpeHus 3a00JeBanus 3a Bech nepuos Haomoaenus. CaellaHo 3aK/I0ueHne, YTO B MepPUo PEMHCCHH ATONNYECKOro
JIepMATHTA, NPH OTCYTCTBUM CEHCHOWIM3annu, (hyHKIMOHAJILHBIX HAPYLIEHUI CO CTOPOHbI JKEJYI0YHO-KUIIEYHOTr0 TPAKTA BO3-
MOJKHO BBEJICHHE B PAIMOH JIETeil OPraHNIeCKHX MPOAYKTOB MUTAHUS JaKe ¢ BHICOKOI CEHCHOMTM3UPYIONIEii AKTHBHOCTBIO (TAKUX
Kak miope u3 MopkoBu). Iloka3zaHo 1ocToBepHoe 0JaroTBOpHOE peryjiupyioniee BiusiHUEe BBeJeHHs] OBOIIHBIX M (DPYKTOBBIX MIOpe
OPTAHHUK na dyHKuuio Keny10YH0-KHUIIEYHOTO TPAKTA, NPOSBJISIONIeecs HOPMAIM3anueii MOTOPHBIX HAPYLIEeHHUid (B TOM Yucje
Kok — ¥?=20,31; p<0,05, cppiruBanus — x>=18,37; p<0,01), mereopusma (>=4,99; p<0,05) u afeKBATHBIM NEPeBAPUBAHAEM.

Karoueevte caoea: demu, amonuueckuii depmamum, QYHKYUOHANbHbIE HAPYUICHUS HCeAYOOUHO-KUWEUHO20 MPAKMA, NPUKOPM, HPO-
OJyKmbl OpeaHUK.

In the past decades, there have been publications suggesting the positive effect of organic farming food products on the health of chil-
dren, including allergic persons. The paper presents the results of assessing the tolerance of BIBICALL organic fruit-and-vegetable
purées in atopic dermatitis infants of the first year of life. A pilot open-label uncontrolled trial was conducted in 80 healthy full-term
babies aged 5 to 10 months with atopic dermatitis who were breast or formula fed; their diet was tightly controlled in 22 infants. When
additional foods were given, 78 patients were observed to have no exacerbation throughout the follow-up. It is concluded that organic
food products even with high sensitizing activity (such as carrot purée) may be added to the diet of babies with atopic dermatitis remis-
sion in the absence of sensitization, gastrointestinal tract dysfunction. Addition of ORGANIC vegetable and fruit purées was shown to
have a significant favorable regulatory impact on gastrointestinal function, which showed as normalization of motor disorders (includ-
ing colic *=20,31; p<0,05, regurgitation y*=18,37; p<0,01), tympanism (x*=4,99; p<0,05), and adequate digestion.

Key words: babies, atopic dermatitis, gastrointestinal tract dysfunction, additional foods, organic food products.

Bnocnem—me JNECATUJICTUST YUSHBIMHM TIpEIITpUHUMA-
JOTCS TIOTIBITKU OLIEHUTDb CBSI3b MEXIY KaueCTBOM
1 6e30MacHOCTBIO MUIIEBLIX MPOAYKTOB ¢ (hOpMUpOBa-
HUEM, COXpaHEHUEM U YKpEIJICHUEeM 370pOBbsI NETei,
a Taxkke MpoduiIakTUKoi 3abojeBaHmii. OCOOBIT WH-
Tepec TPEACTABISIOT WCCIAEIOBAHMS 3TOW TPOOIEMBI
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Anpec nas koppecnonnenuun: KasnaueeB Koncrantun CepreeBud — K.M.H.,
Jio11. Kadeapsl neaMatpuu M HeoHarojoruu HoBocHOMPCKOro rocyiapcTBeH-
HOTO MEIMLIMHCKOTO YHUBEPCUTETA

Kasnaueesa Jlapuca @enopoBHa — 1.M.H., Tpod. TOM ke Kadeapst

630091 HoBocubupck, KpacHslit pocrexT, 1. 52

Cxunan Mrops HukomaeBuy — K.M.H., pyK. HAy4HOTO OT/Jea KoMrnaHuu «bu-
61KoIb-PYC»

141006 Mpituim, OMMMOMACKUIA IPOCTIEKT, A. 29, cTp. 2

Bonoxosa Kcenust CepreeBHa — Bpau nenuatp OOO «LleHTp cemeiiHoi pea-
OuIMTaALI»

Jy6posuHa Jlronmuina HukonaesHa — 3aM. IJ1. Bpaya 1o jieueOHoi pabote [deT-
CKOi rOpoIICKOii KimHI4Yeckoi 6obpHuLbI Ne1 . HoBocubupeka

KoHnosanosa Onbra HukonaesHa — 3aB. IeiMaTpYECKIM OTACJICHUEM TTOJIH-
KJIMHUYECKOTO OTIEJICHUS TOTO XKe YUPEXKACHUSI

630087 HoBocubupck, yi. BepTkoBekast, 1. 3

Yeranosa Onus BnagumupoBHa — Bpau-auerosior CrieliMaJn3upoBaHHOTO
Jloma peGeHka

656003 bapHay.1, yi1. ABaHecoBa, J. 46

Ha TipyuMepe HauboJjiee AMHAMUYHO pPa3BUBAIOIIEHCS
(opMBbI BeICHUST CEJTbCKOTO X035IMCTBa — «OpPraHUYeCKO-
TO CEJIbCKOTO XO3SI1ICTBa», KOTOPOE OTIUYAETCS OT O0bIU-
HOTO CEeJIbCKOTO XO3SICTBa TOJHBIM OTKa30M OT HC-
MOJIb30BaHUSI CUHTETUYECKUX YIOOPEeHUi, MECTUIINIOB,
PEryJsiTOpOB POCTa PAaCTeHUI, CUHTETMYECKUX KOPMO-
BBIX 100aBOK Y TOPMOHOB, T€HETUYECKU MOIUPULIMPO-
BaHHBIX OPraHU3MOB U HaHOTexHosoruii [1]. HanpoTus,
JUJIS YBEJIMYEHUST YPOKAMHOCTH CETbCKOXO3SICTBEHHBIX
KyJBTYp 1 OOpbOBI ¢ BpeIUTENISIMU U COPHSIKAMU aKTUB-
HO TIPUMEHSIOT DKOJIOTUYeCKUil 3(PpPeKT ceBOoOOPOTOB,
pecypcocbeperatolie MeToabl 00pabOTKKU MOYBBI, Opra-
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Kasnauees K.C. u coasm. TTunoTHOE MCCle0OBaHKE UCTIONb30BaHus poaykToB kKiacca OPTAHUK B nutaHuu aeTeii ¢ aTONMMYeCKUM JIepMaTUTOM

HUYECKHe yIoOpeHusl B CEBOOOOPOTaX U OMOJIOTUYECKIE
(ecTecTBeHHbIE) CpeACTBa 3allUTHI pacTeHUit. B kuBoT-
HOBOJICTBE, KPOME KEeCTKMX TPeOOBaHMI K KaueCTBY KO-
MOB, aKTUBHO TMPAKTUKYETCS] TaK Ha3bIBAeMbIil TIPUHIIUII
«BUJIOCOOTBETCTBYIOIIETO COMEPKAaHUS KUBOTHBIX». DTO
O3HayaeT BBIMMAC CKOTa Ha €CTeCTBEHHBIX IacTOMIIAX,
COOTBETCTBYIOIIUX CTPOTUM 3KOJOTMYECKUM HOpPMAaTH-
BaM, JIOCTYITHOCTb CBEXEro BO3/lyXa, COJHEUHBIX JIydei
1 BO3MOKHOCTb OECIIPEITSITCTBEHHO IIepenBUTaThes [2].
Ha ocHoBaHuM BbIllIECKAa3aHHOTO MOXHO 3aKJIOUUT,
YTO TOTEHIIMa 0€30MacHOCTH MPOAYKTOB Ha OCHOBE Op-
TaHUYECKUX MHTPEJAUEHTOB PACTUTEBHOTO U XXMBOTHOTO
npoucxoxaeHus (rmpoaykrsl OpraHuk) ropasio BHIIIE,
YyeM y OOBIYHBIX TTPOIYKTOB.

B nponykTrax M3 opraHM4ecKUX XO3SHCTB MECTULIUIbI
U TSDKEJIbIe METAJUTbI JIMOO OTCYTCTBYIOT MOJHOCTBIO, MO0
comepxKarcs B CJIeTOBBIX KommdecTBax [3, 4]. s momo6-
HBIX TTPOIAYKTOB XapaKTepeH HU3KWi1 YypOBEeHb KOHTaMUHA-
LIUW TIaTOTeHHOU MuKpoddaopoit [5—7], B TOM yucie aH-
TnomoTukope3ucteHTHoi [7—10]. Kpome Toro, mMmerorcs
JTaHHbIE, CBUAETEILCTBYIOIINE O 0oJiee BHICOKOM COJIEp-
JKaHUW TIMTATEIbHBIX MUKPO-U MaKpO3JEeMEHTOB (BUTa-
muHoB A, C, E, xenesa, kanbliusi, MarHusi u docdopa)
[11, 12], HaTtypanbHOM BKyce [11], a Tak:Ke MEHBIITNX MOTe-
PSIX TIMTATEJIbHBIX BELIECTB U JIy4llleM COXpaHEHUM Kaue-
CTBa YKa3aHHBIX MPOIYKTOB [11], yeM y OOBIYHBIX TTPOTYK-
ToB. [lo MaHHBIM MeTa-aHan3a, B MOJOYHBIX TTPOIYKTaX
OpraHuK I10 CpaBHEHUIO C OOBIYHBIMM TTPOTYKTAMU BBISIB-
JIeHO 00Jiee BBICOKOE cojiepxKaHue Oeika, KOHbIOTHPOBaH-
HOW anbda-JMHOIEBO, mMpaHc-BaKIIEHOBOM, SWKO3aneH-
TaeHOBOM 1 JOKO3areKcacHoBO# KucioT [12, 13].

B muoronetrHem mccnemoBaHuu The KOALA Birth
Cohort Study, npoBogumom B Hunepnannax [14], Obutu
CYMMMPOBAHBI JJAHHBIE MO COCTOSTHUIO 310pOBbst y 2700
JeTeil MepBbIX 2 JIET XXKU3HU U UX KOPMSIIMX MaTepei,
MOJTy4YaBIIIMX Pa3HbIe YaCTU pallMoOHa B BUJE MPOTYKTOB
Opranuk (ot 10 mo 95% ot obiero o6vema). B pesynbra-
Te ObLIT BBISIBJIEH 3HAUMMBI 3(P(PEKT B BUIIE YMEHBIIIEHUS
puCcKa pa3BUTHS aTOTTMYECKOTO IepMaTUTa MPU yIoTpeo-
JICHUM B TIUIILY «OPraHUYECKMX» MOJIOYHBIX MPOIYKTOB
[OR 0,64 (95% CI 0,44, 0,93)].

Xopo110 N3y4eHO BIUSTHUE TTUIIEBBIX 100aBOK, YCUIIU-
BamOIIMX 1 MOIU(MUIIMPYIOIIMX BKYC U apoMarT, Ha 310pO-
Bb€ YeJIOBEKA: B YaCTHOCTU, UX BIUSHUE Ha BEPOSITHOCTh
pa3BUTHS 3a00J€BaHMI cepilla, OCTeonoposa, (hopmu-
pOBaHUE AJIEPTUYECKUX PEaKIIMil U TUTIePPEaKTUBHOCTH
y aereii [15]. M3BectHO, uTOo TaptpasuH (E102), amapaHT
(E123), oucynbdut Hatpus (E222) criocoOHbI BbI3bIBATH
MPUCTYTIBI ACTMBI U, BO3MOXHO, TIPOBOLIMPOBATD TMTIepaK-
TUBHOCTH y fieteit [15]. Cunraercsi, 4ToO HEKOTOpbIE JIpY-
rue KOHcepBaHThI, B ToM uncie 6eHzoatsl (E210—E219),
MOTYT CTUMYJIUPOBATh Pa3BUTHE aCTMbI U KOXKHBIX ajliep-
TMYeCcKMX peakiuii; HuTpar kaiaus (E252) Bbi3biBaeT ropa-
JKeHUe KOXU Y TUTIIEpaKTUBHOCTS [15].

JleTu IepBBIX JIET )KU3HU OCOOCHHO YSI3BUMBbI JIJ151 TOK -
CHYECKOTO BO3JEUCTBUSI XUMUYECKHUX BEIIECTB, TTOCKOJIb-
Ky Y HUX CYIIECTBEHHO 00Jiee HU3KUI YPOBEHb aKTUBHO-

ctu (pepmeHTa rapaokcoHassl 1 (ren PONT), criocoGHOTO
00e3BpeXXNBaTh BpeIHbIE XWUMUYECKHE COCTUHEHMUSI,
B YaCTHOCTU (ochopopraHnuecKre MeCTUIUAb. YcTa-
HOBJIEHO, YTO OJHU JETU MOTYT OBITH B 26—50 pa3 6oJee
YYBCTBUTEJIbHBI K BO3ICHCTBUIO MECTUIIUAOB, YeM JApY-
rue, u B 65—130 pa3 6ojiee YyBCTBUTEIbHBI, YeM B3pOC-
nele [16]. Ha ceromHsiiHuit AeHb 1 IeTeil u 6epeMeH-
HBIX XEHIIWH TPeAeIbHO TOMYCTUMbIe KOHIEHTpaIlUN
9KONATOTeHOB He M3BeCTHBI. [0 MHEHUIO aBTOPOB pa-
0O0THI, ¢ HPABCTBEHHBIX TO3WIMI IETU TOJIKHBI KUTh
B YCJIOBUSIX, KOTJIa HET HU TIPEIeTbHBIX, HU JOTYCTUMBIX
KOHIIEHTPALIM XUMUYECKUX BEIIECTB, CHHTE3UPYEMBIX
YEJIOBEKOM.

BwMmecrte ¢ Tem cBolicTBa TpoayKToB OpraHuK, a TakKXKe
WX BIIUSHUE Ha YKpETJIEHWEe 3I0POBbs U TTPOGMUIAKTUKY
Pa3IMIHBIX 3a00JIEBAHNH Y IETeI OCTAIOTCS MaJIOM3yIeH-
HBIMU. B 4acTHOCTH, MPaKTUIECKU HE PACKPBIT BOIIPOC
O BJIUSIHUU 3THUX TPOAYKTOB Ha CHUXKEHWE YaCTOTHI ajl-
JIEPTUYECKUX TPOSIBICHUI y aeTeil. B meprone KimHU-
yecKoil MaHudecTtauu 3a00ieBaHUSI TUETa JTOJDKHA
MpeaycMaTpuBaTh, C OAHOM CTOPOHBI, SJTMMUHALIUIO ITPO-
IYKTOB, OOJANAIONINX BBICOKOIN CEHCHOWIM3UPYIOTIEH
AKTUBHOCTBIO, MCKITIOUeHUE WIIW OTpaHUYeHWEe TTPUYMH-
HO-3HAUYMMBIX U TIEPEKPECTHO Pearupylomnx ajjiepre-
HOB, C IpYroii — o0Os3aTeIbHYIO aleKBAaTHYIO 3aMEHY
3JMMHUHUPOBAHHBIX TTPOAYKTOB HATYPaJIbHBIMU WJTH CTIe-
LIMATM3UPOBAHHBIMU CMECSIMU U TIponyKTamu. M3 Bcero
CIEeKTpa MPOAYKTOB MUTAHMSI, TTPEACTABICHHBIX Ha PhIH-
Ke, JaHHOMY KPUTEepUIOo HanboJee TTOJTHO OTBEYaIOT MO-
HOKOMITOHEHTHBIE Y TIOJJMKOMITOHEHTHBIE TIIIOA00BOIII-
HbIe TIIOpe, MPUTOTOBJICHHBIE C MCITOJB30BAHMEM TaK
Ha3bIBAaEMOI «OpPraHUYECcKOi» TEXHOJOTUM, TpeaycMma-
TPUBAIOIIIEil He TOIHKO OCOOBIE YCIOBHS BhIpAIIUBAHUS,
HO U OCOOBIN peXUM XpaHEHUsI, IepepabOTKU, YIaKOB-
KW, TPAHCIIOPTUPOBKH MPOAYKIIUU JIJIST MAaKCUMAaJIBHOTO
COXpaHEHMS BKyca U TTUTaTeJIbHBIX BEIIECTB.

[esb nccaea0BaHus: OIIEHUTD TEPEHOCUMOCT IIJIOI0-
oBomHbIX mope BUBUKOJIb, npoussenenHbix n3 100%
OpPraHMYEeCKOTO CHIPbsl, Yy IETei MepBOro rojaa >KWU3HU,
CTpajaloInX aTOMMYECKUM JePMATHUTOM.

XapakTtepucTuka peteii u MeToAbl UCCea0BaHUS

Kputepuu BKITIOYeHNS IeTeil B UCCIeTOBaHUE:!

1. oHollIeHHbIEe AeTU 000MX TOJIOB B BO3pacTe OT 5
no 10 Mec ¢ TIpOSIBJIEHUSIMU aTOIMMYECKOTO JepMaTuTa,
HaxXoJsIIuecss Ha WCKYCCTBEHHOM WM €CTECTBEHHOM
BCKapMJIMBaHUU.

