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OpurmHanbHana CTaTbA

ABnawTCa nn oy
OPraHoB MuLLIEBAPEHUS

3HA4NMbIM

DECNMPATOPHbLIX UHGE

MeckuHa E.P! « Xagncosa M.K'!

AKTyanbHocTb. OyHKLMOHaNIbHblE PAacCTPONCTBA
opraHoB nuuweBapenna (OPOI) wupoko pacnpo-
CTpaHeHbl y fgeTeil Bo Bcem mupe. CoBpemeHHas
natopusmonornyeckasa KoHuenuua OPOIN noa-
pa3ymeBaeT yyacTue KommieKkca pasHoobpasHbix
MexaHn3moB. CBefleHMA O POy OCTPbIX pecnupa-
TOpHbIX UHbeKUNiA B pa3sutumn OPOI y pgeten oT-
CYTCTBYIOT.

Llenb - onpegenutb yactoty OPOI y peten, ro-
CNUTaNU3MpPOBaHHbIX B UHQEKLMOHHbIN CTaumno-
Hap C OCTPbIMU PECNNPATOPHbIMY 3a60N1eBaHNAMMN
(OP3), n ux B3aumocBA3b C femorpadpuyecknmu,
MeAnKo-6uonornyeckumm baktopamu 1 KimHuye-
CKVMIMMW CUMMTOMaMMU.

MaTtepuan u metopbl. [lpoBegeHo obcepBa-
LIMOHHOE MOoMnepeyHoe uccneoBaHe MeToLOM
CnOWHOWN Bbl6OPKKU. BKntoueHo 180 naumeHToB
c OP3, matepu KOTOpPbIX COrNacuUvChb 3amnonHUTb
NpeanoXeHHyo aHKeTy, copgepxaluyto 41 Bonpoc.
IunarHoctka OPOI Ha mepuog rocnutanvsauum
6blla NpoBefeHa Ha OCHOBAaHWUW KAMHUYECKUX
JaHHbIX cornacHo Pumckum kputepuam IV (2016)
1 MyTem CTaHAApTHOro cbopa cBefeHuin OT po-
auTenen pebeHka. XapakTep CTyna OLeHuBanu
no bpwuctonbckon wkane. YacToTy NOBTOPHbIX
OP3 onpegenanu no WHAEKCY Pe3NCTEHTHOCTM,

npesbiwatowemy 0,5. YUTeHbl KNMHUYecKne cmm-
nTombl OP3 B MOMEHT rocnutanusauumn, YyactoTta
6aKTepuranbHbIX OCJIOXKHEHWI 1 MOTPEBHOCTb B aH-
TM6aKTepUanbHON Tepanum.

Pesynbratbl. Y fetenn mnagwe 4 net (n=134), ro-
CMMTanNM3MpPoOBaHHbIX B cTaunoHap ¢ OP3, yacTtoTa
OPOIN coctaBuna 35,1% (95% poBepuTeNnbHbIN
nHTepBan (W) 27,0-43,9), y HUX valle BCTpeyva-
nucb GyHKUMoHanbHaa avapea — 14,9% (95% AU
9,4-22,1) n 3anop - 14,2% (95% W 8,8-21,3). Y ne-
Ten 4 net n ctapuwe (n=46) OPOI 6biny guarHo-
cTupoBaHbl B 50% (95% AW 34,9-65,1) Habnoge-
HuiA. Mpeobnagana abgomuHanbHas 6onb — 39,1%
(95% AW 25,1-54,6), CMHAPOM Pa3apaKeHHOTO Ku-
LeYyHNKa pernctpuposanu ¢ Yactoton 10,8%. letn
c OPOI He3aBMCMMO OT BO3pacTa Yalle cTpajanv
nosTopHbiMu OP3 (Ha 34,0%, 95% AW 20,0-48,1;
OoTHOCUTENbHbIN puck 1,98, 95% AN 1,47-2,69; oT-
HolleHue LwaHcoB 4,13, 95% AN 2,18-7,85) n 60-
JIENN KULWEYHbIMU MHPEKLMAMM B aHaMHe3e Mo
CPaBHEHWIO C TeEMU, KTO He MMesT raCTPOUHTECTU-
HaslbHbIX Xanob Ha MOMeHT rocnuTanusaymm. OP3
y 3TWX NaUMEHTOB Yalle OCJIOKHANNCH OTUTOM,
1 UM Yaule TpeboBanacb aHTMbGaKTepuanbHas Te-
panua. Matepy MnageHuUeB U feTell paHHero Bo3-
pacta c ®POI pexe nmenu Bbicliee obpasoBaHne

HKLIMOHANbHbIE PaCcCTPOICTBA
KIMHNYECKU
KOMOPOUAHbLIM (haKTOPOM OCTPbIX
KUNN Y neTein?

1 BbIIN MEHee Y[OBNETBOPEHbI CBOUMU MINMLL-
HO-ObITOBBIMU YCNOBUAMM, @ OTUbl GblIn Gonee
CTapLuero Bo3pacTa, TUn ux npodeccuu B 6onbLuei
Mepe MMen OTHOLUEHUE K 3KClyaTauuy TeXHUKN
1 B MeHbLLEN — K 0OLLEHNIO C APYTMU TIOAbMU.
3aknoueHmne. OCTpble pecnupaTopHble NHPeK-
LuKn, 0COBEHHO MOBTOPHbIE, MOTYT UrPaTb 3HAUU-
Myi0 pOnb B pa3suTumv 1 noggepkaHuv OPOIMy ae-
Ten. Heobxoaumbl AanbHeMWwMne UCCNefoBaHus,
pe3ynbTaTbl KOTOPbIX MOTYT GbITb MNOAE3HbIMY AN
pPa3paboTKy MHAVBMAYANbHOW TaKTUKWU NeYeHust
N NPOPUNAKTUKN.

KnioueBble cnoBa: fetu, GyHKLMOHaNbHblE pac-
CTPOIICTBA OPraHoB MKLLEBAPEHUs, OCTpPble pe-
cnupaTopHble nHdeKunn

Ana uwtunpoBaHua: MeckuHa EP Xagucosa MK
ABNAOTCA N GYHKUMOHANBHBIE PACCTPOMCTBA OPraHOB
MULLIEBAPEHNA KITMHMYECK 3HAUYMMbIM KOMOPOWAHbIM
baKTOPOM OCTPbIX PECMMPATOPHBIX MHQEKLMIA Y feTeir?
AnbMaHax KInMHUYeckon meauumHbl. 2020;48(4):231-9.
doi: 10.18786/2072-0505-2020-48-020.

Moctynuna 12.03.2020; gopabotaHa 07.04.2020; npu-
HATa K Ny6nmnkaumm 16.04.2020; ony6nnkosaHa oHManH
28.04.2020

YHKI[MOHaJIbHbIE PACcCTPOIICTBA 3aHMMA-
10T OJHO M3 BEAYLINX MECT B CTPYKTYpe
3a00/eBaHMII OPraHOB IMIIEBAPEHNSA
y meteii [1]. B TeueHue mepBOTO MOMYTO-
IV SKM3HM Y KaXX[JOTO BTOPOro peOeHKa JyarHo-
CTUpYeTCsl 10 KpaiiHell Mepe OZHO (YHKIIVOHA/b-
Hoe paccrpoiictBo (OPOII) mnu acconmmpoBaHHbIe
¢ HuM cumnrTomsl [2]. Yactora perncrpanuu GPOII
B MJIafIeHYeCTBe, 110 JAHHBIM Pa3HBIX aBTOPOB, Ba-
pbUpYeT B 3HAYMTETbHBIX Hpefenax. Hambomee da-
CTO BCTPEYaroTCst KOmuku (0T 2 1o 73%), CpbIrnBaHms

(ot 3 mo 87%) u dyuxumoHanpHelit 3amop (ot 0,1
1o 39%) [3, 4]. ITo MHeHMIO 9KCIIEPTOB, Y HeTeil paH-
Hero BO3pacTa UX IobanpHast MOMy/IALMOHHAS pac-
MpocTpaHeHHOCTh cocTannAeT 20, 30 u 15% cooTseT-
CTBEHHO [3].