2. OTCyTCTBUE y eTeil BhIpakeHHBIX (DYHKIIMOHAb-
HBIX HApYIIEHUM MMUIIeBapeHUS.

3. OtcyTcTBUE MHMEKIIMOHHOM MAaTOJIOTMN He MeHee
yeM 3a | Mec 10 BKITIOUEHUST B UCCIIeOBaHNE.

4. JlobpoBosbHOEe MHGOPMUPOBAHHOE COTJIACHE PO-
JIUTEJISI/OTIeKyHa Ha ydacTue pebeHKa B KIMHHUYECKOM
HCCIIeIOBaHUH.

Kputepuu ucKITtoueHNs IeTeil N3 UCCIe0BaHMUS:

1. JKenaHue poauteneii/oneKyHOB MPEKPaTUTh CBOE
y4JacTue B UCCIIeIOBAHUSX.
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2. HecoOmtoneHue poauTensiMu/omneKyHaMu MpaBul
Y4aCTUSI B UCCIIETOBAHUM.

3. Octprple 3a00eBaHMUST BO BpeMsl IIprieMa IUIOIO-
OBOIITHBIX ITIOpE.

4. TIpuMeHeHUE POIUTENISIMU B TIEPUO MPOBEACHUS
HCCAeNOBaHUsl TIJI0JOOBOLIHOTO TIOPE APYTUX MPOU3-
BOAUTENIEH, U3TOTOBJIEHHOTO M3 TeX XK€ KOMITOHEHTOB,
YTO U UCCIIEyeMOoe TIope.

ITpoTokon nuccienoBaHUs COCTABIIEH B COOTBETCTBUU
¢ MPUHIUTIAMU JOOPOCOBECTHOM KITMHUYECKON MpaKTU-
ku, aeiictBytomumu B ctpaHax EC ¢ 1991 r. (European
Good Clinical Practice Guidelines, 1991), nupeKTUBHBI-
MM yKazaHussMu MuH3apaBa P® v mpakTuKoii mpoBese-
aus ucciaenoBanuii B 'BY3 HCO «Jletckast ropoackast
knnHuyeckast 6oapHuna Nel» (HoBocubupcek) u KI'bY3
«Jlom pebeHKa criennann3upoBaHHbIi» (bapHay).

B xone uccienoBaHMsl YTOUHSUICS CEMEWHbIN U ajl-
JIEPTOJIOTUYECKUI aHaMHe3, MPOBOAMIOCH OOBEKTUB-
Hoe oOcieoBaHKe MalMeHTa. B MpOoTOKOI BKITIOYAINCh
pe3yNbTaThl KIMHUYECKOTO OOCIeTOBAaHUS: OCHOBHBIE
roKa3aTen (pU3MIecKOro pa3BUTHS (IUTMHA Tejla, Macca
Teaa, OKPYXKHOCTh TPYIW, TOJOBbI), COMaTHUECKUIA CTa-
Tyc peOeHKa, OlleHKa TSIKECTU TEUYEHUST aTOIMMUYECKOTO
nepMaruTa, B Tom yuncie 1o mkaire SCORAD-TIS.

PeructpupoBanu  MpOSIBIEHUST  AUCTIENITUYECKOTO
CUHIIpOMA: CPLITUBAHUS U WX YaCTOTa, YacToTa JedeKa-
LW, HAJTMYMEe KOJIMK, MeTeopru3Ma. MaKpOCKOITMYECKYIO
XapaKTepUCTUKY KaJla OLIEHWBAIW IO aMCTepAaMCKOM
mkase Kaia bexkammm.

B xauecTBe METOHOB J1TaGOPATOPHOTO KOHTPOJISI MC-
MOJTb30BAIN  PE3YJIBTaThl KOMPOCKOMUU C BhIIEIeHUEM
CIEIYIOIINX CUHAPOMOB: HapyIIeHUs TepeBapruBaHUSs
U BcachIBaHUs B KUIIEUHUKE, OPOAMIBHOM TUCITETICUU,
THUJIOCTHOM JMCIIETICUM, CUHAPOMAa BHEIIHECEKPETOP-
HOM HETOCTATOYHOCTU TTOMKETYIOIHON Kee3bl, KO-
JUTUYecKoro cuHapoma (mo Meroay Kosmnosckoit JI.B.,
MaprtsiHoBa M.A., 1975).

ExxemHeBHBI KOHTPOJIb COCTOSTHUSI OCYIIECTBIISIICS
MaTepblo/ONEeKYHOM pedeHKa M 3aHOCUJICS B CTIeLIMab-
HBI «/IHeBHUK HaboneHus 3a pedeHkoMm». KoHTposb
CO CTOPOHBI Bpaya OCYIIECTBISIICSA €XEIHEBHO, Ye-
pe3 IeHb MPOBOAMIOCH OOBEKTUBHOE 00CIeTOBAHME.

B OTKpBITOE HEKOHTPOJIUpPYEMOE UCCIIeI0BaHNe
ObLTM BKTIOYEeHBI 80 JOHOIIEHHBIX IeTeil B BO3pacTe OT 5
1o 10 mec (B Tom umcie 23 peGeHKa MepBOTo MOJYTOausT
KU3HU 1 57 neTeli BTOpOro MOJIyrofusi) ¢ HaTu4ueM aTo-
MUYECKOTO JiepMaTuTa JIETKOW CTeTieHu TeueHus (n=353),
cpenHeit TskecTH (n=26), TSLKeNOro TedeHuUs (n=1).
MabunkoB 0Obl10 46, neBodyek — 34. JIOCPOUHO BBHIOBLIT
U3 TporpaMMbl 1 peOGeHOK, UTO CBSI3aHO C TIepee3/oM
B IIPYTO¥ TOPOI.

Jlerkast ctemeHb TeueHMsT 3a00JIEBAaHUST XapaKTepH-
30BajaCch YMEPEHHO BbIpAaKE€HHOI 3pUTEMOI B 00JacTh
JIAIa, HEMHOTOYMCIEHHBIMU TIAITyJIe3HBIMU 3JIEMEHTa-
MM, pPACMoJiaTaBIIMMUCI Ha KOHEUHOCTSX, STOAWIIAX,
CYXOCTBIO KOXH, Y YACTH JIeTell — He3HAYMTETbHBIM, He-
noctositHHbIM 3yaoM. Munekc SCORAD-TIS coctasinsin

OPUINHAJIbHBIE CTATbU OBMEH OlbITOM

He Oosiee 20 GaLIoB.

ITpu cpeaHeTSKEIOM TeUEHUM aTOITMYECKOTO IepMa-
THUTa BOCITAJUTETbHbIE NU3BMEHEHUS Ha KOXKe TIPOSIBIISUTUCH
MMOCTOSTHHOM 3PUTEMOI, OTEKOM IIEeK, MepuOINUeCKIM
MOKHYTHEM, HaJIM4MeM TaIyJIe3HbIX 3JIEMEHTOB B 00-
JIACTU ATOIWII, Ha TYJIOBUILE, CYXOCTBIO, IIETyIIEHuEM
KOXMW He TOJBKO B 00JIACTU MOpaXKeHUsI, YaCThIM 3yJIOM.
Nunexc SCORAD-TIS: 21—40 6amios.

Y onHoro pebGeHKa 3aperMCTpUPOBAaHO TSIXKeEJIOe Te-
YeHHWe aTOMMYECKOTO JepMaTUTa C BBIPaKeHHBIMU TIa-
TOJIOTUYECKUMHU, PACIIPOCTPAHEHHBIMU W3MEHEHUSIMU
Ha KOXe B BUJE MHOXECTBEHHBIX TAITyJl, OTeKa, dpUTe-
MBI, KOXXHOTO 3y/1a, 9KCKOpHAaIINii, pacCTPOMCTBOM CHa.
HNunexec SCORAD-TIS cocrabnsin 60 6aioB.

B ponocnoBHoii y 70 neteit OblM yKa3aHUSI Ha ajuiep-
ruJecKre 3aboyieBaHUs y OJNMKAWIINX POJACTBEHHUKOB.
V 10 mereit, BocniuThiBaommxcs B JloMe pedeHKa, poao-
CJIOBHAsI HEU3BECTHA.

IpynHoe BckapmauBaHue rojydanu 20 gereit, ucKyc-
CTBEHHOE BCKapMJIMBaHWe (aIanTUPOBaHHbBIE MOJIOYHBIE
cMecn) — 60 mauueHToB. Ha mepBoM aTare mpoBOIUIICS
aHaJIN3 BCKapMJIMBaHUS IeTell, HAXOMUBIIUXCSI B aMOy-
JIATOPHBIX YCIIOBUSIX, YTOYHEHME XapaKTepa MUTaHUs Ma-
Tepu. Ha MOMEHT BBeleHHST KaK OBOIIHBIX, TaK U (PPyK-
TOBBIX MMiOope y 58 OOJIbHBIX Oblia 3aperucTpupoBaHa
MoaOCTpasl CTaausl Te4eHUsl 3abosieBaHusI U 22 pebeHKa
B TeUeHME HECKOJIbKUX MECSIEB He MMETU TTPOSIBICHUIA
paHee 3aperucTpMpPOBAHHOIO aTOMUYECKOTO JepMaTuTa.
W3 MenuKaMeHTO3HBIX CPeACTB 78 MalleHTOB MOTyJaan
TOJIBKO CPENICTBA T10 YXO/y 32 KOXEil, 2 1eTSIM HOBBIE MPO-
OYKThl TIMTAHWUS BBOOWJIM Ha (POHE aHTUTUCTAMUHHBIX
MperapaToB BBUAY MHOXECTBEHHO! MUIIEBON Herepe-
HOCHMOCTH.

IMauyeHTHl TIOMyYad OpraHUYeCKue TPOMAYKTHI M-
TaHWsI, TIpeIHa3HauYeHHbIE IS IeTell paHHero Bo3pacTa.
Bruto npeacraBieHo 4 BUga OBOITHOTO (M3 IIBETHOM Ka-
MyCThbl, OPOKKOJIM, THIKBBI, MOPKOBU) U 4 Buaa (ppyKTO-
Boro miope (2 BMIa MOHOKOMITOHEHTHOTO TTIOpe U3 s10-
JIOK, TPYII ¥ 2 BUIa TTOJJMKOMITOHEHTHOTO TTIOpe 13 SI0J10K
U TMIEPCUKOB 1 U3 SI0JIOK U YepHUKH).

Bce chipbe IS MPOM3BOACTBA TUIOAOOBOIIHEIX ITIOPE
BBIpAILIEHO, COXpaHEHO, TlepepaboTaHo, YITaKOBaHO C UC-
MOJIb30BAHUEM <«OpraHMYecKoil» TexHonoruu. Bce op-
rannueckue mope BUUBUKOJIb umetor eBponeiickuii
ceprupnkat ORGANIC. ITrope BUBUKOJIb umeror
HaTypaJIbHbIII BKYC OBOIIEl U (ppyKTOB 0e3 moOaBIeHMS
caxapa u comu. CocTaB MPOAYKTOB U MHIIIEBast IEHHOCTh
(B mepecyete Ha 100 r) mpuBeaeHsl B Ta0. 1.

OBoliHOe miope 36 malueHTaM BBOAWIOCH B KAUECTBE
MepBOro MpuKoOpMa, B TOM 4uciie 15 aetsM B Bo3pacrte
7—8 Mec (pomuTenu He BBOAWJIU TPUKOPM M3-3a 00sI3-
HU 00OCTpEeHHUsI aTOMMYECKOro nepMaruTa), 44 pebeHKa
BKJIIOYEHBI B MCCenoBaHWe Ha (DOHe yKe BBEIEHHBIX
B MUTaHWE TMPOAYKTOB (Kallu, MSICHOE IMIope) KakK JI0-
MalllHero npurotosiaeHus (17 geteil), Tak U MPOMBbIII-
JIEHHOTO MpOU3BoJICcTBa (27 nereii).

V neteil, Toyly4aBIIUX WCKYCCTBEHHOE BCKapMITH-
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Kasnauees K.C. u coasm. TTunotHoe ucciiefoBaHKe MCOJIb30BaHMs PoayKToB Kiacca OPTAHUK B mutaHnu aeteit ¢ aTOMUYECKUM IePMaTUTOM

BaHUE, OCHOBHBIM ITUIIEBBIM MPOAYKTOM, C KOTOPBIM
CBSI3aHBI TIEPBbIE TIPOSIBJICHUSI aTOMTMYECKOTO JepMaTUTa
Wi 000CTpeHMe Mpoliecca, SIBISUTMCh CMECH Ha OCHOBE
KOPOBBETO MOJIOKA, TOT/A KaK y IeTell, HaXOMUBIITUXCS
Ha TPyIHOM BCKapMJIMBAaHUM, CEHCUOWIU3AIUS OTME-
yajach Kak K 6eJKaM KOpOBBETO MOJIOKA, TaK M K STHAILY,
mireHute. [To mTaHHBIM aHaMHe3a, 000CTpEeHNE aToNYe-
CKOTO JIlepMaTuTa y 2 MalMeHTOB ObIJIO CBSI3aHO C BBEE-
HUEM LIBETHOM KaImycThl M OpOKKOJM, v 1 pebeHKka — s16-
JIOYHOTO ITIOpe TTPOMBILIIIIEHHOTO TTPOU3BOICTBA.
Cratuctrueckasi o0pabOTKa TOJYYeHHBIX KOJIMYe-
CTBEHHBIX PE3yJbTaTOB MPOBOAMIIACH C BBIYUCICHUEM
w*-xputepust cornacus [lupcona (GraphPad Software,
USA). Paznuuune cunrtanock noctoBepHbIM pu p<0,05.

Pe3ynbTathl U 06CyXaeHue

Wccnenyembie TIPOAYKTBI JETH YIIOTPEOISIIM OXOT-
Ho. MckitoueHue mpeAcTaBisuin 5 AeTei, HaXOMSIIMXCS
Ha TpYJIHOM BCKapMJIMBaHWU, MAaTEPU KOTOPHIX B TMEPBbIC
JIHU OTMeYajii HEKOTOpble 3aTPyAHEHUSI TIPU BBEICHUU
OBOIITHOTO MIope U3 OpokKoau. HapyieHust hpyHKIMM K-
IIeYHWKA B XONIe MCCJIEIOBAHMSI HE BBISIBJIEHO, XapaKTep
CTyJ1a M KpaTHOCTh y 32 fieTeit He U3MEHWINCh, a'y 27 nerei
(MMeronIMX HapylIeHus) MoKa3aTeJau HOPMaTU30BAUCh.

XOopoI1110 U3BECTHO, UTO B TIEPUOJL BBEACHHUS MPUKOpMa
YBEJIMUMBAETCS PUCK (DOPMHUPOBAHMS (PYHKIIMOHATBHBIX
HapyllleHuli nuieBapeHusi. Tem He MeHee y 19 nereit,
WMEBIIMX B aHAMHE3e CKJIOHHOCTb K 3aropam WIK 3aro-
PBbI C XapaKTePUCTUKOM CTyJia B BUJE OTAEIbHBIX TBEPIBIX
KYCOUYKOB Kajia (B BUIIE «OPEIIKOB») WK 0(hOPMIIEHHOTO,
HO C TBepAbIMU KyCOYKaMU, C KpaTHOCTBHIO nedeKaruu
2—3 pa3a B Hezmemo, Ha (OHE IPUMEHEHUSI OBOIIHBIX
1 (GPYKTOBBIX TMIOPE, IO AAHHBIM MaKpPOCKOMMYECKOTO
WCCIIeIOBaHUSI, OTMeJasach CTaOMJIbHAsi HOpMasIM3aliust

cTysa U exxenHeBHas aedexais. [1o pe3ynbratam Konpo-
JIOTUYECKOTO MCCAeNoBaHUs (TPOBOIMMOrO B TUHAMUKE:
Ha MOMEHT BKJIIOUEHUSI B UCCIIEOBAHUE U B KOHIIE UCCIIe-
JIOBaHUs1) HE OTMEYAIOCh HApacTaHUsl COAEPXKAHUST Kpax-
Maja, paCTUTEIbHON KJIETYATKU, YBEJTUUEHUST KOJIUUECTBA
1oaouIbHOI (GI0PHI, UTO TOBOPUT O XOPOIIIEM YCBOEHUU
mope (tadis. 2). ducnencuyeckuii CUHAPOM ObUT Tpe.-
CTaBJIeH CUHAPOMOM CpbITMBaHuii. ¥ 18 mereit kak rep-
BOro, TaK W BTOPOTO TMOJYrOAMSI XKU3HU OTMEYaIiCh
CPBITMBAHUS CO CTENEHbIO BbIPAXXEHHOCTU 10 3 OaJIOB.
TTpu BKITIOYEHNM B MUIILY KaK OBOIIIHBIX, TaK U (PPYKTOBBIX
opranudeckux mope bBUBUKOJIb cutyauust noctoBepHO
M3MEHUIIACH B JIYYIIIyIO CTOPOHY: PEAKUE CPbITUBAHUS He-
0O0JIbIINM OOBEMOM MUY ObLTU 3aPETUCTPUPOBAHBI TOJTb-
KO y 2 neTeil, 4To moAayepKruBaeT HOpMaIu3aluio hyHK-
LIMOHAIbHBIX HapyumieHuit (y*=18,37; p<0,01). K uucny
MUHMMAaJIbHBIX TTUIEBAPUTETbHBIX TUCHYHKIIUN y AeTei
MEepBOro roja XU3HW OTHOCSITCS M KHUILEYHbIE KOJMKU.
ITpu mepBUYHOIT OLIEHKE COCTOSTHUSI TTALIMEHTOB SMTU30/IbI
KUIIeYHbIX KoJuK I crereHu (corsacHo Pumckum kpu-
tepusim 111), yame mposiBisiBIIMECS B BeuepHee BpeMs,
npucytcTBoBanu y 18 nereit. Ha pone mpuema kak oBori-
HBIX, TaK U PpyKTOBBIX opraHnyeckux mope bBUBUKOJIb
YXYIIIEHUS] CUTYalluu He HAOMIoNaIN: Y BCeX MallueHTOB
KoJiMku otcytcTBoBasu (*=20,31; p<0,05).

K mmmpoko pacnpocTpaHeHHbIM TMpoOsieMaM Y Jie-
Tell paHHEro BO3pacTa OTHOCUTCS METEOPU3M, COIMPOBO-
XIamuii MHorve (YyHKIIMOHAJIbHbIE HApyIIeHUs, a y
OOJIbHBIX C aTOMUYECKUM JIEPMATUTOM (HapsiLy ¢ IPYTUMU
KJIMHUYECKUMU TIPOSIBIICHUSIMU) SIBJISIIOLIMICS CUMIITO-
MOM TaCTPOMHTECTUHAIbHOW dopMbl autepruu. Ecnu
MpU MEPBOM BU3UTE MaTepu 25 neTeit oTMedaiu MoCTOSTH-
HBII yMEpEHHO BbIPaXKEHHBIN MeTeopu3M, To crrycTst 7—10
nHeit mpuema oBolHbIX Miope BMUBUKOJIb ykazanwmii

Tabauya 1. Coctas mionoosomubix mope BUBUKOJIb Ha ochose 100% oprann4eckoro chipbsi

3HepreTquCKa;{ IEHHOCTD,

IMpomykT YrieBomisl, T Kamnuit, mr T ————
Ipywra 11 114 197 /47
sA6aoko 11 119 210 /50
S16;10K0 U Mepcuk 13 104 240 /57
S16;10K0 1 YepHUKa 12 116 218 /51
bpoxkonn 7,9 140 183 /43
TeixBa 3.4 220 113 /27
MopxkoBb 3,7 70 73 /17
LBeTHas kamycTa 4.9 90 123 /29

Tabauya 2. XapakTepucTHKa CTYJIA y JAeTeii 10 M nocJie BBeJAeHUs NPUKopMa no mkaie bekkamm, aodc. (%)

Koncucrenuust Jlo BBeIeHMsI IPUKOPMA IMociie BBeICHMS IPHKOpPMa
A (pa3:XU>XKeHHBII, BOMSTHUCTHIN) 0 0
B (pa3MsiryeHHBIM, KallniieoOpa3HbIil) 24 (30,38) 16 (20,25)
C (msirkuit, obOpMIIEHHBbI) 36 (45,57) 63 (79,75)
D (TBepnbrit) 9 (11,39) 0
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Ha MeTeopr3M (TIpY aHAJIN3¢ eKeMHEBHBIX THEBHUKOB PO-
JIATENIel 1 OCMOTPOB Bpaya) He OTMEYEHO y 66 TTalleHTOB,
TOJIbKO Y 13 ponuTesneli ObUIU KaloObl HA MEPUOIUYECKOe
HE3HAYUTEIbHOE YpUaHWe B KUIIIETHKe pebeHKa (*=4,99;
p<0,05). CBogHast KapTUHA AMHAMUKU (PYHKIIMOHAIBHBIX
HapyIIeHUH KUTIIETHUKA ITPeICTaBIeHa Ha PUCYHKE.

Ha ¢pone nmpuema oprannueckoro mope BUBUKOJIb
y 77 nalleHTOB He OTMEYAIOCh 00OCTPEHM ST 3a00JIeBaHUS
3a BeCh IIeprOJT HAOMIOICHUS, TIOCTETICHHO YMEHBIIIIACh
IJIOMIANb TTOPaXeHUST KOXW, OTCYTCTBOBAIM THUIIEpe-
MU U 3yJ KOXHBIX MOKpoBoB — uHAeKC SCORAD-TIS
cocraBui MeHee 19 GamnoB. Y 2 nmereii Ha 3—4-e CyTKuU
TpreMa HOBBIX TIPOMYKTOB 3apeTUCTPUPOBAHO 000CTpe-
HME aTOMMMYECKOTO IepMaTUTa B BUIE YCUJICHUS THIIC-
pEeMUU, TIOSIBJICHUS 3ylla KOXKHBIX TOKPOBOB (BBISBICHA
paHee He M3BECTHAs CEHCHUOWIM3AIUsI Ha YIoTpeosisie-
MBIl TIPOYKT, Y MEPBOTO pebeHKa — K IIBETHOM KarycTe
1 OPOKKOJIM, Y BTOPOTO — K IIBETHOI KaIlycTe U sI0JIOKY).
[TepeHOCHMMOCTD IPYTUX OBOIIHBIX M (DPYKTOBBIX TTIOPE
BUBUKOIJIb y 511X 60JbHbBIX ObLIa XOpOUIeH.

HemamnoBakHble BOIIPOCH peliaeT Bpad TIPA  pac-
IMUPEHUN TUETHI peOCHKA C aTOMMMYECKUM JEePMAaTHTOM.
HHtepecHble JaHHbIE TOMYYEHBbl y 22 neTel ¢ JIETKUM
U CPETHETSDKENBIM TEeUYCHUEM aTOIMMIEeCKOTO NepMaTHTa,
HaXOMSIINXCS B PEMUCCUU B TeueHWe 3—6 Mec, TIpU OT-
CYTCTBUM MUHUMAJIbHBIX (DYHKIIMOHAIBHBIX HapyIIEeHUIA
KUIIIEYHUKA, 3a00JIeBaHU KeTyTOUHO-KUIIIEIHOTO TpaK-
Ta, OCTPBIX 3a00JIeBaHUI PECIIMPATOPHOTO TPaKTa, TMPO-
SKUBAIOIINX B PAaBHBIX YCIOBUSIX, TIOTYJAIONIAX aOCOTIOT-
HO ONMHAKOBOE €XEeTHEBHOE MEHIO, HE TIOIBEPTaIOIIXCSI
BaKIIMHAITMY B TIEPHOI BBEICHUST HOBBIX TIPOIYKTOB ITHTA-
HUSI, HAXOMISIIIIXCSI TIONT eXeTHEBHBIM TTAaTPOHAKEeM Bpaya.
Bech mpemaraeMelii HAOOp OPraHUMIECKUX TIOMOOBOIITHBIX
mope BUBMKOJIb, B Tom unciie mope 13 MOPKOBH, T1a-
IIMEHTHI TIEPEHOCYITN Xopotio. HecMoTpst Ha To 4TO MOp-
KOBb (TT0 TAHHBIM HEKOTOPBIX UCCIIEIOBATENCiT) OTHOCUTCS
K TPYIITIE CO CPETHUM WJTA BEICOKM CEHCUOMTM3UPYIOTITUM
a¢dekToM, HeraTUBHBIX peakinii (000CTpeHUe aToruye-
CKOTO JIepMaTWTa, TIPOSIBJIEHWUS TaCTPOWHTECTUHAILHOTO
CUHIIPOMa, HapyITIeHUsI MOTOPUKI) He OBLIIO.

BbiBOAbI

1. ITpoBeneHHbIEC MCCIeIOBaHUS MOKA3adM XOPOIIYIO
MEPEHOCHMOCTD TIJIOHOOBOIIHBIX OPTaHUYECKUX ITIOpe
BUBUKOJIb, nerkocth BBeIeHMs, XOPOIIHWE OpraHoO-
JIEMITUYECKME CBOMCTBA.

2. Y nmereil ¢ aTONMMYECKUM JEPMaATUTOM JIETKOTO,

JINTEPATYPA

1. European Council. Council Regulation (EEC) No 2092/91
of 4 June 1991 on organic production of agricultural prod-
ucts and indications referring thereto on agricultural products
and oodstuffs. 2005; https://www.fsai.ie/uploadedFiles/Leg-
islation/Food_Legisation_Links/Organic_foodstuffs/Con-
sol_Reg2092 91.pdf

2. Smit L.A., Zuurbier M., Doekes G. et al. Hay fever and asthma

JInHaMMKA (DYHKUMOHAJILHBIX HAPYLIEHHI NMUIEBAPEHUS Y Jie-
Teii 10 U MOCJie BBeIeHHs PUKOPMA.

CPEMHETSKEIOTO U TSKEJIOro TeYEHUS B MOAOCTPbIN Tie-
pUOI U TIEPUOJ PEMUCCUM TTOKA3aHO BBEJCHUE B Kaye-
CTBE TPUKOpPMa KaK MOHO- TaK W B TOCJIEIYIOIIEM T10-
JIMKOMITOHEHTHBIX TU10A00BoIIHbIX Tope BUUBUKOJIb
OPraHUYeCcKOTro MPOU3BOJCTBA.

3. B nepuonm peMuccuM aTONMUYECKOTO [epMaTuTa,
MpU OTCYTCTBUM CEHCUOWIM3ALUU, (DYHKIIMOHATBHBIX
HapyllIeHUII CO CTOPOHBI KEJTYJIOYHO-KHUIIIEYHOTO TpaKTa
BO3MOXHO BBEIEHWE BDKOJOIMYECKU YMCTBIX MPOIYKTOB
(nponykToB OpraHuk) MUTAHUS JaKe C BBICOKOI CEHCUOU-
JIM3UPYIONIEH aKTUBHOCTBIO (TAaKUX KaK IMOpPe U3 MOPKOBHU).

4. TlokazaHO peryaupyollee BIUSHUE BBEIACHMS
OBOIIHBIX U (PYKTOBBIX opraHuveckux mwope bUBU-
KOJIb Ha (yHKIMIO XeayTouHO-KUIIEYHOTO TpakTa,
MposIBJIAIONIeeCs] B BUIE€ HOpPMaau3alluid MOTOPHBIX Ha-
pylieHui (KOJUKU, CPHITUBAHUS, METEOPU3M), alleKBaT-
HOTO TepeBapuBaHusl. 3aperuCTPUPOBAHO YJIyUllIEHUE
rnaccaxa KaJoBbIX MacC IO KHUIIEYHUKY y BCEX Mallu-
€HTOB, CTpajalouluX 3arnopaMyd Ha MOMEHT BKJIIOUEHUSI
B MCCJIeIOBaHUE.

5. AHaM3 JAHHBIX KOMPOJOTMYECKOro MCCiaenoBa-
HUSI, TIPOBEIEHHOTO B IMHAMUKE (B MOMEHT BKJIIOYE-
HUS B UccienoBaHue U yepe3 40 nHeil mpruema OBOIIHBIX
u dpykroBsix mope bBUBUKOJIb), nmokaszan orcyTcTBrE
HapacTaHMsl COIEpXaHUs Kpaxmaia, pacTUTEIbHOI
KJIeTYaTKU, NOAOMPUIbHON (PIOPBI, UYTO CBUAETENLCTBYET
0 XOpOIlIeM YCBOEHUHU MPOTYKTOB.

6. Osomnble u (pykroBeie TMope BUBUKOJb
Ha ocHoBe 100% opraHWYeCcKOro CHIPbSI OE30TAaCHbI,
OTJINYAIOTCSI BBICOKMM Ka4eCTBOM M MOTYT OBITb PEeKO-
MEHI0OBaHbI JACTSIM C aTONMUYECKUM AePMATUTOM U (PyHK-
LIMOHAJIbBHBIMUA HapyIIEHUSIMU KUILIeYHUKa (KOJUKHU,
CPBITMBAHUSI, METEOPU3M, 3aTIOPbI).

symptoms in conventional and organic farmers in The Neth-
erlands. Occup Environ Med 2007; 64: 2: 101—107.

3. LesueurC., Gartner M., Knittl P. et al. Pesticide residues in fruit
and vegetable samples: analytical results of 2 years pesticide
investigations. Erndhrung/Nutrition 2007; 31: 6: 247—259.

4. Tasiopoulou S., Chiodini A.M., Vellere F. et al. Results of the
monitoring program of pesticide residues in organic food of

POCCUNCKWIA BECTHUIK NMEPUHATOJIONMU U NMEANATPUN, 3, 2015

102




Kasnauees K.C. u coasm. TTnnoTHOe UCClie0OBaHKE UCTIONb30BaHus mpoaykToB kKiacca OPTAHUK B nutaHuu aeTeii ¢ aTONMMYECKUM IEPMaTUTOM

plant origin in Lombardy (Italy). J Environ Sci Health B 2007,
42:7: 835—841.

5. Han F., Lestari S.1., Pu S., Ge B. Prevalence and antimicro-
bial resistance among Campylobacter spp. in Louisiana retail
chickens after the enrofloxacin ban. Foodborne Pathog Dis
2009; 6: 2: 163—171.

6. Garmo R.T, Waage S., Sviland S. et al. Reproductive Perfor-
mance, Udder Health, and Antibiotic Resistance in Mastitis
Bacteria isolated from Norwegian Red cows in Conventional
and Organic Farming. Acta Veter Scand 2010; 52: 11-24.

7. Schmied E.M., Bauer J. Comparative analysis of antibiotic
resistance characteristics of Gram-negative bacteria isolated
from laying hens and eggs in conventional and organic keeping
systems in Bavaria, Germany. Zoonoses Public Health 2008;
55:7:331-341.

8. Miranda J.M., Vazquez B.1., Fente C.A. et al. Comparison of
antimicrobial resistance in Escherichia coli, Staphylococcus
aureus, and Listeria monocytogenes strains isolated from or-
ganic and conventional poultry meat. J Food Protect 2008; 71:
12:2537-2542.

9. CuiS., Ge B., Zheng J., Meng J. Prevalence and Antimicrobial
Resistance of Campylobacter spp. and Salmonella Serovars in
Organic Chickens from Maryland Retail Stores. Appl Environ
Microbiol 2005; 71: 4108—4111.

10. Lestari S.1., Han F., Wang F., Ge B. Prevalence and antimi-

(N

- “BUBVKCAD

YHUKalribHOE AETCKOE NMUTaHne

(e |
e
(|
=
n S
I
=
D

12.

13.

14.

16.

crobial resistance of Salmonella serovars in conventional and
organic chickens from Louisiana retail stores. J Food Protect
2009; 72: 6: 1165—1172.

. Oliveira A.B., Moura C.F.H., Gomes-Filho E. et al. The Impact

of organic farming on quality of tomatoes is associated to in-
creased oxidative stress during fruit development. PLoS ONE
2013; 8: 2: e56354.

Benbrook C.M., Butler G., Latif M.A. et al. Organic Produc-
tion Enhances Milk Nutritional Quality by Shifting Fatty Acid
Composition: A United States—Wide, 18-Month Study. PLoS
ONE 2013; 8: 12: €82429.

Palupi E., Jayanegara A., Ploeger A. et al. Comparison of nu-
tritional quality between conventional and organic dairy prod-
ucts: a meta-analysis. J Sci Food Agric 2012; 92: 2774—-2781.
Kummelinga 1., Thijsa C., Huber M. et al. Consumption of or-
ganic foods and risk of atopic disease during the first 2 years of
life in the Netherlands Br J Nutr 2008; 99: 3: 598—605.

. Randhawa S., Bahna S.L. Hypersensitivity reactions to food

additives. Curr Opin Allergy Clin Immunol 2009; 9: 3: 278—
283.

Huen K., Harley K., Brooks J. et al. Developmental Changes
in PON1 Enzyme Activity in Young Children and Effects of
PONI1 Polymorphisms Environ Health Perspect 2009; 117:
1632—1638.

IMocryruna 20.04.15

BbIPACTM 3400POBOE
[MOKOJIEHME BMECTE!

CMECVI HSHHMTM - 3TO COBpeMEHHbIe

MOMHOCTBI afanTMpPOBaHHbIE (POPMYfbl HA OCHOBE
HaTypanbHOIO  LEMbHOr0  KO3bEro  MOJSIoOKa U3
depmepckux xo3ancte Hoon 3enaHgnn.

1 Kosvem monoxe BUBUKALLA™ npomn3sogdATcs B FfepMaHnm u3
Kpyn, umetonx esponenckuin ceptncpmkat ORGANIC.
T X
o 61 Qobmatrs conti 5 [o6aBneHne MonesHoro HOBO3ENAHACKOTO KO3bEero
O e e 2 iy

TR T v

monoka n cmecu HOHHW ontummanpyet coctas wu
nosbiwaeT nuweByto LeHHocTb BUBUKALLL. Coaepxat
KOMMneKkc NpebrnoTmKoB.

OETCKUWE MKOPE BUBUKOJIb™

npou3BogATcsa B [epmaHuv u3 oBowen, OPyKToB U

— Arod, BblpaleHHbIX B (EepMEepCcKux Xo3sMCTBaXx,
. : nmetoLmx esponerickun ceptudpmkatr ORGANIC.
—— "
Mope BUBUKOJIb npurotoBneHsl 6e3 gobaeneHus
"~ Ty conu, caxapa M Kpaxmana. [apaHTMpoBaHO MonHoe
/A OTCYTCTBME NECTULNAOB.

LRELS ‘hj'\;

kL ; st il ’

rops4asa nuansa 8 800 200 888 0
www.bibicall.ru

Jlyylee nuTtaHve Ana MnageHLa — rpyAHOe MOJIOKO. [1py HEBO3MOXHOCTY UM HEAOCTaTOYHOCTY FPYAHOrO BCKapMIMBaHVIA, Nepe NPUMEHEHeM CMeCH MoCoBETYNTeCh C BpayoM. AlanTupoBaH-
Hbl€ CMEeCH Ha OCHOBE HaTypanbHOro HOBO3eNaHACKOro Ko3bero mosoka HOHHW Knaccuka pekomeHpoBaHa K ynotpebnenuio aetam ot 0 fo 6 mecaAues. KykypysHasa BYBUKALLIA Ha ocHoBe Ko3bero
Mosoka 1 cmec H3HHW pekomeHpoBaHa K ynotpebneHuio ¢ 5 mecaues. Mpogykt BUBUKOSb maHro, 6aHaH 1 Ko3uii TBOPOXOK PeKOMEHA0BAHO K ynoTpebdneHwio ¢ 5 mecAues. MpylueBoe niope
BUBUKOJIb pekomeHA0BaHO K yrnoTpebneHuio ¢ 4 mecsLes. TbikBeHHoe nope BUBMKOJIb pekomeHfoBaHo K ynoTpebneHuio ¢ 6 mecsiles. Peknama. ToBap cepTrdunumpoBaH.