®POII y pereit crapme 4 eT ¥ IOAPOCTKOB
BCTPEYAIOTCs HeCKONMbKO pexke. HeaBHuit cucrema-
THYecKmit 0630p 659 mybmukaumit (132600 yvact-
HUKOB)  TIOKazanm  mnpeobnafiaHre  CUHAPOMA
paspgpakennoro kumevynnka (CPK, 0-45,1%), byHk-
yronanpHoro 3amopa (0,5-86,9%) ¥ LUKINIECKO
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pBoTsl (0,2-6,2%) [5]. B cpenHeM B pasHbBIX cTpaHax
y mereii crapiue 4 jer o6mmas pacIpoCTpaHEeHHOCTb
®POII cocranser 20-30% ¢ cylieCTBEHHBIM IIpeo6-
naganueM ¢yHkunonanpHoro 3amopa u CPK, tpers
IaIYIEHTOB MMeeT 2 paccTpolicTBa u 6onee [6-8].

Bospeiicteue ®POII Ha obuiee cocTosHME 370-
POBbs M3y4eHO CKy[iHee. B OCHOBHOM IpeficTaBIe-
Hbl cBsAsaHHble ¢ OPOII cHMXeHMe KadecTBa KIU3-
HU, NTOBeJIeHYeCKIe Y SMOLMIOHA/IbHbIE OTK/IOHEHNU
(B TOM 4ncie AedUUNUT TOUIKOIBHOIO afalTIBHOTO
IIOBEJICHM I VM COLVIaJIbHBIX HaBBIKOB, KOTHUTUBHBIE
archyHKUMM, HapylIeHNe CHA), MPOOIeMbl B3auMO-
HeVICTBUA MEX[Y POLUTENAMY, NeIPeCCUBHDIE CUM-
nromsl y Matepeit. OPOII MoryT BiusTh Ha 6yaylee
300poBbe pebeHKa, NOBBIMIAA PUCK aJUIePIUYeCKIX
3a00/eBaHMil, TacTpo33odareabHOrO pedrokca
U TeM CaMbIM CTAHOBSCH 3HAUUTETbHBIM 9KOHOMU-
4eCKUM OpemMeHeM Jijisi ceMbH (2, 3, 9].

YbenurenbHas accoumanysi KUIIEYHBIX UC-
GYHKIMIT ¢ pacCTpOVICTBAMM LEHTPAIbHON HepB-
HOJI CHCTeMBbI COOTBETCTBYeT MapafyurMe NnpeacTas-
JIeHUII O B3aVIMOCBS3U 3[J0POBbS U 3a060/IeBaHMIL 110
[BYHAIIPaBIEHHO OCU «MO3T — KMIIEYHNK». B aTOM
KOHTEKCTe COBpeMeHHas HaTo(puU3NoIorndeckas
kxoHenuusa ®POII noppasyMeBaeT BepoATHYIO Iep-
BUYHOCTb IICUXMYECKNMX PACCTPONCTB Y HEKOTOPBIX
HaIeHTOB WJIU, HAIPOTUB, TPEBOXKHOCTD 1 JieTpec-
CUIO B KauecTBe IIPOM3BOAHBIX >KeTyHOYHO-KMIIeY-
HBIX HapyIIeHMi1 y APYIMX, a TaKKe B3aMMOJeii-
cTBMe GONIBIIOrO KOMIUIeKca MexaHusMoB. K Hemy
OTHOCATCS MUHUMaJIbHOE CUCTEMHOE BOCIIajIeHMe,
nHbeKUY, KUIIEYHDbIT A1cOMO03, aKTUBAL[MS VM-
MYHHOJI CUCTEMBI, U3MeHEeHVe IIPOHUIIaeMOCTI KI-
MIEYHIKA, METaO0/IN3M >KeTUYHBIX KUCTIOT, CEPOTOHN-
Ha, TeHeTN4ecKye GpaKTOpbl, BO3IEICTBYE BHEIIHEN
cpenbl, auera [10]. KureuHas skocucTeMa B IeloM
BoBJIevyeHa B maTorene3 OPOIT [11], ee pucperynanus
U IIOCTIeAyIomIyie MeTabonuyecKye M MMMYHHBIe TVC-
¢yHKIUN (MHOTHA HeOOpaTMMBbIE) ACCOLMIPOBAHBI
C CoIMa/NbHO 3HAYMMbIMMU 3a60/IeBaHMAMMY YeTI0BeKa
(12, 13], MOTYT IOTEHIMA/IbHO BIMATH Ha BOCIPHU-
MMYMBOCTD K MHQEKIMAM U XapaKTep UX TedeHUs.
PaHee B OCHOBHOM U3y4ajIli PO/Ib KMIIEYHBIX NH(DEK-
uuit B kKadectBe Tpurrepa @PPOIIL. OpHako npoTuBo-
[IO7IOXKHast 0671acTh — onpepeneHne 3HaveHuss GPOIT
B KadecTBe aKTOpa piucKa MHPEKIMOHHbIX 3a0o71e-
BaHUIT (0CO6EHHO PeCIMPATOPHBIX) — OCTAETCS He-
UCCTIeOBAaHHBIM IIO/IEM.

Ilenb mccmefoBaHMA — ONpeNeIUTb YacTOTY
@POI1 y gereit, rocnuTaIN3MPOBAHHBIX B MH(EKLN-
OHHBII CTAIIMOHAP C OCTPLIMM PeCNIMPaTOPHBIMU 3a-
6onepannsivu (OP3), n nx B3aMMOCBS3b C eMOTpa-
¢dudeckumy, MefMKO-6MomorndeckuMn pakTopamMu
U KIIMHNYeCKUMU CUMIITOMaMIU.
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Matepuan n metoabl

[TpoBeneHo 06CEepBAL[MOHHOE TOTIEPEYHOE UCCTIENO-
BaHME CpeAu JieTell, TOCIUTATN3MPOBAHHBIX B VMH-
dexunonuslit cranuonap ¢ OP3, st onpenenenus
knuHudeckoit ponu PPOIl u B3aumMoCBA3aHHBIX
¢ HuMu paxTOpoB. MeTOROM CIIIOMIHOI BBHIOOPKM
B UCCIelOBaHMe BK/TIOYA/INCh BCE TOCIUTANIN3NPO-
BaHHbIe B TedeHue 2018 rofja manyueHTsl, y KOTOPHIX
UCCIe[oBaTeNb OB IeYalIM BPadoM, a TaKXKe Te,
3aKOHHBIE MPECTaBUTENN KOTOPHIX (BO BCeX CIy-
YasgX MaTepyu) COINIACUINCHh 3aMOHUTh IPEeMIo-
JKEHHYI0 aHKeTy ¥ MOATMIcany nHGOPMUPOBAHHOE
coriaciue Ha IPOBEleHME MCCIefoBaHMA. AHKeTa
cogepxana 41 Bornpoc. OTBeTBl Ha HUX XapaKTepu-
3yI0T MeJUKO-COIMaNbHble (aKTOPbI, BIMAOIIE
Ha 3JI0pOBbe fieTeil: feMorpaduyueckue (IOTHOTa ce-
MbH, BO3PAacT pOAKTeseil, 0bpasoBaHme u npodec-
CUS PORMTEIell, Ha/lu4ye Y YIeHOB CeMb) BPeJHBIX
HpPUBBIYEK, XXVUINIHO-OBITOBbIE YCIOBUS, MaTep-
aZbHas 00eCIIeYeHHOCTh CEMbM), MEIMKO-OMOIOT -
yeckye (TedeHne GepeMeHHOCTU y MaTepHu, Mepruos
paHHEro pasBUTUsI peOeHKa, CeMelHbII aHaMHes,
3aboneBaemoctb). Juarnoctuka PPOII, cooTset-
CTByIOIasA IEepUORY rocHuTanM3anuy, Obia mpo-
BefleHa Ha OCHOBAHMM KIMHUYECKUX TAHHBIX CO-
rracHo PuMckuM kxputepuam IV (2016) um myrem
CTaH[APTHOTO cOOpa CBefieHMIT OT pOJuUTeNeil pe-
6enka. Janusie o O®POII B aHaMmHe3e ObIIM HONTY-
YeHBI TAK)Xe ITyTeM OIIpoca pojuTeneil. Xapakrep
CTyna oueHuBanu 1o bpucronbckoir mkane. Y ma-
IIMEHTOB OTCYTCTBOBAIM «CUMIITOMBI TPEBOTW»,
Tpebyolue [OIONTHUTEIPHOTO AUATHOCTNYECKO-
ro MoucKka Ha MOMEHT CKpuHMHTrAa. [[OBTOpHBIMMU
cuntanu OP3, ecnum MHAEKC pe3SUCTEHTHOCTU (OT-
Homrenme 4mciaa smusogoB OP3 k 12 mecsamawm,
HpeJIIeCTBYIOMIM HACTOsIIell TOCIIMTAIN3ALINN)
npespiman 0,5 [14-16].

Kpome Toro, ObLmM OLleHEHBI KIMHMYECKIE
cumntomMbl OP3 B MOMEHT roCHMTaaM3aIuim, dYa-
CTOTa OaKTepuanbHBIX OCIOKHEHUII U IOTpeo-
HOCTb B aHTUOAKTepManbHON Tepanuu (aHTHU-
OMOTUKM HasHayanucb cormacHo @esepanbHbIM
KIVMHUYIECKUM PEeKOMEHfalusIM - pyOpukaTop
KIMHNYECKUX peKoMeHpauuii MuHsgpasa Poccun:
http://cr.rosminzdrav.ru/clin_recomend.html).

Kpurepusamu uckimodeHns ObIIN yCTaHOB/ICHHDIE
paHee 3a607€BaHNS XKETYLOIHO-KUIIEYHOTO TPAKTA
(racTpomyoneHNT, BOCHAMUTEIbHbIE 3a00eBaHUA
KMIIeYHNKA, LeMNaKus), ajyleprudeckne 3abonepa-
HUA JKETy[JOYHO-KMIIEYHOTO TPAaKTa, B TOM YMCIIE
HOZl0O3peHe Ha HUX, IIOPOKM PasBUTHUS Pas3TUMIHbBIX
OpraHOB I CUCTEM, OIlepaTHBHbIE BMeIIaTe/IbCTBA Ha
opraHax OpIOIIHOI ITOJIOCTM B aHaMHe3e, 3a00/eBa-
HIS HEPBHOI CYICTEMBL.

OpI/IFI/IHaJ'IbeIe CTaTbW



AnbMaHax KnHuyeckom meanuntbl. 2020; 48 (4): 231-239. doi: 10.18786/2072-0505-2020-48-020

Mccneposanne 0moOpeHo He3aBUCUMBIM
komureroM 1o otmke I[BY3 MO MOHUMKU
uMm. M. Brnagumupckoro (mpotokon Ne 6
ot 08.06.2018).

AHanus mMpoBeJieH Ha MaTepuanaxX aHKeTUpOBa-
H1A 180 3aKOHHBIX IIpefcTaBUTeNeN feTeit oT 1 me-
cAna o 18 yeT u OLeHKM KIMHUYECKUX CUMIITOMOB
®POII u pecnimparopHOil MHQEKIUY HAa MOMEHT
rocuuranudanuu. Craructudeckass obpaborka jjaH-
HBIX BBINOTHAMACH C TIOMOIbI0 IPOTPAaMMHOTO TIa-
Kera Statistica 6.0. (Stat Soft Inc., CIITA). [IuckpeTHble
IPU3HAKI [IPEICTAB/IEHbI B BUE YaCTOTBI COOBITHIL,
BBIPa)KEHHOJ B IMPOLEHTaX OT 00Iero 4ncia mamu-
eHToB B rpynme. CpaBHeHMe 2 IPYIII 110 Ka4yeCTBeH-
HBIM TIPM3HAKaM IIPOBEJECHO C NCIOTb30BaHUEM
KpuTepus X’, CpaBHeHNUe 3 I'PYIIN OJHOBPEMEHHO —
C UCIIOTTb30BaHMEM KPUTepU X* [ILA IPON3BONbHBIX
tabmuy. CTaTuCTUYecKM 3HAYMMbBIMU CIUTANN Pas-
anand npu p<0,05. IIpy HaAMYMM CTaTUCTUUECKO
PasHMLBI JjanbHellIIee MOapHOe CpPaBHEHME IPYIII
TIPOBOAM/IM C TIpMMeHeHMeM TionpaBku Verca. [lns
KaueCTBEHHOl OI[eHKV 3HAaYeHUs PA3HULBI OBIIN
paccuuTaHbl 95% [OBEpUTENDbHBIN MHTEPBAN [/A
monu (95% IV, Statistica 6.0.), OTHOCUTENIBHBIN PUCK
(OP) u otHomenne mancos (OIII).

YacTtoTa perncTpanuy MPU3SHAKOB CTATUCTU-
yeckKu oneHeHa y 180 meTeli-pecrioHJeHTOB B Crie-
AYIOLUUX Tpynmax: l1-s rpymma (rpynma KOHTpOJS,
n=40) - metu, He umeBmne ®POII Hu B aHaMHe3eE,
HU B HacTosiIee BpeMst; 2-s1 rpynmna (n=70) — nMes-
e PPOIT B anamuese (AOPOII), Ho 6e3 racTpons-
TeCTMHAJIPHBIX )XKa/I00 B TedeHye II0 MeHbIIell Mepe
3 MecsIieB, NIpPeAIIeCTBOBABIINX TOCINUTATN3ALNN,
y leTell IepBOro To/ja )KM3HY U B TeUeHMe 6 MecslleB
y meTell crapire roga; 3-4 rpynma (n = 70) - uMeBLINe
@POII (zmarHoCTUKa COrMacHO PUMCKIMM KpuTEpu-
am IV) B nacrostiee Bpemst (HBOPOII), a umenno
B TeueHue 3 u 6ojiee MeCsAIeB 0 HACTOSAIIE TOCIN-
Tanusanuu. Y4uteiBad pasnmyus crnexkrpa PPOII
y AeTel Maajiie u crapiie 4 JieT, JOIOTHUTENbHbIN
aHa/IN3 YacTOTHI perncTpannun GakTopoB ObLI IPo-
BefleH B NOArpyINax JeTell, CTpaTUUIPOBaHHbBIX
10 BO3pPacTy.

Pe3ynbratbl

B uccnegoBanne 6b110 BKIOUeHO 134 (74,4%) pe-
6enka mague 4 et u 46 (25,6%) 4 nmet u crapiue.
CornacHo PumMckum xpurepusam IV, HBOPOII 6p11u
AMarHOCTUPOBaHbI ¥ 70 mereit (3-s1 rpymma), 4To OT
00111ero 4ncia BKIKOYEHHBIX B MCCAENOBAHME ALY~
€HTOB cocTaBuo 38,9% (tabn. 1).

B nemom HBO®POII y gereil paHHero Bo3pacTa
BCTpeYannch B TPETM CIy4yaeB, NPEUMYIeCTBEH-
HO — QYHKI[MOHA/IbHAS AVapest u 3amop (cM. TabiL. 1).

MeckuHa E.P, Xaducosa M.K. ABnA0TCA N1 GYHKLMOHANbHbIE PaCCTPOCTBA OPraHOB MULLEBAPEHMA KNMHUYECKM 3HAUMMbIM KOMOPOUAHbBIM GaKTOPOM

OCTPbIX PECNNPATOPHBIX MHOEKLWIA Y feTeir?

®

Tabnuua 1. YacToTa dyHKLMOHANbHbBIX PACCTPONCTB OPraHOB MULLEBAPEHNSA Y AeTel,
rOCMUTANM3NPOBaHHbIX B CTaLlMOHaP C OCTPbIMM PECTNPATOPHBIMM 3a001eBaHNAMM

lpynna AbcC. % 95% AU
OPOI oTcyTcTBYIOT 110 61,1 53,6-68,3
OPOT gruarHocTMpoBaHbl 70 38,9 31,7-46,4
y feten fo 4 net 47 26,1 19,9-33,2
y feTe 4 net n ctaplue 23 12,8 8,3-18,6
OPOM Yy peten mnapwe 4 net (n=134)
G1. MnageHyeckas peryprutaums 6 4,5 1,7-9,5
G4. MnageHYecKne Konmkmn 2 1,5 0,2-5,3
G5. DyHKUMOHanbHas avapes 20 14,9 9,4-22,1
G7. OyHKLMOHanNbHbI 3arop 19 14,2 8,8-21,3
Bcero 47 35,1 27,0-43,9
OPOMMy peten 4 net n ctapLe (n=46)
H2. OyHKUMOHanbHble abgoMmnHanbHble 18 39,1 25,1-54,6
6onun
H2b. CPK 5 10,9 3,6-23,6
c npeobnagaHuem 3anopa 3 6,5 1,4-17,9
C npeobnagaHvem guapen 2 4,3 0,5-14,8
Bcero 23 50 34,9-65,1