OPUINHAJIbHBIE CTATbU OBMEH OlbITOM

ITopazkeHue OTIEJIOB XKeIyI0YHO-KHIIIEYHOTO TPAKTA Y JieTeii ¢ cuHapoMomM 2Kuiinoepa
O.K. bomesunves, I'M. Jlyoposuna, A.U. Koromuauna

FBOY BMO «MepBblt MOCKOBCKNI rOCYAAPCTBEHHbIV MEANUMHCKUI yHUBEpcuTeT nmenn N.M. CeveHoBa», Mockea
Pathology of different portions of the gastrointestinal tract in children with Gilbert’s syndrome
O.K. Botvinyev, G.M. Dubrovina, A.1. Kolotilina

I.M. Sechenov First Moscow State Medical University, Moscow

Cunzpom Knianoepa — pacnpocTpaHeHHOe FeHeTHYECKoe 3200/1eBaHue, 00YC/I0BIEHHOE He0CTATOYHOCTbIO (hepmenTa VI D-nmo-
KyponuaTpancdepasbl B nedenn. Ilesb uccieoBanusi: U3yYUTh MATOJOTHIO PA3THYHBIX OTIEJIOB XKeJTyJ0YHO-KHIIEYHOT0 TPAKTA
y Aeteii ¢ cunapomom Kuinoepa. O6cienoBanbl 182 pedenka B Bozpacte ot 3 10 17 Jiet ¢ cunapomom Kuiiboepa, moCTYNMBIIMX
B KJIMHHUKY C MPU3HAKAMH JKEJITYXH U PA3JTMYHBIMA TACTPOIHTEPOTOTHIECKUMH Kanooamu U cumnromamu. CoriacHo pesy/israram
MPOBE/IEHHOTO KOMILIEKCHOTO 00C/IeI0BAHMS CPeny 3a00/IeBaHMil JKeIyI0YHO-KHIIEYHOTO TPAKTA Y MAMEHTOB MPeodiasaim mno-
paxkeHus qBeHaquaTunepcTHoi Kumku (41,5% oT Bcex IMArHO30B), pexke BCTPEYAIOCh Mopaxkenue xkeaynka (23,7%) u nuimeBo-
na (20%), emie pexe — ToJcToii Kuuiku (14,8%). BoisiBjieHa BO3pacTHAS 3aBUCHMOCTh YACTOTHI 3PO3UBHO-SI3BEHHOTO MOPAXKEHUS
BEPXHHUX OT/EJIOB KeJTyI0YHO-KUIIEYHOTO TPAKTA: IPO3UH U A3BbI BCTPEYAINCh 3HAYUTELHO Yaie y neteii crapme 10 Jjet, npenmy-
necTBeHHo B Bo3pacte 14—17 net. Takum 00pa3om, ycTaHOBIIEHO, YTO Npu cuHapoMe 2Kuab0epa y JeTeii yaie BCero nopaxaercs
JIBEHATIATUNEPCTHAS KUIIKA. J/[eTH ¢ JaHHBIM CHHIPOMOM OTHOCSTCS K IPYIiNe MOBbILIEHHOTO PUCKA opMHpOBaHUS 3200J1eBaAHMI
JKEIYI0YHO-KHIIEYHOT0 TPAKTA. BaKHO KaK MOXKHO paHbIIe HAYATh MEPONPUATHS 10 NPEIXYIPEKICHHIO MOPAKEHHS KeTyI0YHO-
KHUIIIEYHOTO TPAKTA Y jieTeii ¢ cunapomom Kuiboepa.

Karoueenie caosa: demu, cunopom Kunvoepa, siceny0ouno-KuuieuHviii mpakm, 06eHa0uamunepcmuas KUKa, Ouema, Moao4uHble nPOOYKmbL.

Gilbert’s syndrome is a common genetic disease caused by deficiency of the liver enzyme UDP-glucuronyl transferase. The objective of the
investigation is to study pathology of different portions of the gastrointestinal tract in children with Gilbert’s syndrome. A total of 182 chil-
dren aged 3 to 17 years with Gilbert’s syndrome, who had been admitted to the clinic with the signs of jaundice and different gastroentero-
logical complaints and symptoms, were examined. According to comprehensive examination results, among the gastrointestinal diseases in
the patients, there was a preponderance duodenal injuries (41,5% of all diagnoses), there were less common injuries of the stomach (23,7%),
esophagus (20%), and large bowel (14,8%). There was an age-specific relationship of the rate of erosive-ulcerative lesion of the upper gas-
trointestinal tract: erosions and ulcers were much more frequently encountered in children older than 10 years, predominantly in 14-17-year
olds. Thus, the duodenum has been established to be most commonly affected in children with Gilbert’s syndrome. The children with this
syndrome belong to a group at increased risk for gastrointestinal tract diseases. It is important to initiate measures as early as possible to
prevent gastrointestinal tract diseases in children with Gilbert’s syndrome.

Key words: children, Gilbert’s syndrome, gastrointestinal tract, duodenum, diet, dairy products.

3a00JIeBaHMSI, OTIEpaTUBHOE BMEIIATEIbCTBO, BUPYCHBIN

CI/IHJIDOM Kunpbepa — pacripocTpaHeHHOE TeHeTHUYe-
remaTuT, (pu3ndeckast Harpys3Ka, TICUXOOMOIIMOHATBHBII

CKOC SaGOHCBaHVIC, 06YCJ'[OBJ'ICHHOC HEOOCTaTOYHO-

ctio hepmenTa Y D-TmoKypoHUITpaHC(hepasbl B Teue-
HH. BeeacTBre 3TOro MMeeT MeCTO MOBBIIIEHUE YPOBHST
OMIMpyOMHA MPEMMYIIIECTBEHHO 3a CUET HeNpsIMOi (hpak-
LIUU, YTO TIPOSIBIISIETCS JKEJITYITHOCTBIO CKJIep, CAUZUCTBIX
1 KOXH, MO3TOMY 3a00JIeBaHME OTHOCST K TMMUTMEHTHBIM
rerato3am [1, 2]. Ilpu cunapome Kunbbepa BEBISBICHBI
HapyllIeHUsI COCTaBa M PEOJIOTMYECKUX CBOMCTB XKeT4H,
MOBBILLIEH PUCK 00pa30BaHUS XXKETUHBIX KaMHei [3, 4].
3abosieBaHME, KaK MPABUJIO, MPOSIBISETCS KPpU3aMU.
[TpoBouupywonmMu  ¢akTopaMu CIYXUT TOJIofaHueE,
HapylleHWe AUeThl (KUpHasi, ocTpasi, >KapeHasl THWIIa,
HEMpPaBWIbHBIN peXXUM TUTAaHUS), MHTEPKYPPEHTHBIE
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cTpecc, MpUeM HEKOTOPBIX JIEKapCTBEHHBIX TTperapaTos,
KOHTAaKT ¢ TOKCUYHBIMU BelllecTBaMu. MHOTIa TTyCKOBOT
dakTop BBIICHUTD He yaaeTcs [5, 6].

Cunapom Kuibsbepa nedroTupyeT mpeuMyIieCTBEHHO
y MajJb4uMKOB B myOepraTHOM Bospacte [2]. [TaumeHTs
YacTo CTpajaloT OoT GoJieil B MpaBoM Toapebepbe, M-
racTpajbHON 00JaCTH, TOUTHOTBI, U3KOTU, HapyIIeHUS
amnmeTnTa, TSKECTH B XKUBOTE TIOCTIE €Ibl, XPOHUYECKOTO
3anopa, auapeu. JI.KO. MUnpuenko u coaBT. [7] Boimenm-
JIV OTAEJBHYIO KIMHUYECKYI0 (hopMy 3a00IeBaHUs: THC-
MerncuvecKyo. Psii aBTOPOB yKa3bIBalOT Ha acCOLIMAIINIO
Mexay cuHapoMoM Kuiabbepa 1 3a00IeBaHUSMU KeTy-
JIOYHO-KUIIeYHoro Tpakra [3, 5, 7-9]. C stux mo3unui
MpeACTaBIsIeT MHTEPEC XapaKTePUCTUKA TTOPaKEeHUST pa3-
JINYHBIX OTAEJIOB XeTyI0OUHO-KUIIIEUHOTO TPaKTa y IeTeit
¢ cuaapomoM Kunbbepa.

XapaktepucTtuka petei u MeToAbl UCCNeAoBaHUS

B otnenenum ractposHTeposorun 9-it JleTckoii ro-
pojickoii kanmHn4Yeckoi 6onbpHUIEI M. [.H. Cniepancko-
ro (Mocksa) obcienoBanbl 182 pedbeHka (128 ManbunKoB
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u 54 neBouku) B Bo3pacte 3—17 et ¢ cuHapoMoM 2Kuiib-
Oepa. [letu moctynaiu B KIMHUKY MO MOBOY PA3IUUYHBIX
TraCTPOIHTEPOJIOTUYECKUX Kajlo0 M CUMIITOMOB. Takxke
V 3THUX JeTel ObUTa BISIBJICHA KEITYITHOCTb CITU3UCTBIX,
CKJIep, peke KOXKM pa3IMYHON CTeTIeHU BBIPa)KEHHOCTH.

V Bcex neteil M3ydeH ceMeHBIN aHAMHe3, TPOBe-
JIEHO KOMIUIEKCHOE KIIMHUKO-Ia00paTOpHO-MHCTPY-
MEHTaJIbHOe o0cJiemoBaHue, B TOM 4ucie (Guopos30-
¢daroractpomyoneHockonus. Kenryxa Obljia BbIsSBICHA
WY HaKaHyHe TTOCTYTUIEHUS, WY TIPU TIEPBOM OCMOTpE
B kiuHuKe. OnpeneneHue ppakiyii OuimpyonHa B Chl-
BOPOTKE KPOBU TPOBOIMIN TT0 MeTony MeHmpaccuka—
Ipodda. YpoBeHb OMIMpyOMHa y neTeil ObUT TTOBBIIIEH
MPEVMYIIECTBEHHO 3a CYeT HempsIMOoi (pakimu. Ypo-
BeHb 0011Iero omnpyorHa 661 OT 26 10 123 MKMOJIB/I.
3HaYeHUsT HEMPSIMOTO OWIMPYOMHA HAXOAWINCh B TIpe-
nenax 19—114,5 MkMomb/n. YpoBeHb MPSIMOTO OUIUpPY-
OGuHa OBIJT B HOPME WJTH TTOBBITIAICS HE3HAYNUTETHHO.

Bbut  MCKTI0YEHBI TEMOJUTHYECKHE COCTOSTHHMS,
00TypallMOHHBIE XENTYXU, TemaTuThl. [IpU3HaKoOB Apy-
TUX HACJEICTBEHHBIX 3a00JeBaHUII TeYeHW HE BBISIB-
JieHo. JletTn ¢ KWIIeYHOUW MHOEKIMe, MopoKaMH pas-
BUTUSI KETYTOYHO-KUIIIETYHOTO TPaKTa B MCCIeTOBaHNE
He BKITIOYAJIHCh.

[Tpu o6cnenoBaHM Y OOJBHBIX C CUHAPOMOM KWJib-
OGepa OBLT BBISIBIICH pPSII OPraHUYECKMX W (HYHKIINO-
HaJIbHBIX HapyIIeHUN XeTyIOUYHO-KUIIEUHOTO TpaKTa
(Tabun. 1), paccuMTaHO MPOIIEHTHOE COOTHOIIEHUE ara-
THO30B, OTHOCSIIMXCS K OTNpeIeIeHHOMY OTIENy JKeTy-
JIOYHO-KUIIIEYHOTO TpaKTa, OT OOIIET0 YKMC/ia JUarHO30B
1 OT ol0uiero kKosuyectBa OoJbHBIX. M3yyeHa vacTora
Pa3BUTHS SPO3UBHO-SI3BEHHBIX U3MEHEHUI B 3aBUCUMO-
CTHU OT Bo3pacTa pebdeHka. [ oO6paboTKM MOTydeHHBIX
JTaHHBIX UCITOJIb30BaJICs makeT rmporpamMm SPSS 17.0.

Pe3ynbTathl u 06CcyxaeHue

Hetu ¢ cunapomom XKunbbepa MocTyrnaid B KJIUHU-
Ky B pa3HOM Bo3pacTe. MeHbIIe BCero ObLIO AeTeil 10-
IIKOJIBHOTO Bo3pacTa — 5,5%, HeCKOJIbKO Yallle ocTya-
JIU IeTH B Bo3pacTe oT 7 o 9 tet — 12,1%. Bénbias yactb
nereid Obl1a B Bo3dpacte crapiie 10 j1eT ¢ MaKCMMyMOM
B 14—17 net (53,8%; p<0,01). CnemoBaTeIbHO, KITMHUYE-
ckue U abopaTopHble MpU3HaKU cuHApoma Kuiaboepa
MPOSIBIISIIOTCST IPEUMYIIIECTBEHHO Y TTOAPOCTKOB, HO Ha-
OsroaroTCs Uy nereit ot 3 1o 9 JeT.

AHaJIN3 TIOTYYeHHBIX JaHHBIX (CM. Tabu. 1) mokaszai,
4TO MpU cuHApoMe Kuiabbepa MopaxeHue pasTuIHBbIX
OTIIEJIOB KETYAOYHO-KUIIIEUHOTO TpaKTa MMeeT KakK Op-
TaHWYECKUI, TaK U (DYHKIIMOHAJIbHBIN xapakTep. Yarie
BCTpeYauch (QYHKIMOHATBbHBIE HAPYIIIEHUsI CO CTOPOHBI
JBEHAIIATUTIEPCTHOM KUIIKKM (IUCOYHKIUS CHUHKTE-
pa Ommun) —y 68,1% neteit u TONCTOM KUIIKK — Y 68,7%
JIeTeil, pexxe CO CTOPOHBI MHUIEeBOoAa (HEAOCTaATOUHOCTh
Kapauu) — y 44,5% neteii 1 keyaka (IyoaeHOTacTpab-
HBII pedmioke) — ¥ 29,1%. OpraHndeckue MOopakeHUsI
B IEPBYIO 04YepeIb ObIIN BBISIBIICHBI B IBEHAIIIATUTIEPCT-
HOIi KuIKe (ayomneHUT — y 85,7%, si3BeHHas1 60JIe3Hb —
y 41,8%) u xenynke (ractput—y 82,4%), pexe B THIIIE-
Boze (a30darut —y 50,0% neteit). 3aboeBaHUST TOJICTOM
KUIIKWA B OCHOBHOM OBUTH TIpeICTaBIeHbI (DYHKIIMOHAITb-
HBIMU PAcCTPOCTBAMU (CUHIPOM pa3IpakeHHOTO Ku-
IIEYHWKA), KOJIUT BBISIBJICH JTUIIb Y 1,1% manueHToB.

Takum oGpaszom, mis aereit ¢ cuHapoMom Kuiboepa
XapaKTepHBI B TIEPBYIO OYepeIb 3a001eBaHUs IBEeHAIIATH -
nepctHOM KKK (41,5% OT Bcex AMarHO30B), peke — XKe-
nynka (23,7%), mateBona (20%), Toncroit kumku (14,8%).

Mo maHHBIM  (HUOPO330(HArOracTPOIYOICHOCKOITIH,
B M3y4aeMO¥ TPpyTITe JeTei B psifie CydaeB ObLTN BbISIBIICHBI

Tab6auya 1. Tlopaxkenune pa3aMYHbIX OTIEJIOB KeJIYI0YHO-KUIIEYHOTO TPAKTA Y AeTeil ¢ cunapomom 2Kuinoepa

% OT ODIIETO YncIa % OT OOIIETO YncIa

Jlokanuzaiusi mopaxeHusi, AMarHo3 KosnnuecTBo 1MarHo308 e (=) S (1)
IMnmesox
Pedmokc-330darur 91 10,6 50,0
HenocrarouHocTh Kapauu 81 9,4 20,0 44,5
Kenynok
Tactpur 150 17,5 82,4
MyoneHoracTpajibHbIil pedIroKe 53 6,2 23,7 29,1
JIBeHAIATHIIEPCTHAS KMIIKA
[yoneHUT 156 18,2 85,7
S3BeHHas 00JIE3HD 76 8,9 41,8
Cnasm chuHkTepa Onau 99 11,5 41,5 54,4
HenocraTouHocTs cchunkrepa Opau 25 2,9 13,7
Tomas Kumka
EroHut 0 — —
TosicTasa Kumka
KarapaabHbIii TPOKTUT 2 0,2 1,1
CHHIPOM pa3apaxeHHOTo KUIIIEYHUKA 125 14,6 14,8 68,7

[pumeyarue. * Pa3muuusi MEX/1y KOJIMYECTBOM TUATHO30B, OTHOCSIIIIMXCS K CIICAYIOIINM OT/EIaM KETyT0YHO-KUIIIEYHOTO TPAKTA TOCTOBEPHBI:
MEXIy ABEHAILIATUIIEPCTHOM KUILKOM — U APYTUMU OTIAEJIaMU; MEXJ1Y TOJICTOM KUILIKON — 1 apyrumu otaenamu (p<0,01). Paznuuus mexmy
KOJIMYECTBOM JIMATHO30B, OTHOCSIIITMXCSI K XKEJTYAKY U TTUIIEBOY, He3HAYUMBI.
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KaTapajbHble W 3PO3UBHO-SI3BEHHbIE M3MEHEHUST BEPXHMUX
OT/IEJIOB XeJTyTOUHO-KUILIEYHOTO TpakTa (TadI. 2). Dpo3uB-
HO-SI3BEHHBIE TTPOIIECCHI Yallle BCTPEYAMCh B JIBEHAIIA-
TUTIepcTHOM KuIke (B 50% ciydaeB), peske — B TUIIIEBOIE
(B 17,6%), pexe Bcero — B xxenynke (B 2,7%; p<0,01).