[V - noeputenbHbin nHTepBan, CPK — cHapom pasapaxeHHoro kuweyHuka, ®POM - dyHKLUMOHanbHble
paccTpoiCcTBa OPraHoB NuLLEBapeHUs

OPOI B rpynnax, cTpaTuduLMpoBaHHbIX MO BO3PACTY, MPefCcTaBaeHbl B MPOLEHTaxX OT Yncna NauneHToB
[laHHOTO BO3PacTa, BKIOUEHHbIX B uccnepoBarue. uarHoctuka ®POM npoBefeHa Ha OCHOBaHUN KNVHW-
YeCKMX JaHHbIX cornacHo Pumckum kputepusam IV (2016)

Tabnuua 2. MnageHueckime GyHKLMOHabHbIE PACCTPOMCTBA OPraHOB NULLEBAPEHUA
B aHamHese y AeTen, roCnUTanm3npOBaHHbIX B CTaLMOHAP C OCTPbIMU PECMIPATOPHbBIMY
3aboneBaHnAMY

Mpwu3Hak YacToTa, abc. (%) P (kpuTepuin x?)
AOPOIN (n=70) HBO®POM
(n=70)
G1. MnageHueckas peryprutaumsa 12(17,1) 9(12,9) 0,636
G4. MnageHyecKme KonmKkmn 39 (55,7) 16 (22,9) < 0,001
G5. OyHKUMOHanbHan Anapen 7(10) 4(5,7) 0,530

AOPOI - rpynna aetei, MeBLUMX GYHKLVOHaNIbHbIE PacCTPONCTBA OpraHoB nuesapeHus (OPOIM)

B aHaMHe3e, HO 6e3 raCTPOUHTECTVHANBHbIX Xanob B TeueHve 3 MecsALeBs, NPeALLecTBOBaBLUMX FOCNMTa-
nn3auyuny, y AeTeil NepBOro rofia Xmn3Hu 1 B Te4eHne 6 MecALEB Y AeTell cTaplue rofa.

HB®POIM - rpynna geten, nmetowmx GPOIM B HacTosALiee Bpems (B TedeHUe 3 1 bonee MecsALeB A0 rocnu-
Tanusauun). finarHoctuka ®POM npoBefeHa Ha OCHOBaHUM KIMHUYECKMX JaHHbIX COrNacHo PUmcknm
Kputepuam IV (2016)

OTMedeHa TeHIEHIMA K 00JIee 4acTOl perucTpanym
®POII y manuenTos crapiue 4 et (p=0,074) — oun
AMArHOCTMPOBAHBI y KaXX/JOTO BTOPOIO IAIIMEHTA.
A6moMuHanbHasA 601b 6blIa OCHOBHBIM CYMIITOMOM
y nereit aTOoro Bospacra, u y 10,8% knumHmueckas
KapTrHa coorBercTBoBana CPK (ta6m. 2). ¥V 41,4%
M3 HIMX TaCTPOMHTECTUHAIbHbIE >KATI0OBI ITOSIBUTNCDH
y>Ke B IIepBble MeCALbI )KU3HU (CM. TaOJL. 2).
Perncrpuposabummecs B anHamuese QOPOIT (e
MeHee 3 MecsAleB NI IeTeil epBoOro roga u 6omee
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Tabnuua 3. YacToTa flemorpaduruecknx GakTopos B CpaBHMBaEMbIX rpynnax, abc. (%)

Mpwu3Hak KoHTponb AOPOIN HBOPOI P (kputepuin
(n=40) (n=70) (n=70) X2
CembA
nonHasa 35(87,5) 68(97,1) 60 (85,7) 0,052
HenonHas 5(12,5) 2(2,9) 10 (14,3)
Bo3pact matepu
0o 20 net - - - 0,614
ot 20 po 30 net 16 (40) 24 (34,3) 32(45,7)
o1 30 go 40 net 21 (52,5) 43 (61,4) 35 (50)
40 neT n cTapwe 3(7,5) 3(4,3) 3(4,3)
Bo3spacT oTua
no 20 net - - 1(1,4) 0,005
o120 go 30 net 20 (50) 31 (44,3) 20 (28,6)
ot 30 go 40 net 11(27,5) 32 (45,7) 43 (61,4)
40 net v cTapLe 9(22,5) 7 (10) 6(8,6)
O6pa3oBaHue maTepu
cpefiHee 9(22,5) 9(27,1) 30 (42, 0,045
BbiCLLee 31(77,5) 51 (72, 40 (57,1)
O6pa3oBaHue oTua
cpefHee 13(32,5) 23 (32, 29 (41,4) 0,495
BbiCLIEE 27 (67,5) 47 (67,1) 41 (58,
TpynoBas feaTenbHOCTb MaTepy
pabotaet 35(87,5) 63 (90) 69 (98,6) 0,051
[IOMOX03511Ka 5(12,5) 7 (10) 1(1,4)
TpynoBsas peATenbHOCTb OTua
pabotaet 35(87,5) 63 (90) 65 (92,9) 0,640
He paboTaet 5(12,5) 7(10) 5(7,1)
Tun npodeccun matepun
(y paboTatoLymx)
YenosekK — Yenosek 28 (80) 42 (66,7) 51(73,9 0,105
YenoBeK — TEXHUKA 7 (20) 17 (27) 1 6,1)
YesnoBeK — Xyl0XeCTBEeHHbI 06pa3 4(6,3) -
Tun npodeccun otua (y paboTatoLx)
YyenosekK — Yenosek 21 (60) 37(58,7) 22(33,8) 0,018
YenoBekK — TeXHMKa 4 (40) 25 (40) 39 (60)
YesoBeK — Xy[10OXeCTBEHHbIN 06pa3 - 1(1,6) 4(6,2)
[loxon cembu (CaMoOLIeHKa)
HU3KNIA 1(5) 9(12)9) 7(10) 0,198
cpepHui 39 (95) 61(87,1) 63 (90)
BbICOKMNIA - -
CouwnanbHoe nonoxeHue
YAOB/IETBOPEHbI 40 (100) 69 (98,6) 69 (98,6) 0,749
He yA0BNEeTBOPEHbI - 1(1,4) 1(1,4)
KnnvwHo-6biToBbIE YCNoBUA
YAOBNETBOPEHbI 40 (100) 66 (94,3) 61(87,1) 0,038
He yAOBNeTBOPEHbI 0 4(5,7) 9(12,9)
KypeHne
otey 8(20) 20 (28,6) 19(27,1) 0,623
MaTb 2(5) 3(4,3) 4(5,7)
nauueHT 1(2,5) - 1(1,4)
MpoayKTbl 6bICTPOro NUTaHMA 1(5) 7(10) 9(12,5) 0,198
1 ra3upoBaHHble HanuTKn Gonee
2 pas B Hepenio
3aHATUA GpU3NUECKon KynbTypor
He 3aHVMaloTCs 38 (95) 86 (97,1) 64 (91,4) 0,331
3aHuMaloTca 6onee 2 pas B Hegento 2 (5) 2(2,9) 6 (8,6)

AOPOI - rpynna aeTei, UMeBLLMX GYHKLIVOHaNIbHbIE PacCTPOCTBa opraHoB nuieBapeHna (OPOIM)

B aHaMHe3e, HO 6e3 raCTPOUHTECTVHANBHbIX Xanob B TeueHve 3 MecsALeB, NPeALLIecTBOBaBLUMX FOCNTa-
nun3auyuy, y AeTeil NepBOro rofa mn3Hu 1 B TedeHne 6 mecaleB y AeTel ctaplue roga. HBOPOI - rpynna
neten, umetowx OPOI B HacTosALee Bpems (B TedeHMe 3 1 6onee MecALEeB A0 rocnutanvaumm).
KoHTponb — feTu, He nmesLne OPOT HX B aHamMHe3e, HY B HacToALLee Bpema
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6 MecsleB [T JeTell cTaplie rofa) OTCyTCTBOBANIU
K MOMEHTY IIPOBEJeHILS ICCIeROBaHI ¥ 38,9% 0T 00-
I[ETO YNC/Ia BKTIOYEHHBIX B MCCIejoBaHme (2-51 TPyII-
ma). [maBHbIM 06pasom B pountoM (rpymma AOPOIT)
perucrpuposamich PPOII panHero Bospacta (82,9%),
3HAYUTENBHO pexe mocre 4 et - 17,1% (cm. Tabm. 2).
O6pamtaeT Ha ce6s BHUMaHUe OTCYTCTBUE Xal00 Ha
3aII0p B IIepMOfie pAaHHETO JeTCTBA CPeNM IMallMIeHTOB
rpynmst AOPOIL. A6romuHanbHble 60711, CBSA3aHHBIE
B OOJIBIIMHCTBE CTydaeB ¢ mpuemoM mmiu (5,7%),
VIV TIepUOJ, CKJIOHHOCTH K 3aropam (11,4%) ormeue-
HBI B aHAMHe3e I10CIe 4 JIeT.

V3 Bcex pereif, CTpaflaBIIMX MJIafleHYeCKUMU
KO/IMKaMI B IIepBble MeCAIIbI )KM3HU (B cyMMe 55 mma-
LVIEHTOB 13 2-I1 U 3-J1 TPyIII), KaKye-I160 racTpOnH-
TeCTMHAJIbHbIE Ka/oOBl OTCYTCTBOBANIM B IEpUOfe
majbHeltnero passutus B 70,9% HabmomeHMIL.

VIHTepecHO, 4TO pOAMTeny dallle OOpallajaich
3a MeJVIIMHCKO MOMOIIbI0 IO MOBOAY (GYHKIIN-
OHANIbHBIX paccTpoiicTB B rpynne ¢ ADPPOII, yem
¢ HBOPOII (57,1 mpotus 35,7% cnydaes, p=0,012).
Kak mpaBmio, oTMeuanuchb NOBTOPHbIE KYpPCBL Je-
vyeHns (He meHee 2). KomIekc edeHus saBucen ot
xapakrepa ®POII n BKIIOYaA IIEHOTACUTENN, IIPO-
OMOTUKM, KOppeKuuio nutaHus (mogbop ¢GyHKuu-
OHa/IBHBIX 3aMEHUTeJIell I'PYLHOIO MOJIOKa), CIabu-
TeJIbHBIE.

Marepn pereit ¢ HBOPOII pesxe B cpaBHeHNM
C ABYMS IPYTYIMU TPYIIIIaMM MIMENM BBICIIee 06paso-
BaHue (p=0,024) n 6p111 Fomoxo3sitkamu (p=0,036,
tabm. 3). Bospact oruos mereit c HBOPOII 6b171 cTap-
IIe, YeM B IPYIMX CpaBHMBAaeMbIX I'PYIIaX, HO BO3-
pacT MaTepeil He oTnMyancA. B aToit rpynme mpo-
(deccuoHanmbHAs NEATETBHOCTb OTILIOB dvalle ObllTa
CBsI3aHa C 9KCIUTyaTalyell TeXHUKY, B IBYX HPYIMUX
TpyIIax — ¢ BOCHUTaHMEM, 00ydeHneM U 06CIyXKu-
BaHyeM miofeit (p=0,007). Marepn 9TUX MaleHTOB
pexxe OBIIM YHOBIETBOPEHBI CBOMMM XKUIIUIITHO-ObI-
TOBbIMU ycrnoBuAMI (p =0,042, cM. Tab7L. 3).

Hetn rpynnst HBOPOIT Beifensmuce 6onee crap-
VM BO3PAacTOM, CPeI) HUX pexKe, 4eM B IPYTUX IBYX
TPYIIIax, BCTPeYalCh MallMeHThI IePBOTO TOfA XKU3-
Hu (p=0,005) n yame — crapuie 3 et (p=0,007), u oHy,
COOTBETCTBEHHO, Yallle MOCeIjany AeTCKMIl KOJIIeK-
tuB (p=0,002, tabn. 4). ITo cpaBHEHNIO C KOHTPOTIEM,
B aHaMHe3e jeTeit ¢ AOPOII n HBOPOII yame BcTpe-
YaqMCh YKa3aHMA Ha TUIIOKCHMYECKOe IopajkeHe
LEHTPa/IbHOV HEPBHOM CUCTEMBI B II€pUHATAbHOM
nepuoze (p<0,001). Matepu feTest TpynIbl KOHTPOIS
He YKa3a/I/ B aHKeTaX Ha 3IIM30/ bl OCTPBIX KMIIEYHBIX
nHpekuuit B aHamHese (p < 0,001, cM. Tab1. 4).

Hetn ¢ HBOPOII wame ma 34,0% (95% OU
20,0-48,1); OP 1,98 (95% 11 1,47-2,69); OII 4,13
(95% OW 2,18-7,85) crpapganu nosropabiMu OP3 1o

OpI/IFI/IHaJ'IbeIe CTaTbW
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Ta6bnuua 4. YactoTta MeiMKo-O1onornueckinx GakTopos B CpaBHMBaeMbIX rpynnax, abe. (%)

MpusHak KoHtpons  AOPOTM HBOPOM P (kputepuin x?)
(n=40) (n=70) (n=70)
Bospact
no 1ropa 6(15) 14 (20) 2(2,9) 0,003
ot 140 3 net 21(52,5) 33(47,1) 30(42,9)
oT 3 o 7 net 12 (30) 21 (30) 34 (48,6)
ot 7 pno 14 net 0 1(1,4) 3(4,3)
cTapue 14 net 1(2,5) 1(1,4) 1(1,4)
BospacTtHas rpynna
1o 4 net 31(77,5) 56 (80) 47 (67,1) 0,193
cTaple 4 net 9(22,5) 14 (20) 23 (32,9
Mon
MKEHCKIMN 9 (47,5) 33 (47,1) 36 (51,4) 0,862
MY>KCKOMN 21(52,5) 37(52,9) 34 (48,
MocewaeT AETCKNIN KONNEKTUB 18 (45) 27 (38,6) 46 (65,7) 0,015
OTAroLeHHbIN akyLepcknin aHamHes 8 (20) 17 (24,3) 19(27,1) 0,751
MepuHaTtanbHoe rmnokcuyeckoe 2(6) 22 (31,4) 26 (37,1) 0,048
nopaeHue LeHTpanbHoM
HepBHOW CUCTEMbI
Pogunucb oOHOLWEHHbIMK 40 (100) 70 (100) 70 (100) 1,0
3afepKKa NCUXOMOTOPHOTo 3(7,5) 3(4,3) 8(11,4) 0,287
passuTmA
Annepruyeckue 3abonesaHus 16 (40) 34 (48,6) 31(44,3) 0,677
B aHamMHese
BakumHauma
o KaneHaapto 28 (70) 51(72,9) 54 (77,1) 0,691
YyacTnyHasn 4(10) 9(12,9) 9(12,9)
oTCyTCTBYET 8(20) 10(14,3) 7 (10)
MoBTOpHbIe OCTpble pecnupaTtopHble 13 (32,5) 25(35,7) 48 (68,6) < 0,001
3aboneBaHus
OcTpble KuleyHble nHeKLnmn
B aHamHese - 14 (20) 21 (30) < 0,001
racTposHTepuT - 12(17,1) 19(27,1)
SHTEPUT - 1(1,4) 2(29)
Konut - 1(1,4) -

AO®POI - rpynna aeTel, MMeBLNX GYHKLMOHabHbIE PacCTPOICTBa opraHoB nuiiesaperus (OPOM)
B aHaMHe3e, Ho 6e3 raCTPOMHTECTVHANbHbIX Xanob B TeyeHKe 3 MecALeB, NPeALeCcTBOBaBLUVX roCnuTa-

nnsauunun, y,ElETeVI MepBOro roAa *u3Hu 1 B TeyeHne 6 mecaues y neten CTapuwe roga.

HB®POIM - rpynna geten, nmetowmx OPOM B HacToALee BpemA (B TedeHMe 3 1 6onee mecALeB A0 rocnu-
Tanusayun). KoHtponb — aetn, He nmeslune OPOM HM B aHamHe3e, HU B HacTosALLee BpeMa

CPaBHEHMIO C TeMM, KTO He MMe/ TacTPOMHTECTH-
HaJIbHBIX )Ka7100 Ha MOMEHT OCIIUTATN3AIIVIIA.
[MTauyentsr ¢ HBOPOII (B cpaBHeHUN ¢ fpyrumu

rpyIIamy) Yaie roCIITaIN3MPOBAINCE [0 IOBOLY
Haso¢apuurura (p=0,013), n y HuxX yvage 6bLI fua-
rHoctupoBaH otut (p=0,019, Tabmn. 5).