BrisiBieHa CBSI3b MEXIY 4aCTOTOM pa3BUTHS IPO3UIA
" SI3B W BO3pacToM pebeHKa. Prck dopmupoBaHus 3B
U 3pO3Uii B Bo3pacTe 10 9 JieT HIKe, YeM y JeTeit ctap-
mre 10 et ¢ mMKoM B Bo3pacTe oT 14 mo 17 jet, Korma
9TU MOpaXkeHWsI OBUTA BBISIBJICHBI TTOYTH Y 70% GOJBHBIX
¢ cunapomomM XKunsoepa (p<0,01). OcobeHHO obOpaiiiaer
Ha ce0s1 BHUMaHWe 9acTOTa Pa3BUTHS SI3BEHHO 60JIe3HU
JIBEHAILIATUTIEPCTHOM KUIITKK y IeTeit ctapiie 10 JeT.

IMonyueHHBIe JaHHBIE MTO3BOJISTIOT YTBEPKIATh, YTO CY-
IIECTBYET CBSI3b MEXKIY 3a00JIeBAHUSIMU KETyIOUHO-KHU-
IIEYHOTO TpaKTa (B TIEPBYIO OYepeIb IBEHAAIATUTIEPCTHOM
KUILIKW) 1 cuHApoMoM Kuiboepa. et rmocTymnanm B K-
HUKY C HapyHIIEHUSAMH KETYTOYHO-KUIIIEYHOTO TpaKTa,
YTO TT0 BPEMEHM COBITAAAJIO C MOSIBJICHUEM WU YCUJICHU -
eM kenTyxu. OueBHUIHO, TTOpaXkeHHEe KeTyI0IHO-KHUIIIeU-
HOTO TPaKTa BbI3bIBAE€T CHIDKEHME aKTUBHOCTH TJTIOKYpPO-
HUITpaHC(PEpa3HO CUCTEMBI TIEYSHU.

B mporiecce amOpuoreHesa TmedeHb (HOpMUPYETCS
KaK TIPOM3BOIHOE KMIIEYHOU Tpyoku. I[To OoTHOIIEHWUIO
K JBEHAIUATUTICPCTHON KUIITKE MeYeHb SBIISETCST BOJIIO-
IIMOHHO 0o0Jiee MOJIOABIM O0pa30BaHUEM, MEXIy HUMU
nmeetcst aMopuoreHernueckoe poactro [10, 11]. [Toaromy
MaTOJIOTUYECKHE TPOIIECCHl B IBEHAIATUTIEPCTHOMN KUTII-
Ke, KOTOpbIe MbI HAOJTIOAIN Y IeTelt ¢ CHHAPOMOM 2KMJTh-
Oepa, MOTYT YXyAlIaTh (PYHKIMIO TJIIOKYPOHUITPAHC-
(epaszHoOiT cHCTeMBI TeYeHU. A TaK KaK TPU CUHIPOME
Kunpbepa MMEIOTCS TeHETUYECKU JIeTePMUHUPOBAHHBIE
HapyIIeHUsT YKa3aHHOW CUCTEMBI, TO 3TO MOXET TPOsIB-
JIATHCS B BUJIE KPH3a C TTOBBIIIEHUEM YPOBHST OMIMPYOrHA.

Boina BwIgBIeHa ompeeeHHass 3aKOHOMEPHOCTb:
pa3BUTHE OpPTaHMYECKUX, Hanboyiee TSKETbIX Topaxe-
HUI (OpO3UIl M $3B) KEIYAOUYHO-KHUIIEUHOTO TpaKTa
npu cuHapome Kuaboepa xapakTepHO JIJIs IeTei cTapiie
10 neT, ocobeHHO B Bo3pacte oT 14 1o 17 net (cm. Tad. 2).

OPUINHAJIbHBIE CTATbU OBMEH OlbITOM

Kpusbl npu cunapome Kuibbepa M maTojiorust Xe-
JIYIOYHO-KUIIIEYHOTO TpaKTa B3aMMOCBSI3aHbBI, 3TO JaeT
BO3MOXHOCTb TMPEATOJIOXKUTh, YTO JIE€TU C TaHHBIM CHH-
JPOMOM BXOJISIT B TPYIIITY MOBBIIIEHHOTO pUCKa Mo (Gop-
MHMPOBAaHUIO  3a00JIeBaHUI  XKeTyIOYHO-KUIIEUHOTO
TpakTa. DTH MALIMEHTHI HYXAAIOTCS B TIPUCTAILHOM 00-
cJIeOBAaHWU, TIPOBEICHUM MEpOIPUSATUI, HaIpaBIeH-
HBIX Ha TPeAOTBpallleHUe TOPAKEHUS KETyIOUHO-KU-
IIEYHOTO TpaKTa, YTO TaKXKe CIYXKUT MPOMUIaKTUKON
KPU30B TUTIEPOUIUPYOMHEMUM.

OcHoBoli (pyHIamMeHTOM) TpoduIakTUKU 3abosie-
BaHUIA JKeJyTOYHO-KHUIIIEYHOTO TpaKTa SIBISIETCS PEKUM
MUTaHUS U AUeTa. B TMeTyecKoM paloHe BaxkKHOE Me-
CTO OTBOAMTCSI MOJIOYHBIM ITPOIYKTaM, KOTOPbIE HE TOJTb-
KO cOajlaHCUPOBAHHBI TIO0 COCTaBYy, HO M 00JIaalOT aHT-
aluaHbIMU cBolicTBamu [10, 12 ].

OCo0eHHO 3TO 3HAUYMMO IS JIETel ¢ CUHIPOMOM
Kunnbepa, Tak KaK OMTHUM U3 OCHOBHBIX MTPOBOIMPYIO-
UX (HaKTOPOB KpH3a MPU YKa3aHHOM 3a00JIeBAaHUM STB-
JiseTCs TOJoJaHWe WJIU HeperyasspHoe mutanue. [1oaTo-
My IvieTa Y PaBUJIBHBINA peXXKUM MTpreMa MU 0COOEHHO
BaXKHBI KaK JJI MPpOMUIaKTUKY KpU3a, TaK W TS TIPEIy-
MpeXIEeHUST TTOPaKEHUST JKeJTyT0YHO-KHUIIIEYHOTO TpaKTa.
B cBSI3M ¢ 9TUM MOMCK TTOJIE3HBIX TPOAYKTOB CTAHOBUTCS
OJIHOI U3 TIPUOPUTETHBIX 3a1a4.

AHamM3  BO3PACTHBIX OCOOCHHOCTE  BBISIBUI,
YTO MUK TIOPaKEeHUs KETYAOYHO-KUIIEYHOTO TpaKTa,
a TakXe 4acToTa BO3HMKHOBEHUsS KEJITYXW TPH CHUH-
npome XKniabbepa TIpUXOISITCS Ha BO3pacT AeTeil ctap-
mre 10 yet, ocobeHHo 14—17 net. B coBpeMeHHOI KU3HU
WMEHHO B yKa3aHHOM BO3pacTe MOAPOCTKHU Yallle Hapy-
AT TUETY, HEPETYISIPHO MUTAIOTCS; OCHOBHBIMU MPU-
YUHAMM HapyIIeHU OCTAl0TCS COLUMaNbHbIE (DaKTOPHI:
MOBBILIEHWE YYEOHBIX HATPY30K, OOJIbIIOE KOJIUYECTBO
JOTIOTHUTENIbHBIX 3aHATUI, YMEHBIIEHUE POIUTEHCKO-
TO KOHTPOJIS U T.II.

C 9THX MO3ULINI MPUBJIEKAIOT BHUMaHUE MOJIOYHBIE
KOKTEWMJIM ¢ BAaHWJIBbIO M Kakao TOJ TOPTOBOM MapKOii
«®pytoHsHsa» (OAO «[TPOT'PECC»). Haunbie «DpyTo-

Tabauya 2. YacToTa BCTpe4aeMOCTH 3PO3MBHO-SI3BEHHBIX NMPOLECCOB B XKeIyI0YHO-KHIIEYHOM TPaKTe Y JeTeil pa3Horo Bo3pacra

¢ cunapomomM Kuinoepa, aoc. (%)

Jlokanusanus Bospacr nereit

TOpaKeHMs1 3—6ner (n=10)  7-9mer (n=22)  10—13 ner (n=52) 14-17 (n=98) ¥ (1=182)
DpOo3uN MHIEBoaA 1(10) 1(4,5) 8 (15,4) 22 (22,4) 32 (17,6)
Dpo3uM KenyIKa 1(10) 0 1(1,9) 33,1) 52,7)
Sposun JATMK 0 1(4,5) 3(5,8) 16- 16,3) 20 (11,0)
Ao Bt 0 4(18,2) 18 (34,6) 49 (50,0) 71 (39,0)
ATIK
Bcero nereii ¢ apo-
3UBHO-A3BEHHBIMU 1(10,0) 5(22,7) 23 (44,2) 68 (69,4) 97 (53,3)

TIOpa’kCHUAMNU

Ilpumeuanue. KonuuecTBo aeteit B cTpoke «Bcero neteil ¢ 3po3uBHO-3BEHHBIMU MMOPAXXEHUSIMU» HE COBIAIAET C CyMMOI JieTeil B cToyo1ax,
TaK KaK ObUTH OOJbHBIE, Y KOTOPHIX UMEJIO MECTO COYETAaHHOE 3PO3MBHO-SI3BEHHOE TOPaKeHMe PA3TNIHBIX OTAENIOB KeTyIOUHO-KUIIEUHOTO
tpakTa. AITK — nBeHaguarunepcTHas Kuuka. Paznuuust Mexay 4acToToll 9pO3UBHO-sI3BEHHOTO TIOpaxkeHusl nmuieBoaa, xenyaka u ATK no-
croBepHbl (p<0,01). Paznuuns 10cTOBEpHbI B 3aBUCMMOCTH OT Bo3pacTta pedeHKa: Mexay aetbmu 3—9, 10—13 u 14—17 ser (p<0,01).

POCCUNCKWIA BECTHUK NMEPUHATOJIOMN U MEANATPUU, 3, 2015




bomeunves O.K. u coagm. TlopaxeHuie OTIETOB XeMyI0UHO-KUIIEYHOTO TPAKTA Y IeTell ¢ cuHapomMoM Kumbdepa

Hsus» (7,7—10 r B 100 1) mpencrapieHa Kak MTpOCTHIMU
yIJIeBOAAMU — caxXapoM, YTO TIpUAaeT MPUSTHBIA BKYC
U OBICTPO TIOTIOJHSIET 3aIrachl DHEPrUU B OpTaHM3Me,
TaK M CJIOXHBIMU YIJIEBOJAMU — KYKYPY3HBIM Kpaxma-
JIOM (BXOIMT B COCTAB MOJIOYHOTO KOKTEHUIISI C BAHWIIBIO)
WY KappariHaHOM — HaTypaJbHBIM 3aryCTUTEIEM pa-
CTUTEJIBHOTO TIporcxXoxaeHus [12, 13]. DT KOMIOHEHTbI
HE TOJIbKO CITOCOOCTBYIOT OBICTPOMY HACHIIIIEHUIO U TN -
TEJIBHOMY UYBCTBY CHITOCTU peOEHKa, YTO 00eCTIeUnBaEcT-
Cs1 BBICOKOU TIUIIEBOM TIEHHOCTBIO TIPOIYKTa, HO W CITy-
KaT MpoUIaKTUKE pa3IMyHoOro Buaa pedtokcoB. B To
K€ BpeMsl B JaHHBIX MPOIYKTaX YIJIEBOIOB MEHBIIIE, YeM
B KOHIUTEPCKUX M3AENUSIX, KOTOpbIe TaK JIIOOAT HETH.
KamopwuitHocTh cocTasmstet 60,5 kkan/100 'y BAHUIBHO-
ro KokTeins, 76,4 kkan/100 r — y KOKTeIs ¢ Kakao; co-
nepxkaHue 6eakoB — 2,7 r Ha 100 r BAHMJIBHOTO KOKTEMIIST
u 5,5 r Ha 100 r KokTeiinst ¢ Kakao, xxupoB — 2,1 ru 2,8
B 100 r cooTBeTcTBeHHO. TO €CTh JAaHHBIE MOJIOUHBIE KOK-
TEWIN SIBJISIIOTCSI HE TIPOCTO JIAKOMCTBOM, a TMOJIHOLIEH-
HBIM TIPOAYKTOM MHUTaHUsA. XOTS MHOTHUE AT HE JIIOOSIT
MMUTh MOJIOKO, MPUSITHBIE Ha BKYC MOJIOYHBIE KOKTEIIIH,
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OPUINHAJIbHBIE CTATbU OBMEH OlbITOM

JIuHaMHKa 3200/1€BaeMOCTH M HCXO/I0OB PA3BUTHA K 3 roJIaM JKHU3HH Y HeIOHOIIEHHbIX
JeTeil, Ha0I0AABIIMXCS B CIENHATM3NPOBAHHOM HIEHTPe

E.C. Caxaposa, E.C. Kewuwsn, I'A. Aramosckas

HayyHo-nccnenoBatenbCkuii KNIMHUYECKUIA MHCTUTYT neamaTtpumn FBOY BMO «Poccuinckmii HaLMoHanbHbI nccnepoBaresb-
CKNUIN MeguuuHCKUn yHmBepcuteT um. H.W. Muporoea», Mockea

Trends in morbidity rates and developmental outcomes by 3 years of life in premature
children followed up in a specialized center

E.S. Sakharova, E.S. Keshishian, G.A. Alyamovskaya

Research Clinical Institute of Pediatrics, N.I. Pirogov Russian National Research Medical University, Moscow

CraTbsi NOCBSIIEHA AHAJIU3Y 3200J1€BAEMOCTH H HCXOJIOB PA3BUTHS IIy0OKOHEIOHOLIEHHBIX JeTeii mepBbiX 3 JieT xku3Hu. O6cieno-
Banbl 2860 HeoHOLIEHHBIX AeTeil, B ToM unciie 1386 aereii ¢ maccoii Tena mernee 1500 r B meproast 1997—2008 rr. u 2008—2014 rr.
CoBepieHCTBOBAHME TAKTHKH BbIXAXKMBAHHUSA ITy0OKOHEIOHONIEHHBIX JeTel 3a nociaeanne 10 jet npuBesio K 3HAYNTEIbHOMY CHHU-
JKEHHIO YaCTOThI 3200/1€BAHMIA, CBA3AHHBIX C HEIOHOIIEHHOCTHIO, — XPOHHYECKHUX 3200JI€BAHMIi OPTAHOB JABIXAHHS, TSIKEJIBIX HEB-
POJIOTHYECKHX HAPYIIEHHA, CJIy4aeB TSKEION PETHHONATHH, A TAKXKE K YIy4lIEHHIO IoKa3aTeJieil (pu3nIeckoro u ncCHXOMOTOPHOro
passutus K 3 ronam xusuu. [loguepkuBaercsi BAXHOCTh TPEXITANMHOIM CHCTEMbI HADJIIOIEHUS HEJOHOUIEHHbIX JeTeil C eJIbI0 CBOe-
BPEMEHHOT0 BbISIBJICHHS MATOJIOTHH M ONpeeeHIs ONTUMAIbHON TAKTHKH PAHHET0 BMENIATEIbCTBA.

Karouesvte caosa: nedonouiennble demu, 3a601e6aemocms, pasgumue, nociedyloujee HabaooeHue.

This article analyzes morbidity rates and developmental outcomes in very premature infants in the first 3 years of life. A total
of 2860 premature infants, including 1386 infants with birth weight less than 1500 g, in the 1997—2008 and 2008—2014 periods were
examined. In the past 10 years, improvement of nursing tactics for very premature infants has led to a considerable reduction in the
rate of prematurity-related diseases: chronic respiratory diseases, severe neurological disorders, and severe retinopathy, as well as
to an improvement of physical psychomotor development indices by 3 years of life. Emphasis is laid on the importance of a three-step

follow-up system in timely detecting a disease and defining the optimal tactics of early intervention.

Key words: premature infants, morbidity, development, follow-up.

BHaCTOHLuee BpeMsl Ha (DOHE COBEPILICHCTBOBAHUST TaK-
TUKW BbIXaXKMBAHWS YBETMIMBACTCS TIPOLICHT BHIKUB-
WX HEJIOHOIIEeHHBIX neTeil. CoBpeMeHHbIe TEXHOJIOTUU
TTO3BOJISTIOT COXPAHUTD KU3Hb 9KCTPEMATBHO HE3PETbIM Jie-
TSIM, POXKIEHHBIM B cepeinHe cpoka 0epeMeHHOCTH [1-3].
ITpu aTOM OTMEUaeTcst obpaTHast 3aBUCUMOCTD MEXKTY MJTa-
JIEHYECKON CMEPTHOCTBIO, 3200JIEBAEMOCTBIO U TeCTAllMOH-
HBIM BO3pacToM pebeHka |2, 4—9].

M3BecTHO, 4TO y OOJBIIMHCTBA 3KCTPEMAaJIbHO He-
JIOHOIIEHHBIX IeTell OTMEUAIOTCST OCIOKHEHMS TIepruHa-
TaJbHOTO TMEepPHOAa B BHUIE AbIXaTeJbHOW HEAOCTATOYHO-
CTH, WH(MEKUNI, KPOBOMBIUSIHUI B MO3T, HapyIIeHUS
3pEeHUsI, KOTOPbIE BIIOCJIEACTBUE MOTYT MTPUBOJIUTH K XPO-
HUYECKNM 3a00JIeBaHUSIM. Y AeTel C MAcColi Tejia IIpH po-
xaeHnn mMeHee 1500 1 mo-TipexkHeMy OTMedaeTcsl BbICO-
KU PUCK HEOJIaroNpUsITHBIX MCXOIOB, XOTs Ha CETOMXHS
MMeeTCs TeHIECHIMS K YMEHBIIEHUIO YacTOThl Hapyle-
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HUST TTO3HABATEJIBHOTO Pa3BUTHS U TMOBEAEHYECKUX OCO-
oenHocrelt [3, 7, 8, 10].

JInst uccienoBaHus 3a001€BaeMOCTH U OCOOEHHOCTE I
OTIAJIEHHBIX MCXOMOB Pa3BUTHUS HEIOHOIICHHBIX HETei
BO MHOTHX cTpaHax (GYHKIIMOHUPYET CUCTeMa TTOCTIeAyIO-
mero HabmoaeHus (follow-up system) [8]. B Harreii ctpa-
He Takke (hopMUpyeTCsl TpexaTallHas CUCTeMa OKa3aHUsI
MEIULIMHCKOM MTOMOIIY HeJTOHOIIEHHBIM JIETSIM:

I aTan — poawIbHBIE TOMa, OTIEICHUS peaHUMAalun
1 MHTEHCUBHOM Tepanuu;

IT sram — OTHe/NeHUsT MAaTOJOTMU HOBOPOXKIECHHBIX
B CITELIMAIM3UPOBAHHBIX MIEPUHATATLHBIX IIEHTPaX, MHO-
TONMPOMUIBHBIX TOPOACKUX OOTBHUIIAX;

III sram — kabOuwHeTHI «KaTaMHe3a» IIpU ITIepUHa-
TaJbHBIX LEHTPaX WM CIEeLMaTU3UPOBAaHHBIE ILIEHTPHI
JUTST HEIOHOIIIEHHBIX IeTelt Ha 6a3e KPYITHBIX 00JaCTHBIX
WJIM TOPOACKUX OOJIbHUII.

WHTeHCcHBHAsT Tepanusi HOBOPOXAECHHBIX W TaKTUKa
BBIXaKMBAaHMS HEJIOHOIIIEHHBIX JETeil TpeTeprieia Cyiie-
CTBEHHBIE M3MEHeHHUs 3a mochenHue 15 yet. OcHOBHOM
LIEJTbIO YCOBEPIIEHCTBOBAHUIA SIBISIETCSI HE TOJBKO CO-
XpaHeHWe XXU3HU pebeHKa, HO U YJIyJIIeHUe OTAaIeHHBIX
HCXOMOB, T.€. YAydUllleHWe KayecTBa WX KM3HU W KU3HU
ceMbH. [10aTOMY MBI COITOCTaBUIN 3a00JI€BAEMOCTbh, HEB-
POJIOTUYECKUE OTKIIOHEHUST Y HApYIIEHUST pa3BUTHS, CBSI-
3aHHBIE C MMPEXKAEBPEMEHHBIM POXKIEHUEM, B 3aBUCHUMOCTH
OT BHEIPEHUS HOBBIX ACTEKTOB TAKTUKM BHIXaXKMBAHUS
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Caxapoea E.C. ucoasm. [lI/IHaMI/IKa 3a00J1€BA€MOCTH 1 UCXOTI0B Pas3BUTUA K 3 roam XXu3HU Y HEAOHOLIEHHBIX NETEHA. ..

B HEOHaTaJIbHOM Tiepuone (mopomosasi TpodulaKTUKa
pecIMpaTopHOTO AMCTpecc-CUHApoMa, Oojee OepexkHoe
U KOHTPOJMPYEMOE pojopa3pelleHne TMpu TpexkaeBpe-
MEHHBIX pPOJaX, OpraHu3alMs IepUHATATbHBIX IIEHTPOB
W1 OCHAIlleHME peaHUMAlLlMOHHBIX OTHEJICHUI, BHEAPEHUE
U YCOBEPIIEHCTBOBAHME METOIOB IEPBUYHON peaHMMa-
i, CPAP', MOHUTOpHOE HaOJIOAEHUE, I03UPOBAHUE
JTOTIOJTHUTETbHOTO KUCIIOpOJa, MCIOMb30BaHUE Crelra-
JIM3UPOBAHHBIX MPOAYKTOB MUTAHMS TSI BCKAPMJIMBAHUSI,
¢opTrrKaTOPOB TPYTHOrO MOJIOKA, IIMPOKOE yJyacTHe
poauTesieil B IIPOLIeCCe BBhIXaXKUBAHKS, BHEIPEHE METOA
«KEHTYpY»), a TAKXKe C YUETOM CIEIMATM3UPOBAHHOTO O~
cienyrotero Haobmoaenwus [1, 5, 11-16].

Lleab paboThI: oleHKa 3(PHEKTUBHOCTH CITY>KOBI «I10-
clieyIolero HaOMoAeHUs» Ha TIpUMepe aHajiu3a pabo-
Thl LleHTpa KOppeKLnu pa3BUTHUSI HETOHOIIEHHBIX IeTei
HayuHo-uccenoBaTeIbcKoro KIMHUYECKOT0 MHCTUTYTA
neauaTpum.

XapaktepucTtuka peteu U MeToAbl UCCNeAoBaHNUSA

IMpoBeneH aHaaM3 TO3HABATEIbHBIX, TTOBEICHUECKUX,
HEMPOCEHCOPHBIX M COMATMYECKUX MCXOIOB K BO3PACTy
3 JIeT y HeTOHOIIIEHHBIX JeTeil, HAOMIOAaBIINXCS U TTOJTy-
YyaBIIMX JIEYEHUE B LIEHTpE 3a 1 5-7eTHUIi Mepro ero cyliie-
ctBoBaHMs. Heo6X0aMMO OTMETHTD, UTO JaHHBIE HE SIBJISI-
JOTCSI KOTOPTHBIMU, TaK KaK MbI He MOTJI ITPOBECTH aHAJTU3
y BceX HEMOHOIIECHHBIX IeTel, POIUBIIMXCS 3a STOT TIepH-
Oll, a TOJIGKO TI0 0OpaIllaeMOCTA M HAIPaBIEHUIO B LIEHTP
KOPPEKIWY pa3BUTHS IeTeli paHHETO Bo3pacTa.

O6beM uccaenoBaHus BKirodan 2860 meteit ¢ recra-
LIMOHHBIM Bo3pacToM MeHee 37 Hem. [l ompeneneHMs
MWHAMUKKU TIOKa3aTesnell 3a00J1eBaeMOCTH, OILIEHKU (-
(eKTUBHOCTM HAOIIOACHUSI M CBSI3U C OCOOEHHOCTSIMU
BBIXaXKMBaHUSI B HEOHATAJIBHOM TIEpUOJE MBI Pa3meTvIN
HaOJTIOIaeMbIX JIETEl 1O TOY POKIEHUST U TIEPUOTY HaOJTIO-
JIeHUsT Ha aBe rpynmbl: 1-g rpymma (1160 mgeteit) — 1997—
2007 rr; 2-a rpynma (1700 nereit) — 2008—2014 . B 3aBu-
CUMOCTH OT MacChl TeJIa TIPY POKIECHUN 1 CPOKA TeCTallun
OBLIY BbIACJCHBI TTOATPYIITIBI HaOMoaeHYs (Ta0I. 1).

Pe3ynbTrathl U 06CyXaeHue

AHanu3 nokasbiBaeT, 4To ¢ 2008 . oT™MeuaeTcs 3Ha-
YUTEJbHOE yBEJIMYEHUE MOTOKA HEJOHOIIEHHBIX JeTei.
B nrepmon ¢ 1997 mo 2007 1. B ieHTp obOpamanuch 10 110
nereit B roa (okoso 10 mereii B mecslr), a 3a MocCHe-
Hue 7 JIeT KOJIMYECTBO AeTell YBeINInaoch 1o 284 B o
(mo 28—30 nereii B mecsiiy). OcOOEHHO BaXXHO OTMETUTD
yBEJIMYEHUE B TIOCJIETHUE TO/IbI JOJIM HETOHOILIEHHBIX JIe-
Teil ¢ OYeHb HU3KOI Maccoit Tesia Mpu poxkaeHuu — B 1,5
pasa 1 ¢ 3KCTpeMaJbHO HU3KOI Maccoii Tesia — B 3 pasa.

[TonyuyeHHBIEe TaHHBIE YKa3bIBAIOT HA POCT YMCJIA BbI-
JKMBIIMX AETEW C HU3KOW U DKCTPEMAIBbHO HU3KOW Mac-
COii Tejia TIpU POXKAEHWM, a TakKKe Ha yCWIeHUE 3HAuM-
MOCTH pabOThI LIEHTPA CPeIM HEOHATOJIOTOB, HEBPOJIOTOB

! MeToauka caMOCTOSITEIbHOTO IbIXaHUs T MOCTOSIHHBIM TOJI0-
KWUTEJIbHBIM JaBJICHUEM.

U TreanaTpoB. Bo3pocia yBepeHHOCTh Bpaueil B He00X0-
JUMOCTHU CTeIaTU3UPOBAHHOTO HAOIIONEHUST HETOHO-
IIEHHBIX JeTeil, yBeIWIMIach MOMYISIPHOCTh JAHHOTO
BUIa MEIUIIMHCKOM TTOMOIIY CPeId POIUTENIei, KOTOphIE
HYXIAIOTCS B TIOMOOHOM TOAAEPKKE W, COOTBETCTBEHHO,
TPOSIBIISIIOT OOJIBIIYIO MPUBEPKEHHOCTh B OTHOIIEHUU
PEKOMEHIAINN CITeNATNCTOB.

AHaIIM3 TIOKa3bIBaeT, YTO B TIOCIEIHME TOABI 3HAYM-
TeJIbHO CHU3MJIACH TSDKECTh 3a00JIeBAaHU HEOHATAJIBHOTO
neproga — 0oJe3Heil OpraHOB AbIXaHWS M LIEHTPAILHOM
HepBHOM cucTeMbl. [TpUYMHON TOMY CIIy>KUT COBEpPILEH-
CTBOBaHMUE aKyIIEPCKUX TAKTUK, B YaCTHOCTH, IPUMEHEHME
CTepOUIOB B aHTEHATATbHOM TEpHUOJe, YIydlllalolee Co-
3peBaHMe JIETKUX 10 MOMeHTa ponoB, a ¢ 2007 r. mmpokoe
M JIOCTYITHOE B Halllei CTpaHe MCITOJIb30BaHNE 9K30T€HHOTO
cypdakTaHTa cpa3y Moclie poKICHUST B COUETAHUU C TTOJI-
60pPOM ONTHUMAJIBHBIX PEXKUMOB BEHTUJISILIUN Y BHEAPEHUS
meronuku CPAP [1, 11, 17]. Tem He MeHee abIXaTeJbHBIC
paccTpoiicTBa ObUIM BbIPaKEHBI Y IeTel 00erX IPyIIIT: 3KC-
TpeMaJIbHO HEeJOHOIIIeHHbIE B TeYeHUE UTUTETHHOTO Bpe-
MEHHU HYXIAINCh B pECITUPATOPHOI MOIIEPKKE.

TTponoHrpoBaHHAass MHTYOALIMS Y MEXaHWUYeCKast BEH-
TUJISILINS Y AeTeil Ooyiee TTO3MHEro Teproaa HaOIIoaeHUS
npuMeHsuTich pexe (y 89% B 1-ii rpymimie; y 21% Bo 2-ih),
MHOTUM (84%) BKCTpeMaJbHO HEIOHOIIEHHBIM JETSIM
C TIEPBBIX CYTOK XKU3HU MMPOBOAMIIACH PEeCTTUpaTOpHAas MO -
nepxka merogoM CPAP. ODTo 3HauuT, 4TO IETU 2-f TPYTITIHI
B MEHBIIIEN CTETEeHW WCITBITHIBAIM HETaTUBHOE BIUSTHHE
BBICOKMX KOHLEHTPALIMII M OMAcHBIX KOJIeOaHU KUCITO-
pona, yIJIeKUCIIOTo ra3a, apTepuaabHOTO JaBJIeHUS U IPY-
X (U3NOJIOTUIECKUX Bapraluii. DTo MPUBEJIO K 3HAYU-
TEIBHOMY CHIKEHUIO YaCTOTHI TSKEIOTO PECITMPATOPHOTO
JMUCTPECC-CUHAPOMA Y JIeTeil 2-i1 TPyIIIbl TI0 CpaBHEHUIO
¢ 1-11 (y 95% B 1-11 rpymimie; y 48% Bo 2-i1).

VY sKeTpeMallbHO HeTOHOIIEHHBIX JeTell 00enX TpyTI
YacTo BCTpeyasach IMOCTHATaIbHAsI TOCTIUTAIbHAsT MH(bEK-
LM, TAK KaK IMEePUOJ BEIXaXKUBAHUS Y HUX ObLT OYeHb JJTUH-
HbIM (98,6+15,7 mast B 1-i1 tpymimre; 90,3+10,5 nHsa — Bo 2-i1).
W3BecTHO, 4TO MHMEKIIMU MOTYT SIBJSITbCS PE3YJIBTaTOM
JUTUTEJTBHO CTOSIIIIMX KATeTEPOB U APYTUX MHBa3UBHBIX BO3-
nevictBuii. [1pu aHanmse mokasareseil Mbl MOJTYYMIN J0-
CTOBEPHOE CHIKEHUE CPOKOB TTPUMEHEHNs aHTUOMOTUKOB
y nereii 2-1 rpynmsl (31,4+1,3 u 20,1+2,4 nusa B 1-i1 u 2-i1
rpyrnax coorBercTBeHHO; p=0,0001).

Haubombiieir mpobiaemMoii y aeteit 00eux rpymit ObL10
obecricueHre afeKBaTHOTO THUTAHUSI B HEOHATAJBHOM
nepuoae. HapyireHue mpupocTa Macchl, JJIWHBI Tela,
OKPYKHOCTHU TOJIOBBI (00111as1 TpoGIeMa HOBOPOXKIEHHBIX
MepPBBIX HEJENb XU3HU) YCYTYOJISI0Ch YACTBIMU 3ITH30-
JaMU CETICHCa, YTO MPUBOIUIIO K TIepepbiBaM dSHTEpab-
HOTO M mapeHTepajbHOro nurtaHus. [locieaHee ObLIO
OYeHb OMACHBIM, TaK KaK MOTJIO MPOBOLMPOBATL HApy-
IIeHWe POCTa MO3Ta B HEOHATAILHOM TIepUOIe U HEBPO-
JIOTUYecKre HapylleHus B gainbHeimem [10, 15, 18, 19].
TTpu aHanM3e TOJy4eHHBIX JaHHBIX OBUIO YCTAHOBIIEHO,
YTO MapeHTepalbHOe TMUTaHUe TOCTOBEPHO 0OJiee YacTo
noJtyyanau aetu 2-i rpynmsl (29,8+14,9 u 33,3+15,3 nHsa

POCCUNCKWIA BECTHUK NMEPUHATOJIOMU U MEANATPUN, 3, 2015




B 1-11 1 2-# rpynmax cooTBeTCTBeHHO). OIHUM U3 MoKa-
3aTesieil 2 (HEKTUBHOCTU BHIXaXKMBAHUS MOXHO CUMTATh
JIOCTVDKEHUE TIPUPOCTa ToKazaTesieil (pU3nIecKoro pas-
BUTHST HETOHOIIEHHOTO peOeHKA B COOTBETCTBUM C TEM-
rnmamMu BHYTpUyTpoOHOro pocta tuioga. K 40 Hem moct-
KOHIIENTYaJTbHOTO BO3pacTa HEIOHOIIEHHbIE NeTH 2-U
TPYIIITBI UMETU TOCTOBEPHO OoJiee BBICOKME TTOKa3aTen
(pmzmyeckoro pa3BUTHS B CpaBHEHUU C 1-i TPYITIIONA.
B ywacTHOCTH, Macca Tejla K 3TOMY BO3pacTy y AeTeit 1-i
u 2-1 Tpym coctaBuia 2282,24+343.5 u 2589,6+445,0 v
cootBercTBeHHO (p=0,000001). DTOT pe3yabTaT 00YCIOB-
JIeH, BO-TIEPBBIX, U3MEHEHHWEM TTOJIX0/Ia K BCKapMJIMBa-
HUIO: BHEAPEHUEM MWHHUMAJIBHOTO TPO(PUYECKOTO MH-
TaHWS C TIEPBBIX CYTOK XU3HU, COXpaAaHEHUEM TPYITHOTO
BCKapMJIMBaHUSI, WCIOJb30BaHUEM (hOPTU(HUKATOPOB
TPYIHOTO MOJIOKA M CTICIIMATU3UPOBAHHBIX CMeCel ¢ 1ie-
JIbI0 0OecTieueHUsT aicKBaTHOTO KOJTMYeCcTBa OeKa 1 Ka-
JIOPUI C TIEPBBIX CYTOK XMU3HU. BO-BTOPBIX, COBEpIIEH-
CTBOBaHWE TAKTUKM BBIXaXXWBAaHMWS Ha CTallMOHAPHOM
JTare B LIEJOM CITOCOOCTBOBAIO OoJiee 6I1aronmpusiTHOMY
TEYeHUIO TIeproIa amanTalry W yayqIIeHUIo KaK paH-
HUX, TaK ¥ OTIAJICHHBIX UCXOIOB Pa3BUTHSI.