B cBasu ¢ ornmumeM BO3PACTHON CTPYKTYpPbI
@POII HabmogaBIInecs: MalueHTsl 6p1 cTpatndu-
LIMIPOBAHBI 110 BO3PACTY. B Tabs. 6 prBefeHbI TONMBKO
Te IPU3HAKM, KOTOPbIE CTATUCTUIECKY PA3TIMIAIIICh

MeckuHa E.P, Xaducosa M.K. ABnA0TCA N1 GYHKLMOHANbHbIE PaCCTPOCTBA OPraHOB MULLEBAPEHMA KNMHUYECKM 3HAUMMbIM KOMOPOUAHbBIM GaKTOPOM

OCTPbIX PECNNPATOPHBIX MHOEKLWIA Y feTeir?

®

npu 06061eHHOM aHanu3e (cormacHo Tabm. 3-5). V3
ee JJaHHBIX BMJHO, YTO Y IALMEHTOB Miajie 4 jeT
HOJTBEP)KIEHbl TeHJEHINM, BbIAB/IEHHBbIE IIPM CTa-
TUCTUYIECKOM aHa/IM3e HAOMIOABIINXCS B I[EIOM.
V1 BHe 3aBUCUMOCTY OT BO3pacTa y fieTell ¢ kamobamu
Ha (QYHKIMOHAJIbHbIE PaCcCTPOICTBA JKeTYLOYHO-KI-
IIEYHOTO TPaKTa (KaK B aHAMHes3e, TaK U B HaCTosIIee
BpeMs) dallle PerucTpUpoBaIlch NmoBTOpHble OP3,
OCTpble KUIIeYHble MHPEKINN B aHAMHe3e, MM dallle
Ha3HaYa/lach aHTHOAKTepMaTbHAS TepPaNus B CTAI[U-
OHape.

06¢cyxpaeHne

@POIIl mmpoko pacnpocTpaHeHbl B IefMaTpuye-
CKOJIl momynAnuu 1o scemy mupy. OpgHako coxpa-
HsieTCs1 OOJBIION CIEKTP HepelleHHBIX BOIPOCOB.
[IpennoxxeHHble MeTORBI nedeHrsi 3¢GeKTUBHBI He
Y BCeX ManueHToB. [IpenmonoXnTenbHO, 3TO MOXKET
OBITH OOYCTIOB/IEHO MHOT006OpasyeM IaToreHeTude-
CKMX MeXaHU3MOB reHeparum xanob. Ocraercs He-
sicabIM, BausioT i ®POIT Ha 3ab6oneBaemoctb OP3
y mereit u moryt mu OP3 cocob6cTBoBaTh hopmupo-
Banuio OPOII. [JlanHOe uccrefoBaHMe IPeACTaBIAET
€006071 IIepBYIO MONbITKY 0003HAYMTD K/II0YeBbIE TOY-
KM IIPO6/IeMaTHKIL.

Pesymprarsl paboThI IMOKA3asIy, 9YTO y M/IaJieHIIeB
u fetell paHHero Bospacta ¢ OP3, rocnmranusn-
poBaHHBIX B cTanmoHap, yactora ®POII coctasu-
na 35,1% (95% [ 27,0-43,9), 4To coBmafiaet ¢ HOIy-
YeHHBIMU paHee MONYIALMOHHbIMU TaHHBIMY B 9TO
BO3pacTHON rpymnne. B HemaBHEM CHCTeMaTHYeCKOM
0030pe IpecTaBIeH AMANa30H CYMMapHOI pacipo-
crpanennoctn OPOII 25-38% [1, 17]. Ilo paHHbBIM
OIHUX aBTOPOB, Peryprurtauus u (QyHKIMOHATbHBIE
3aI0pbl BCTpEYaroTCA Jalle, focturad 25,9 u 31% co-
OTBeTCTBeHHO [1, 17], mpyrue uccnemoBatenu coob-
I[AI0T O IpeoOnafjaHNy KOMMK ¥ (PYHKIIVOHAIBHOI
mucxesuu (23 n 15% cooTBeTCTBEHHO) [4]. B Hamem
UCCTIENOBAHUN Y JeTel Myajlle 4 jieT Jalle JuarHo-
CTMpOBamyu (PyHKIMOHAIBHYIO AUapelo 1 3aIop, 4TO
MOXXeT 0OBACHATHCS GOMIblIIelt JOJeil feTelt CcTaplie
rofa u guHamMuKoit crpykrypel ®POII mo mepe pocra
[18]. Ouarnoctuka ®POII y meTelt paHHero Bospacra
3aBUCeTa OT CBEIEHUII, NIPeOCTABJICHHBIX MaTepbio,
a KOMMKU ¥ perypruTanusa OTHOCATCA K CUMIITOMaM
B IIpefieiax OXKMaeMOrO MOBEIeHNA 3[0POBBIX MJIa-
neHleB. Hemb3sa MCKIIOUNTD, YTO perypruTanus ole-
HUBAIACh PECHOHJEHTaMU KaK (QU3MOTIOrIIecKast
1 He OblIa IIOBOJOM Ji/Isi 6€CIIOKOIICTBA. BMecTe ¢ Tem
KONMKY PErucTpUpOBAINUCh B aHAMHe3e IIOTOBUHBI
MaIeHToB, 1y 70% 13 HUX KyIMpOBaIuch K 6-12 me-
cAllaM WM paHbule. JIefiCTBUTENIbHO, PerypruTanus
U KOJIVIKY, KaK ITPaBUJIO, HOCAT BPEMEHHBIN XapaKTep
U UMEIOT TEeHIEHLMIO Mcye3aTh K 12 mecauam [19].
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Tabnuua 5. YacToTa KNMHMYeCKNX GaKTOPOB B CPaBHMBaEMbIX rpynnax, abc. (%)

Mpu3Hak KoHTponb AOPOIN HBOPOM P (kputepuit x?)
(n=40) (n=70) (n=70)
[wnarHo3
HazodapuHruT 7(17,5) 8(11,4) 21 (30) 0,005
06CTPYKTUBHDI NapUHIAT 10 (25) 24 (34,3) 12(17,1)
06CTPYKTUBHDI BPOHXUT 12 (30) 25(35,7) 15(21,4)
NMHEeBMOHUA 11(27,1) 13(18,6) 22(31,4)
ConyTcTByowme 3aboneBaHns
aTonMyecknin fepmaTuT 1(2,5) 2(2,9) 3(4,3) 0,501
nvuenoHepput 1(2,5) - 3
OcTpbii oTUT 1(2,5) 2(2,9) 9(12,9) 0,030
AHTMbaKTEpUanbHas Tepanms 25 (62,5) 50(71,4) 54(77,1) 0,261

AOPOI - rpynna aeTeit, UMeBLIMX GYHKLVOHaNbHbIE PacCTPOCTBa opraHoBs nuiieBapeHna (OPOIM)

B aHaMHe3e, HO 63 racTPOMHTECTVHANBHbIX >Kanob B TedeHvie 3 MecsiLeB, NPeALeCcTBOBaBLUVX FOCMUTa-
nv3aumu, y fieTell NepBOro roAa XusHu 1 B TeYeHne 6 MecsLeB y ieTel cTaplue roaa.

HB®POIM - rpynna getei, nmetowmx ®POT B HacTosALlee Bpems (B TeueHMe 3 1 bonee mecsALeB A0 rocnu-

Tanusauun). KoHtponb — aetu, He nmesLlune OPOM HM B aHaMHE3e, HU B HacTosLLee Bpems

Jnutenpublit a4y pe6eHKa, BHISBAaHHBIV KOMMKAMI,
M 3HAYNMTE/IbHOE HEJNOMOTaHMe, acCOLMMPOBAHHOE
C TBEPABIM CTY/IOM, — OCHOBHBIE ITOBOJIbI OOpallleHNs
3a MEIUIIMHCKON IOMOILbI0 [17, 18], uTo HamuIo MO -
TBEP>KJIeHIIE 11 B HACTOSIIEM MCCTIeTOBAHIA.