B tabn. 2 npeacrtaBieHbl JaHHBIE HAOMIOACHUM, OT-
pakaronIux ypoBeHb 3a007eBaEMOCTH U UCXOIbI COCTOS -
HUI, XapaKTepHbBIX U1 HeIOHOIIEHHBIX IeTeH K BO3pacTy
3 jeT. BBICOKMIT TTPOIIEHT HEBPOJIOTMUECKUX HapyIIeHU
y JeTeli paHHEero Mepuoma HaOMIOAEHUS OOBSICHSIETCS
TEM, YTO B MePBbIC TOIbI K HAM HATIPaBJISUTUCH JIETH C 3a-
BEJOMBIM PUCKOM HeOJaronmpusTHOrO MCXoJa: MalreH-
THI C TSDKEJTBIM TIOBPEXACHUEM LIEHTPATbHON HEpPBHOM

OPUINHAJIbHBIE CTATbU OBMEH OlbITOM

CUCTEMBI — BHYTPMKETYJTOYKOBBIMU KPOBOM3IUSIHUSIMU
3—4-ii cTemeHW, TOCTreMOpparndeckoil ruapolueda-
JIMEH, TIEpUBEHTPUKYISIPHOU JEMKOMASIIIMEN, KUCIIO-
pOJI03aBUCUMBIE NETH ¢ OPOHXOJIETOUHOMN MWCIUIa3Uei.
B nocneaHue ronbl — B OOJbIIEH CTENEHU TJIAHOMEPHO
HarpaBJISIIOTCS] HETOHOIIIEHHbBIE IETU C HU3KOM U 3KCTpe-
MaJIbHO HU3KOW Maccoi Tejia Mpu poOXICHUU.

AHanu3 ucciaenoBaHus 3a0071€BaeMOCTH TTOKa3bIBa-
€T, UTO B HACTOSIIee BPEMSI OTMEUAeTCsl TOCTOBEPHOE
CHIDKEHME YaCTOThI TSIKEIbIX (OpM IEeTCKOro liepe-
opanbHoro napanuua (JILIIT). Tak, k 2014 . otMeueHa
TeHAeHIMsT K ctabunuzauuu vactorsl LI, a nmeH-
HO — CHMXXEHHUEe KOJMYeCTBa TSKeIbIX (opM JaBUTA-
TeJIbHBIX HapylIeHWil. DTO XapaKTepHO JUIsl IeTell C re-
CTallMOHHBIM Bo3pacToM 28—31 Hem, olHAKO y JeTeid,
poxXaeHHBIX 10 28 Hen rectaumu, yacrtora JLIIT ocra-
J1ach 6€3 CyIIeCTBEHHBIX U3BMEHEHUIA.

3HAUYUTEIbHO CHU3WJIOCHh KOJIMUECTBO CJIyvyaeB pe-
TUHOMATUM 3—5-i1 CTeNeHM cpelau JAeTeil, POKICHHBIX
B MoOCKBe U APYTUX KPYIHBIX TOPOJAX C COBPEMEHHbBIM
OCHAIIlEHUEM MEIMLMHCKMX yupexneHuii. OmHako aTa
npobsemMa COXpaHsIeTCSl B OTHOIIEHUM HETOHOIIEHHBIX
NeTel, KOTOpble MOCTYIAOT K HaM U3 OTHAJeHHBIX pe-
ruoHoB Poccuu. Kpome Toro, CHMU3MIOCH KOJUYECTBO
MUOITMU, YaCTUYHOM aTpod 1 3pUTETHOTO HepBa, Peru-
CTPUPYIOTCSI JTUIIb €AMHUYHBIE Cllydyan Tyroyxoctu. He-
BBICOKMM OCTaeTcsl TokasaTesib 3aboneBaeMoctu OPBU
B TeYEHUE Bcero nepuoaa HabmoaeHus1. Bee aTo siBisieT-
Csl CIEICTBUEM YJIyUIIIEeHUsI OKa3aHUs MEIUILIMHCKOM 10~
MOIIIY HEJTOHOIIIEHHBIM JIETSIM.

Taéﬂuua I Pacnpeneﬂeﬂne HeJIOHOLIEHHBIX JeTei 1Mo reCTallMOHHOMY BO3PacCTy U MaccCe TeJia PU POKICHUM 3a NEPUO Ha0mone-

g 1997—-2014 rr., aoc. (%)

Macca tena TIpU POKICHUHN U TeCTAlMOHHBIA BO3pacT neren

Tompr DHMT OHMT HMT
I'B<28 Hen I'B 32—29 Hen. I'B 36—33 Hen.
1997—2007 (1-4 rpynmna;
n=1160) 70(6) 320 (26,7) 770 (66,4)
2008—2014 (2-g rpymma;
n=1700) 282 (16,6) 714 (42) 704 (41,2)

Ilpumeuanue. HMT — Hu3kas macca tesia ripu poxaeHn; OHMT — oueHb HU3Kast Macca Tesia npu poxiaeHun; DHMT — skeTpeMalibHO HU3Kast

Macca Teja Impuv poXIaCHNUMn, I'B — recraiimoHHbIi BO3pacT.

Taéﬂuua 2. YDOBCHL 3200J1€BAEMOCTH 1 UCXOIBI COCTOSIHMIA, CBI3aHHBIX C NEPUHATAJIBHBIM NEPHOAOM Y HEIOHOIICHHBIX nereit

K BO3pacTy 3 Jjet 3a nepuoa Hadomonennsa 1997—2014 rr. (8 %)

1-s rpynma (1997—2007 rr),

2-s rpynma (2008—2013 rr),

Hosozoris n=1160 n=1700 2

JLIT 25 19 0,0021
CrnaboBuaeHue 7 3 0,00001
Tyroyxoctb 1 0,3 0,012

BponxuanbHast actma 22 4.8 0,00001
YbJ 26 7 0,00001
AHemust 68 12 0,00001
Paxur 38 8 0,00001

Ilpumeuanue. JUTT — netckuii uepedpanbHblit napaiuy; Y6/ — yacro Goserouiue aeTu.
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Caxapoea E.C. ucoasm. [lI/IHaMI/IKa 3a00J1€BA€MOCTH 1 UCXOTI0B Pas3BUTUA K 3 TrogaM XKHU3HU Y HEAOHOIIEHHBIX NETEHA. ..

OCHOBHBIM JOCTVKEHUEM TIOCIETHUX JIET SIBIISIETCS
CHIXKEHUE YaCTOThI OGPOHXMATBLHOMN aCTMBI Y HEJIOHOIIEH-
HBIX AeTeil K 3 rogam XW3HU U YIydllleHUe ToKa3aTesiei
(usnueckoro pasBuths. SIpKUM TIPUMEPOM BHEIPEHUS
COBpPEMEHHBIX U 3((MEKTUBHBIX Mep MPOGUIAKTUKN CTa-
JIO TIpOBEJIcHNE Kypca TMTacCUBHONW MMMYHM3AIIUN TIPOTUB
peCMpaTOPHO-CUHIIMTUATIBHON  BUPYCHOM WHMEKINN
npemnapatoM cuHaruc. VccienoBaHus, TIpOBeACHHBIE
B HaIlIeM IIEHTpPe, TIOKa3aIi 3HAUNTETbHOE CHIDKCHUE Ja-
CTOTBI O0OCTPEHMIT OPOHXOJIETOYHOM AMCIITa3uK Ha (DOHE
teueHust OPBU, uto coBmamaeT ¢ maHHBIMU APYTUX pOC-
CHICKUX IIEHTPOB U 3apyOeXHBIX KoJter [20].

[MomydeHHBIE pe3yNBTaThl  OTPaXKalOT — YIIydIlIeHWe
ToKasatesieil (hU3MYecKOro pa3BUTHS JIeTeld, HaOJo-
JABIIUXCST B TIOCJIEAHUE TOABl. MBI CMOIJIM BHEIPWUTH
COBpPEeMEHHbIe METOAWKM M pa3paboTaTh COOCTBEHHBIE
MOAXOIBI K BCKApMJIMBAHUIO HEAOHOIIEHHBIX AeTel, Me-
JMKAMEHTO3HOM KOPPEKIINK SHEPTETUIECKOTO AeUIInTa,
dopmupytolierocst y riy0OKOHETIOHOIIEHHOTO pebeHKa
B TIEpPBbIe MECSIIbI KU3HU, YTO B IIEJIOM Jajl0 CBOM pe-
3yabTathl. [1pu aHamm3e mokasareneil (hU3MIecKoro pas-
BUTHS K 12 MeC CKOPPUTHPOBAHHOTO BO3pacTa 3HAYeHUST
Macchl Teja B JBYX Tpyrax cocTaBuiau 8248,3+1055,5
u 8517,1+1140,8 r coorBerctBeHHO (p=0,12). CTatncTu-
YeCKM 3HAUMMBIX pa3vuMii TToKaszaTeieil (pu3nmdeckoro
Pa3BUTHSI, B YACTHOCTU MACChI TeJla, He ObIJIO BBISBIIEC-
HO. OIHaKO HEOOXOAMMO YYUTBIBATh, YTO BO 2-1 rpyrine
MPOIIEHT JeTel ¢ OYeHbh HU3KOM M 3KCTPEeMaIbHO HU3KOM
Maccoil Teya ObUT 3HAUMTENbHO BbIle (42% mpotus 28%
u 17% npotuB 6% coOTBeTCTBEHHO). TakuM 0Opa3oM,
HECMOTpPSI Ha OTCYTCTBHME CTATUCTUYECKU 3HAYMMBIX pa3-
JIMYUIA, MOXHO CKa3aTh, UYTO B HACTOSIIIIEE BPEMST UMEETCS
TEHACHIUS K YBEJIMUEHUIO YUCIa GJIArONMPUSITHBIX MCXO-
JIOB TI0 (PU3MYECKOMY Pa3BUTHUIO Y HEMOHOIIEHHBIX AeTei
Mo cpaBHeHUIO ¢ cutyarmein 10-netHeit naBHocTH. Tak-
K€ MOXHO CIIeJIaTh BBIBOM, YTO B HACTOSIIIEE BpEMST IETH
C OYEHb HU3KOW W DKCTPEMAIBHO HM3KOW Maccoil Tesa
MMeEIOT 3HAYNTETLHO OOJIBIIE IIIAHCOB Ha OJIAarONPUSATHBIE
HCXOIbl (PU3MYECKOTO Pa3BUTHSI YK€ K KOHILY IepBOTO
rona Xu3Hu. DT0 0COOEHHO BaXXHO, €CITN YIeCTh TTOATBEP-
SKIEHHYI0 MHOTOYMCJICHHBIMU WMCCIEIOBAHUSIMU KOppe-
JIAIUIO MEXAY (PU3UUECKUM Y TICUXOMOTOPHBIM Pa3BUTH-
eM y NIyOOKOHEIOHOIIeHHbIX eTeit [3, 7, 8, 10, 21].

Oco0eHHO XOUeTCsl OTMETUTh 3HAYUTEJIbHOE CHIKEe-
HUE YaCTOThI TAaKUX Te(PUIIMTHBIX COCTOSTHUI, KaK PaxuT
U aHEeMUS B pe3yJIbTaTe CTPOTOro MoAXoaa K MOCTAHOBKE
MarHo3a, MHAWBUAYaJIbHOTO MOA00pa cxeM mpoduiiak-
TUKU JeUNTA Kele3a, KaTbIIMeBOM HEIOCTATOUHOCTH,
nedunra BUTamMuHa D Kak peryisitopa HEWpOIHIO-
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KpHHHOﬁ JCATCJIbHOCTU, a TaKXKE€ BCJICACTBUE CBOCBPC-
MEHHOTIO ITPOBEACHUA aJIeKBaTHOM TEpAIIun.

3aknovyeHue

Takum oOpa3om, co3gaHUe U Pa3BUTHUE CIYXKObI «I10-
CJIeIYIOIIero HaOMIOAeHUS», ONTUMU3ALINAS TTOCTHATAITb-
HOTO BeIeHUsI HEJIOHOIIEHHBIX NeTeil B Halllell CTpaHe
TMIPUHOCST CBOM TIJIOMIBI.

B otnenenuu «mnocnenytoiiero HadmoaeHus» LleHtpa
KOPPEKIUK Pa3BUTHUSI HETOHOIIEHHBIX AeTell paboTaroT
CMEIUATUCTBl C IMUPOKUM KPYroM YMEHUWI W 3HaHWIA
B HEOHATOJIOTWU, TeAUaTPWH, HEBPOJOTMHU, TaCTPOIH-
TEPOJIOTUU, TeHETHKe, HYTPUIIMOJOTHH, BaKIIMHOIPO-
dunakTrKe, mpobiieMax pa3BuTHsI. HamMu mcmonb3yercs
MEXIUCIUTUTMHAPHBIN TTOAXO0A C BO3MOXHOCTBIO TIPU-
BJIeYeHUsT K OOCJIeMOBAaHUIO IIMMPOKOTO Kpyra Crierua-
JIUCTOB (HEBPOJIOTa, OKYJIUCTA, CYpAOJIora, KapauoJora,
MyJIbBMOHOJIOTa) U TIPOBEIEHMS JTAOOPATOPHBIX METOAOB
HCCIIeIOBaHUS.

Bo wm36exaHue BpayeOHBIX OIMMOOK CIEIUATUCTEI
LIEHTpa BBIACISIOT KaK TepBOOYEPETHYIO TIPOOIeMy
KOPPEKIUN COCTOSTHUSI W Pa3BUTHS HETOHOIIEHHOTO
pebeHKa Ha JaHHBIA MOMEHT OOCIIeIOBaHUsI, HECMOTPS
Ha coYeTaHMe MaTOJIOTMUECKUX peaKIIuii OpraHnu3Ma U ux
MPOTUBOPEUYNBBIX TPAKTOBOK KOHCYJBTAHTAMU, MPEIOT-
Bpalllasi MacCUBHYIO MeIWKAMEHTO3HYIO Teparuio, (Gu-
3UYEeCKHMX BO3IEHCTBUIN Ha TTAllMeHTa, 11T MUHUMU3AUKA
MOJTUTIpArMa3uy U PUCKa ATPOTEHHBIX OCJIOXKHEHMUIA.

TMonyyeHHBIE pe3yabTaThl MO3BOJISIIOT CBOEBPEMEH-
HO BBISIBJISITH MTATOJIOTHIO M COBEPIIEHCTBOBATH TEXHUKY
paHHero BMeIaTebcTBa. HecMOTpst Ha TO YTO B HACTOSI-
1mee BpeMsl TipoOiieMaMM 3a00JIeBAaEMOCTH, Pa3BUTUSI
¥ IPOMPUITAKTUKYA WHBATUIHOCTH CPEAN HETOHOIIEHHBIX
JIeTeil 3aHUMaroTCS yIeHbIe BCEro MUpa, 0 CUX TTOp HET
eMHOTO TIOAX0Ja K TaKTMKe MEIWIIMHCKOTO HaOJo/Ie-
HUSI, CpOKaM Hauaja, MPOJOJDKUTETbHOCTH W WHTEH-
CUBHOCTHU JICUEHUST HeJIOHOIIeHHBIX aerei. CosmaHue
CMelaIu3npoBaHHbIX LIeHTPOB TMOCTHEOHATAJIBHOTO
BeJcHUSI HEOHOIIIEHHBIX AeTel, KOHIEHTPALUS STHX e~
Teil JaI0T BOBMOXKHOCTh (DOPMUPOBATH HAYIHBIE MTOIXOIbI
¥ J0Ka3aTelIbHbIe TPOrpaMMbl BMEIIATENIbCTBA, KOTOPhIE
TO3BOJISIT YIYYIIUTh UCXOM, KOPPEKTUPYS (DYHKIIMOHAITb-
Hble, TIO3HaBaTeJbHBIE U TOBEACHYECKHME HapyIIeHUS.
IMpencraBieHHble HAMU JaHHBIE, OE3YCIIOBHO, BCEJSIOT
ONTMMM3M, YKa3biBas Ha TO, YTO COBEPIIEHCTBOBAHME
MepUHATAIbHOW U HEOHATAJIbHOM CITYKOBI, (hOpMUpOBa-
HUE TPEX3TAITHOM CUCTEMBI TIPUBOAIT K 3HAYUTEIIBHOMY
VIIYYIIEHUIO 300POBbsS, PA3BUTHST HETOHOIIEHHBIX AeTeil
¥ CHIDKEHUWIO MHBAJIMIHOCTH C IETCTBA.

http://icj.ru/journal/number-2-2007/114-diagnostika-i-lech-
enie-respiratornogo-distress-sindroma-rds-nedonoshennyh.
html. (Baybarina E.N., Vereschinskiy A.M., Gorelik K.D. et al
The diagnostics and treatment of respiratory- distress syndrome
in premature infants. The Project of guide of Russian associa-
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HEKPOJIOI

ITamaTu npodeccopa K. A. Cornukonoii (1918-2015)

Yuura u3 xuzau npodeccop KnaBoust AekcaHapoB-
Ha COTHUKOBA, BBIIAIOIINUICS Bpad, y4eHbI, OCHOBOITO-
JIOXKHUK OT€4eCTBEHHON HEOHATOJIOTHH.

Tpynosoit myts K.A. CoTtHukoBoii Hauajics B 1941
roay ciyxo0oii B psimax BoeHHo-Mopckoro ¢JoTa, Kyna
oHa Obla TIpuM3BaHa B Tonbl Bemmkoit OTeyecTBEHHOM
BOIHBI cpasdy mnociie okoHuaHusi HoBocubupckoro me-
JMUIIMHCKOTO MHCTUTYTa. 3ateM B TeyeHue 4 ner KitaB-
nust AJleKcaHIpoBHA paboTajia yYaCTKOBBIM TIeAUaTPOM
B MocKoBCKoOI1 00J1acTH.

C 1948 o 1984 rr. K.A. CoTHuKoOBa paborana B Mo-
CKOBCKOM HAayYHO-HCCJIEIOBATEIbCKOM WHCTUTYTE Tie-
IUaTPUU U IEeTCKOM xupypruu Mun3znapaBa P®, npoiias
MyTh OT KJIWHUYECKOTO OpIMHATOpa 0 PYKOBOAMTES
oTaena (DM3NOJIOTUN W TIATOJIOTUM HOBOPOKIEHHBIX, CO-
3IAHHOTO TT0 €€ MHUIINATHBE.