Y nonosunsl (50%, 95% WM 34,9-65,1) mereit
¢ OP3 crapuue 4 et 66111 grarsoctuposanbt GPOT],
YTO BbIlle MONY/IALVMOHHON PacIpOCTPAaHEHHOCTH.
B pasnuyHBIX MCCIETOBAHMAX MX OOLIas 4acTOTa
BapbupoBana ot 23 no 30% [1, 5-7], u He coobia-
JI0Ch O BO3PACTHO 3aBUCUMOCTH CTPYKTYpbl GPOII
cpenu peteit crapuie 4 net [6]. OyHKIMOHANIbHBIE
samopsl, CPK n abgomuHambpHble 60711 66111 Han6o-
7iee UCCIeJOBAaHHBIMY paHee COCTOAHUAMU. Y JieTeil
¢ OP3 3HaunrtenpHO mpeobnafana abmoMUHATbHAS
6071b, YTO TAK)Ke BBIIIle, YeM MPEJICTABIEHO B Mpef-
HIECTBYIOIMX SMUAEMUOTOINYECKUX UCCIeOBaHN-
ax (13,5%) [20]. Y 29% pereit, MMeBIINX MIajeHYe-
ckue OPOIT], pucnencruyeckye >kano6bl COXpaHsIINUCh
un B Oosee crapiieM Bospacte. [Toxoxxme cBemeHUs
ObL/IN [TOMyYeHbI U APYrUMM aBTOpamu |3, 18].

VY rocmnmranmsmpoBaHHBIX nanueHtoB ¢ OP3
Jalile peruCTPUPOBANINCH OCTPbIe KMIIeYHbIe MHPEeK-
1uu B aHaMHese. Bonpoc nepeuynocty ®POIT, mpep-
PacHoaraoyX K OCTPbIM KUIIEYHBIM NHPEKIUAM,
WIN BeRYIIell PONM OCTPBIX KUIIEYHBIX MHQEKINIt
B pasBuTuy nocruHpexunonusix GPOII B HacTOA-
1IEM MCCIEeNOBAHNM He OBbUI MOMHAT, XOTA OH MMeeT
Ba)XHOE 3HAYeHME JUIA MefMaTpPUIecKoil MPaKTUKIU.
B HacrosIee BpeMsl MMEOTCs yOequTeNnbHbIE HaH-
HbIE, CBUJIETENILCTBYIOLME O TOM, YTO Yepes 1-6 me-
csleB  mocie  MHQEKIMOHHOIO TacTPO3HTEpUTa
y 4eTBepTM! MAIVIEHTOB HAO/M0faeTcs 3HAYUTeIbHOe
yBenudenue OPOII, cBsI3aHHBIX ¢ 6OTIAMHU B XUBOTE
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u 3anopamu [21-24]. Heobxopmumbl fapHeile uc-
C/IeIOBAHMS, YTOOBI OIPENENNUTDh [OMI0 MalMleHTOB
¢ ®POII, y KOTOPBIX OCTpble KUIIeYHble MHPEKINN
ObIIM OCHOBHBIM TPUITEPOM [IUTENbHBIX >Xasob.
Ouenka BepoATHBIX (aKTOPOB pucka Obita ObI I1O-
JIe3Ha JIJIs1 CBOEBPEMEHHOV KOPPEKIVY JIedeHN s UH-
(beKI[MOHHOI Tapen C LeNbIo IPEJOTBPATUTD ITOCT-
MH}EKIMOHHBbIe KUIIeYHbIe PAaCCTPOIICTBA.

Hammu pesynbraTsl nokasanu, 4to getu ¢ GPPOII
crpaganyu nosropHeiMu OP3 uame mo cpaBHeHUIO
C TeMU, KTO He MMeJT TaCTPOMHTECTIHAIBHBIX XKamob
B MOMEHT rocnuTanusanuu, Ha 34,0% (95% O 20,0-
48,1); OP 1,98 (95% IV 1,47-2,69); OLI 4,13 (95% O
2,18-7,85). E.S. McKeown 1 cOaBT. U3y4mIn 4acTOTy
noctuHdpexuronubx PPOII y B3pocmbIx moce smnu-
30/10B KMIIEYHBIX ¥ HeKnuiedHbx nHPpexnmit. CPK
Ob71 60/Iee YacTBIM IIOCTIe HEKMIIEYHOI MHQEKInIL,
YeM B KOHTPO/IbHOI rpymnme [25]. B 6onee mosguem
uccnegoBanuy H. Paula u coaBt. ycTraHOBU/IN Hanu-
uyne He3aBucuMoit cBsisu CPK ¢ HeKMIIeUHbBIMU WH-
dbekumAMM, KOTOPBIE JIEYMIN aHTUOMOTUKAMU [26].
VHTepecHO, 4TO (PaKT MCIOTB30BAHMS aHTUOMOTH-
KOB KaK TaKOBOJ IPVMBOANT K IIOBBIIIEHHOMY PUCKY
nHGEKIMOHHOI frapen y geteit [27]. B faHHOM KOH-
TeKCTe CefyeT MOAYEePKHYTh: B HallleM JCCIeNoBa-
uuu getrsam ¢ ®POII yaie HasHaYaMMCh aHTUOMOTH-
KI, ¥ Y HUX 4alie OblI [UarHOCTUPOBAH OTHUT.

Amnanus accounmanuy ®POIT ¢ BO3MOXXHBIMI Me-
IVIKO-COLVIa/IbHBIMY (paKTOpaMM pUCKa BBISIBUIL He-
KOTOpBIe TI0OONBITHBIE pe3yIbTaThl. B rpyIe fetei
¢ OPOII mnapmre 4 1eT BO3pacT OTLOB 6bII 60IbIIIE,
a TUII UX npodeccun valle uMes OTHOIIEHME K SKC-
mwryatanuy TexHuku. Matepu peteit ¢ @POII 6b11u
MeHee YIOB/IeTBOPEHbI CBOMM MaTepUaTbHBIM I10JI0-
JKEHIMeM 1 pe)ke MMeu Bhiciee obpasoBaHue. PaHee
CO00Ia/IOCh, YTO B3aMMOJEICTBUE MEXIY PORUTE-
JIeM U MJIafieH1IeM, OCOOEHHO OTI[OM M MJIAfleHIIEeM,
meHee onrumMansHo npy Hannauy OPOIT y pebenka.
Kpome Toro, B3anMopeiicTBue MeXAy pORUTENAMMN
B 9TOM C/Iydae 4aile 6pIBaeT IpO6IeMHBIM II0 CpaB-
HEHUIO C KOHTPOIbHBIMU ceMbsiMu [28]. BoamoxHo,
Ja/bHelIINe WMCCIefOBaHMs OLIEHIT, KaK OOHapy-
JKEHHBbIe (aKTOpbl BAMAIT Ha IICHXOIMOIVOHAJIb-
HBIl KJINMAT B CeMbe, a TAK)XKe UX BEPOATHYIO PONb
B BocnpuATuu O®POII pogutenamu.

Cpenu OrpaHMYEHMII HAIIero JCC/IeOBaHMsA
Ha/I0o OTMETUTh HeOOIBINOI pasMep BbIOOPKH, KOTO-
PBIil He MO3BOMIMJI OIpEJie/IeHHO OLIEHUTDH BO3MOXK-
HbIe XapaKTepUCTUKM feTeit crapure 4 et ¢ GPOIL.
Bospact pgeteit ¢ HBOPOII 6b11 cMelieH B CTOPOHY
MJTaJIIIEero BO3pacTa 13-3a TOTO, YTO OHM B GOTIbIIEN
Mepe HYXXJAIOTCA B TOCIMTAIM3ALNM II0 IIOBOLY
OP3. Bo3MOXHO, MaTepy, COIJIACUBIINECS 3aION-
HUTb aHKeTy, ObUIM Go/ee MOTMBMPOBAHBI M3-3a
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Ta6nuua 6. HacTota MeanKo-CoLManbHbIX 1 KNMHUYECKKX GaKTOPOB B CPABHMBAEMbIX rpymnnax,

CTPaTUOMLMPOBAHHDBIX MO BO3PaCTy (MnafLe 1 ctaple 4 net), abe. (%)

TaCTPOMHTECTMHATbHBIX I'IpO6)IeM ux neTeﬁ[. Mbsr1 He
UMeNN BO3MOXXHOCTN M3Y4YNUTb aHaAMHE3 neTen 1o
MEOUIIMHCKUM aM6y]’IaTOprIM KapTaMm, " IIO3TOMY