B 1962 roma Bo3HMKJIA HACylIHas HEOOXOIMMOCTh
U pecypcHasi BO3MOXHOCTb B OpraHU3alliM CIeIuai-
3UPOBAHHOM CITY>KOBI IO BBIXaXXKMBAHWIO HETOHOIIEHHBIX
neteit. Jlo 3Toro BpeMeHU HeTOHOIIIEHHBIE IeTH BhIXaXKH-
BaJIMCh B pOIMIBHBIX JOMaX, TJIe POAVINCH. BOJBITMHCTBO
13 HUX yMUPAJIO B TIEpBbI€ THU KU3HU, YTO CYIIECTBEHHO
VYXYIIIAI0 TTOKa3aTe M TepUHATAIBHOM, MJIaleHYeCKOM
CMEpPTHOCTU M KOHEYHO, 3TU HEBOCIIOJIHUMEBIE TTOTepU
BJIVSUTM Ha O0IIIyIo feMorpaduio B CTpaHe.

KnaBnust AnekcaHnpoBHa Hailljia B cede My>KeCTBO
BO3IJIaBUTh HayuyHbI oTaen B MockoBckom HUUW mne-
IUAaTPUU U IETCKON XUPYPTUU U PYKOBOACTBO KIIMHUKOMN
MO BBIXaKUBAHWIO HEAOHOIIEHHBIX JeTel, KOTOpoe pa3-
Mettasioch Ha 6aze 'Kb Nel13 . MockBbI.

KnaBnust AnekcanaposHa COTHUKOBA - 3aMeyvaTelib-
HBI YYeHBIN, Bpay, OPraHU3aTop 3APaBOOXPaHEHMUSI,
OHa CcyMeJla CO3/1aTh KOJUIEKTUB €IWHOMBIIUICHHUKOB,
eIVHBIN KOMIUIEKC HayKW W TIpaKTHKK. Takoil cuMO1o3
ObUT Hambosiee nelicTBeHHON M 3¢deKTUBHON (HopMOii
He TOJIbKO pocTa MpodecCHoHan3Ma, HO ¥ OTPOMHOTO
0o0beMa BHeIPEeHWIT HOBBIX 3HAHUM M pacripoCTpaHEeHUST
UX 110 Bceit Tepputopunt CTpaHBbI.

OnHa pykoBoauia otaeioM ¢ 1963 o 1984 rr. u pu-
JIOXKWJIa MHOTO YCWJIWIA, TOKa3bIBasi CBOMMM HAyIHBIMU
HCCIIEIOBAHUSMU U TIPAKTUYECKUM OITBITOM HEOOXOmIM-
MOCTb CO3JaHMSI CTIIEIUATbHON CITY>KObI MEIWITMHCKOM
IMTOMOIIM ¥ HAyYHBIX MCCIEIOBAHUI MO HEOHATOJOTUM.
K.A.CorHukoBa 6osiee 15 siet Obl1a TJIaBHBIM TIeAUaTPOM
M3 CCCP, oHa aBtop 6osee 150 HayyHbIX paboT, B TOM

L1

\

YUCIe TaKnX, Kak MoHoTrpadust «[ THeBMOHUY 1 TTHEBMO-
naTud HOBOPOXAEHHBIX» (1975), «duddepeHimanbHas
JIMarHOCTUKA 3a00JieBaHUIT HOBOPOXAEHHbIX» (1982),
«PykoBozacTBo o HeoHaTtonoruu» (1985) u ap., He mo-
TEPSIBIIIMX CBOETO 3HAUEHUSI B HacTosee BpeMs. [lox ee
PYKOBOJICTBOM BBITIOJTHEHO 25 TUCCEPTAITMOHHBIX PA0OT.

[lepcrieKTUBHOCT, W HOBM3HA, BBIIBUTAEMBIX €10
uneit, OONbIMe OPraHM3aTOPCKUE CIIOCOOHOCTH, yMe-
HUE YBJIeYb 32 COOOU JTroNeit, yIuBUTEIbHAsT paboTOCTIO-
COOHOCTH M BBICOKAsT OTBETCTBEHHOCTh CHUCKAJH TIPO.
K.A. CoTHMKOBOIi 60JIb1110€ YBaXXeHNE, KaK HAYYHbIX CO-
TPYIHUKOB, TaK W MPAKTUIECKUX Bpavei.

HeoHatosorust cerogHst — 3TO MoJjiofasi, TMHAMMIY-
Hasl, OBICTPO pa3BUBAIONIAsICS OOJIACTh 3HAHWI, COOT-
BETCTBYIOIIasT MUPOBOMY ypoBHI0. Co BpeMeH KitaBmuu
AJIEeKCaHIPOBHBI MHOTOe M3MeHWI0Cch. Ho oHa Obuta
mepBoii. U ee mMs HaBceTia OCTaHETCST B UCTOPUU Pa3BU-
THUST OTEYECTBECHHON IMeANaTPUN M HEOHATOJIOTHH.
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HEKPOJIOI

ITamsaTu npodeccopa Jlockuna Banepus Anaroansesuya (23.09.1941 — 05.06.2015)

Ha 74 rony nocne Tskesnoii Npoao/KUTENbHON 0071e3-
HM yIIeJ U3 Xu3Hu Yuutenb, Bpau, [leauatp, onecrsiuii
nperiofaBaTe/ib, TaJaHTJIMWBBINA YYEHBI WM OpraHu3aTop,
JIOKTOp MEAMIIMHCKUX HayK, Tpodeccop, 3aciy>KeHHbII
nesitennb Hayku P®, Jlaypeat Poccuiickoit mpeMun um.
A.A.Kucens Banepuit AHatonbeBuYd JJoCKUH.

Banepuii AnatonbeBuu poauiics B CramuHrpane
B caMOM Hayvajie BoiHbI. [locie oKOHUYaHUS IIKOJIbI 0~
ctynui B 1-blii MOCKOBCKUII MEAVMIMHCKUNA UHCTUTYT
nm. U.M.CeueHoBa Ha MeTUKO-TpoGUIIaKTUIECKUH pa-
KYJIBTET, KOTOPBIN OKOHUMI B 1966T. Co cTyneH4YecKOu
CcKaMbW WHTEpecoBajICsl Tieauarpueil u (hU3MOJOTUEH:
CKa3bIBaJIOCh BIMSIHME MaMbl — Bpaua neauaTtpa Camnox-
HukoBoii Pozanuu IpuropseBHbl. [lo okoHUaHUM WH-
CTUTYTA MOCTYITUJ B aCIIUPAHTYypy Ha Kadeapy r'MTrieHbI
JeTell M TTONPOCTKOB M B 1969 Tomy 3amuTin KaHIuIaT-
CKYIO JHccepTaluio Ha TeMy: «VI3MeHEeHUsI B cHCTEeMe
KPOBHU Y JIMII IOHOIIECKOTO BO3pacTa IMpU BO3ACHCTBUU
KOMILIeKCa YIIeBOJOPOIOB (O€H30J1, IIUKIOreKCaH, JAu-
BUHWJI) B TIPOM3BOACTBEHHBIX YCIIOBUsIX». Ele o0Oydva-
sICh B acTiUpaHType, Bayepuit AHaTOJIbeBMY Hayal CBOIO
MeJarorTnyecKy AesiTeJIbHOCTh, MPOBOAWI 3aHSTHSI CO
CTyIEHTaMU JIeYeOHOTO U MEIMKO-NMPOPUIaKTUIECKOTO
(akybTeTOB.

C 1970 o 1975rr. Banepuii AHaTojbeBUY paboTas
B JIOJDKHOCTM MJIQAIIETO, 3aTeM CTapliero HayyHOro
cotpynHuka LleHTpasbHOI  HaydyHO-UCCIEA0BATEb-
ckoit ymaboparopuu 1-ro MMU um. I.M.CeueHoBa, a ¢
1975r — crapiiiero HaydHOTO COTPYAHUKA JlabopaTopuu
OMOKMOEepHETUUECKNX MeTomoB wucciaenoBanmii HUU
rurueHsl geteil 1 nmoapoctkoB MwunsapaBa CCCP, ko-
TOpPYIO BIOCJIEACTBUMU Bo3miaBwia. B 1985 rony um Oblia
3allMIIeHa TOKTOPCKas AUCCEPTALIMIO Ha TeMY: «XPOHO-
OMOJIOTUYECKME OCHOBBI TUTMEHWYECKOW ONTUMU3AIIUU
NIESITEIbHOCTH JIETEI M MOJPOCTKOBY.

B 1988 1. Mmosof0#t TOKTOp MEIUIIMHCKUX HayK TpU-
men B LleHTpallbHBIE MHCTUTYT YCOBEPILEHCTBOBAHMSI
Bpaueii, HeiHe Poccuiickass MenuIMHCKasi aKaaeMMst
MOCJIEAUTIIOMHOTO 00pa30BaHUsI, B KauyeCcTBE 3aBeIyl0-
mero Kadeapoit pa3BUTHUSI U BOCTIUTAHUS AeTel paHHETO
Bo3pacta. bnaromapsi Baneputo AHaTojbeBUYY paciliu-
PWINCh HaydyHbIE W Tearornyeckue HarpaBieHUs Jesi-
TEJbHOCTH Kaeaphl, YTO HAIILJIO OTPaXeHNE B €€ HOBOM
Ha3BaHUU — Kadeapa MoJUuKINHUYECKOW MeIruaTpumn.

C 1989 o 2000rT. Banepwnii AHaTOILEBUY 3aHUMAJT
JIOJKHOCTh TIPOpeKTopa 1Mo HAayYHOW M aTTeCTallMOH-
Hoii pabore PMAIIO. B teueHun MHOTHX JieT paboTa
npenacenareneM, 3aMmecTureseM mnpeacenatenst LleH-
TPaJIbHOM aTTeCTAallMOHHOW KoMUCCUU MUH3IpaBCcoll-
pasButust P®. M 6Gbutn pa3paboTaHbl M BHEIPEHBI
HOBBIE TIPUHIIUITBLI aTTeCTAllM MEIMIMHCKUX KaJapoB,
CO3/1aHO TIepBOE TMOKOJIeHUEe KBaaM(UKAIMOHHBIX Te-
croB. Ha mporsixkenuu psina net Banepuii AHaTobeBUY
BBITIOJIHSIT pabOTy YYEHOTro ceKpeTapsi 3KCIIEPTHOTO
coseta BAK 1o ruruene.

Hayunbie uccnemoBanuss B. A. JlockuHa mOCBSI-

1EeHbl MpobseMaM aMOJyaTOpHO-MOJIUMKIMHUYECKOM
MOMOIIU JIE€TSIM, BO3PAaCTHOU TOKCUKOJIOTUU, JETCKOM
peadbWINTOJNIOTUN, U3YYEHUIO OUMOJIOTUYECKUX PUTMOB,
TEOPETUYECKUX OCHOB TMOCJIEIUIIOMHOTO 00pa3oBa-
HUsI, CO3[aHUIO HOBBIX METONOB JMArHOCTUKU (DyHK-
IIMOHAJIBHOTO COCTOSTHUS opraHu3Ma. OH — aBTOp 6-TH
MaTeHTOB Ha U300pETEHUST, OPUTMHABHOTO NTCUXOJIOTU-
yeckoro Tecta «CAH», 3aHeCEeHHOTO B MEXIIyHAPOIHBII
TecToBblii KaTanor. [Ton pykoBoactBom B.A. lockuHa
COTPYIHUKU Kadeapbl MOJUKIMHUYECKON TeauaTpuu
MPUHUMAJIU yyacThe B pa3paboTKe ydyeOHbIX TpOTpaMM
1 KOHTPOJIbHO-U3MEPUTETbHBIX MAaTEPUAIOB JIJISI TTOBbI-
1eHus1 KBaaudukaluy Bpayeii; OblT cO3MaH Psifi KOM-
MbIOTEPHBIX MPOrpamMmmM, B ToM uucie: «Mcropust pazsu-
THsT pebeHKa», «PeBU3NSA M KOPPEKIIUS MUTAHUS JeTeit
MEepBOTO rojia XU3HU» U Jp.

Banepuiit AnatonbeBuu — aBtop 6osee 500 mybanka-
1uii, cpenu Kotopbix «JIuddepeHimanpHas auarHocTuka
JNETCKUX Oosie3Hel», «AMOYJIaTOPHO-MOIUKIMHUYECKast
neauatpusi», «KapMaHHBIM CIPAaBOYHUK YYaCTKOBOTO
nenuaTpar, «Jlerckasi peadbunuronorusi», «JIucnaHcepu-
3auus, JeyeHue W peabuiuTtanus JeTeil paHHero u Jo-
IIKOJILHOTO BO3pacTa», «Pa3BuTre u BocruTaHue AeTeit
B AoMmax peOeHKa», «Peabunuraiyst neteit B 1oMax pe-
OeHKa» U Ap. ABJsICS WIEHOM PeJaKIMOHHBIX KOJIIETUI
MEIUILIMHCKUX XYPHaIIOB: «Poccuiickuii BECTHUK TEpU-
HATOJIOTUY W TIeANATPpUM», «BOTIpOCkl COBpeMEeHHOI Tie-
nuatpumn», «Borpockl neTckoit aueronorumn», «Bormpockt
MPaKTUIECKOM TMeauaTpun», «JleTckass U TmoaApOoCTKOBAsT
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peadunutonorusi». Ilog pykoBomctBom rmpod. Jlocku-
Ha B.A. moarorosneHo 6osiee 50 KaHAMAATCKUX U JTOK-
TOPCKMX AUCCEPTALIVIA.

Banepuii AnatonbeBUY, Oyayyud UYYTKMM W BHMMa-
TEJbHBIM K MpobjieMaM U 00JM APYTUX JItoJel, Ha Tpo-
TSODKEHUW TIOCTEIHUX S5-TH JIET aKTUBHO COTPYIHHMYAT
¢ OnarorBopuTtenbHBIM (oHmoM «Ilom daarom mobpa»
U BOJIOHTEPCKUM Y4eOHBbIM 11eHTpoM «Ilox darom m106-
poii BoM», TIOCBAIIAas MHOTO BpeMEHHM OOYYEHUIO BO-
JIOHTEPOB, pabOTAIONINX C IEThMU-CUPOTAMHU.

Banepuit AHaTOIbEBUY  TTOJB30BAJICS OTPOMHBIM
ABTOPUTETOM CpEeIM KOJIJIET, ObLT MCKIIOYUTEIBHO TO-
PAIOYHBIM M YECTHBIM YeJIOBEKOM. Ero >KM3HEHHBIN

OINTUMMU3M, MPEBOCXOIHOE YYBCTBO IOMOpa, 100OpoKeIa-
TEJIbHOCTh, TTPOCTOTA B OOILIEHUU CO31aBaii BOKPYT HETO
ocobyto atMmocdepy.

CJ0XHO TIOHSTh M HEBO3MOXHO TPUHSTH MBIC/b
00 yTpaTe 3TOro 3ameydaTesibHOro yeynoBeka. CoOTpyaHM-
ku Poccuiickoit MeIUUMHCKONW aKameMuu TOCIeInT-
JIOMHOTO 00pa30BaHUsI, WICHbl PEIKOJUIETUM XypHaja
«Poccuiickuii BECTHUK MEPUHATOJOTUM U TIeAUaTPUM»,
MHOTOYMCJIEHHbIE YYEHUKU U KOJIJIETH TJyOOKO CKOp-
OSIT 0 HEBOCTIOJIHUMOI MoTepe, CBSI3aHHOW ¢ KOHYMHOM
B.A. JlocknHa 1 BEIpaKaloT MCKpeHHNE COO0Ie3HOBAHMUS
POJIHBIM U 6JIU3KKUM TToKOIHOTO. [TamsiTh 0 Banepee AHa-
TOJIbeBUYE HaBCETIa COXPAHUTCS B HAIIIUX CEp/ILiax.
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YBaxkaemble KoJrjieru!

He 3a0yabTe noanmMcaTbCa Ha HaLL XypHan
«POCCUNCKN BECTHUK NEepUHaAToONIOrMm u neguatTpun»

Mopnucartbcs Ha XypHaa MOXHO No KaTtanoram «Pocnevarb»
n «Mpecca Poccun» B 1io6om otaeneHuu ceasu PO.
MopanucHaga kamnaHus Ha NepBoe NoJslyroaMe HadyMHaeTcs
1ceHTA0pSa NpeabiayLlero roaa.
Ha BTOpoe nonyroave — 1 anpens Tekywiero roga,
a 3aKkaH4YMBaeTCcq B CPOKU, onpeaensemMbie pacnpocTpaHUTesIeM CaMOCTOSTENbHO.

Mopnucka no 6e3HanM4YHOMY pacueTy (AN opraHu3auuii) NPUHUMAaEeTCs B COOTBETCTBUU
C npouenypoi, yreepxaeHHoi PepgepanbHoi cny)x60i Nno4YToBOI cBA3U PD.
Unpekc nognuckm — 73066 (Pocneuatb); 43519 (Mpecca Poccun).

Moanucka anga 4acTHbIX NUL NnpuHuUMaeTca no ¢popme d.CIM-11
B JIlOOOM oTaesieHuu cBs3u PO.

Unpekc — 73065(PocnevaTtn); 43516 — (Mpecca Poccum).
dopma P.CIN - 1 npuBeneHa HWXxe. Ee MOXXHO 3anoJIHUTDb U Bbipe3aThb.

Hawe nsganue npeacraeneHo B Poccuiickom uHpekce Hay4yHoro uutupoeanus (PUHLL).
Ha nnardopme eLIBRARY.ru B nNATHOM [OCTYyrNE pAa3smeLleHbl NOJIHble 3NIEKTPOHHbIE BEPCUM
XXYPHAJOB 30 TEKYLUUI rof}, a TAK)XKe apXUBHbIE HOMEPd C PassInYHbIMU GOpPMaAMM NOANMUCKMU.
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