MpusHak KoHtpons  AOPOM HBOPOM P (kputepuin
(n=40) (n=70) (n=70) %) [aHHble aHAMHE3a MOTYT OBITb CYODBEKTVMBHBIMIL.
BospacT peteii Hamu He 6b1710 IPOBeIEHO JOIIOTHNUTEIbHOE 06CTIe-
[0 4 net 31(77,5)  56(80) 47(67,1) 0,193 TOBaHMe JETEeN 110 IOBOJYy TACTPOIHTEPOIOIMIECKUX
4 ropa u capue 9(225) 14(20) 23(329) Kano6, OHAKO y BCeX MAIMEHTOB OTCYTCTBOBAJIN
Bo3pacT oTla «CHUMIITOMBI TPEBOTM», Tpebyloliye HEOTIOXHOTO
BO3pacT pebenka Ao 4 nieT OUATHOCTUYECKOTO IoucKa. [I/1s1 cpaBHEeHUA MBI UC-
1o 30 net 13(41,9) 27(4822) 17(36,22) 0,013
o7 30 10 40 ner 10823) 271482  26(553) I'IOIIbBOBa)'IICI pe3y/nbTaThl SNUAEMUOIOTUYECKUX VIC-
40 et n cTapue 8(25,8) 2(3,6) 4(8,5) ClIefloBaHMIA, B KOTOPBIX M3y4Yanach pacpoCTpaHeH-
BO3pacT pebeHka 4 ropa n ctapuie Hocth OPOII, fuarHoCTUPyeMbIX [TTaBHBIM 00pa3oM
Ao 30 ner 7(77.8) 4(286) 4(17.4) 0,020 o Pumckum kputepusim I11. OrpanuyeHnHbie nccie-
o7 30 10 40 net 1000 5357 17(73,9) purep - UTp n
40 neT v cTaple 1(11,1) 5(35,7) 2(8,7) moBaHuA, npuMeHuBinne Pumckune kputepun IV, no-
O6pasoBatite marepn Ka3aJi 3Ha4NTeIbHO 60JIee HU3KYIO YacTOTy CDPOIuI,
BO3pacT peéeHKa no 4 net OJHAaKO OTHOCUTE/IbHAaA 9YaCTOTa Ka’>XK[JOro paCCTpOI/I-
cpefHee 6(19,4) 17 (30,4) 22 (46,7) 0,035 CTBa He U3MEeHUJIaCh [29] .
BbiCLLee 25 (80,6) 39 (69,6) 25(53,2) C . .
MJIBHOJ CTOPOHON HAaCTOSLIEro MCCIeNOBaHUA
BO3pacT pebeHKa 4 rofa u cTaplue
cpepHee 3(33,3) 2(14,3) 8(34,8) 0,379 CYUTaeM BbIABJIEHHbIE TEHAEHLMN, KOTOpPbIE, TEM
BbiCliee 6(66,7) 12(857)  15(652) He MeHee, HY>XX/Ial0TCS B IpoBepKe. VIMeroTca ckyp-
TpynoBasa aeaTenbHOCTb MaTepu HbI€ NAaHHBIC O 3HAYE€HUNM HEKUIIECYHDIX I/IH(l)eKLU/[ﬁ[
BO3PACT pebGeHKa f10 4 et B passutuu O®POII y Bspocnbix. BepoATHo, y mereri,
pabotaet 28(90,3)  49(87,5  47(100) 0,049
HoMOX03/iKa 307) 70125) i KOTOpbIe 60/ee BOCIIPUMMYMBEL K PeCIMPATOPHBIM
BO3pacT pebeHka 4 roga 1 cTaplue MHpEeKIUAM, IIOCTeJHUE MEIOT BECOMYIO POJIb, TaK
pa6otaet 7(77,8) 14.(100) 22(95,7) 0,091 KakK HabOmogasumecs Hamu manuedTs ¢ ®POIT vaie
Aomoxo3ANKa 2(222) - 143) 6onenmu noeTopabiMu OP3. Kpome Toro, cpenu feTert
Tun npodeccum oTua (y pabotatowyx) crapiie 4 7eT, TOCHUTANN3MPOBAHHBIX B CTAllMIOHAP
BO3pacT pebeHKa o 4 neT P
vactora ®POII 6p11a BoIllle, YeM B HEM
yenoBeK — Yenosek 18 (64,3) 31(60,8) 15 (32,6) 0,023 c OP3, . acrora OII 6pura € 1€ cpeane
YesoBeK — TeXHUKa 10(35,7) 19(37,3) 28 (60,9) Yy AeTen 3TOro BO3pacTa. Or[pe,ueneﬂme pomu pe-
UeNoBeK — XY/IOXKECTBEHHDI 06pas - 12,0 3(6,5) CIMPATOPHBIX WMH(}EKIUIL, 0COOEHHO IIOBTOPHBIX,
BO3pAcT peberka 4 ropa v crapuie B kadectBe Tpurrepa ®POII nn paxTopa, CHIDKaO-
yenoBekK — Yenosek 3(429) 6(50,0) 7(36,8) 0,846
4ENOBEK — TEXHUKA 4(57.2) 6 (50,0) 11(57.9) mero apPeKTUBHOCTD JIeUeH s, — Ba)KHAsl HayuHas
YenoBeK — XyJOeCTBEHHbIN 06pa3  — - 1(5,3) U KJIMHWYeCKasa 3ajada. Ee peuieHre MOXET OBITD
MepuHaTanbHoe runoKcuueckoe [IO7Ie3HBIM i1l PaspaboTKyM aaropuT™Ma JIedeHMUs
nopaxeHue LeHTPpasbHON HepBHOM n pea6I/I)'[I/ITaLU/H/I neTei{ C (bYHKLU/IOHaJ'II)HbIMI/I pac-
cncTembl CTPOJICTBaAMM OPTAaHOB MNIeBAPEHNsI, KOTOPbIe 3Ha-
1o 4 net 1(3,2) 17 (30,4) (31,9) 0,007
4ropa u crapwe 101,1) 5(35.7) 11478 0116 YUTETbHO CHIKAIOT Ka4eCTBO JKM3HU U BAUSIIOT Ha
TICUX03MOIIMIOHAJIBHOE COCTOSIHIIE TTAI[IEHTOB.
MoBTOPHbIE OCTPble pecnupaTopHble
3aboneBaHuA B
0 4 net 11355  16(286)  28(59,6) 0,005 biBO/bl
4 ropa u cTaplue 2(222) 9(64,3) 20(87,0) 0,003 1. V mnajieH1ies u aereii pantero Bospacra ¢ OP3, ro-
OcTpble KMWeYHble MHpeKLUMM CIUTANU3VMPOBAaHHBIX B CTalloHap, yacTota PPOII
B aHamHese cocraBuna 35,1% (95% IV 27,0-43,9), yamie BcTpe-
Ao 4 net - 8(153 15(31,9)  <0,001 14.9% (95% T
4 ropa v crapuie B 6(429) 626,1) 0,074 vajch GyHKIMOHaIbHas guapes — 14,9% (95% [
o 9,4-22,1) 1 3anop - 14,2% (95% 111 8,8-21,3).
TUT
[ 0, _ 7
1104 ner 132) 2(36) 5(106) 0,245 2.Y 50% (95% IOV 34,9-65,1) meteit ¢ OP3 crapiue
4 ropa n cTaplue - - 4(17,4) - 4 net 6pun guarHoctuposaust GPOIL, uro BeImIe
AHTUBaKTEpUanbHaA TepanmA HONY/IALMOHHBIX HaHHBIX. [Ipeobnagana abgomu-
10 4 net 17 (54,8)  46(82,1)  38(80,9) 0,011 HasbHaA 6071b — 39,1% (95% W 25,1-54,6).
4ropaw crapuwe 8(889)  4(286) 16(699) 0009 3. letu ¢ ®POII crpaganu nosropusiMu OP3 ware

AO®POI - rpynna aeTei, uMeBLNX GpyHKLMOHamNbHbIE PacCTPOCTBa opraHoB nuiieBaperuns (OPOM)

B aHaMHe3e, HO 6€3 raCTPOMHTECTVHANbHDBIX Xanob B TeueHue 3 MecALeB, NPeALLeCcTBOBaBLLVX rOCNUTa-
nmsaunw, y feTeil NepBoro rofa XX13Hn 1 B TeyeHne 6 Mecales y AeTen ctTaplue roga.

HB®PONM - rpynna aeteit, nmetowwmx ®POM B HacToALee Bpems (B TeueHwe 3 1 bonee mecALieB A0 rocrnu-
Tanusayuw). KoHTponb — fetu, He nmesLine OPOT HX B aHaMHe3e, HY B HacToALLee Bpemsa

Ha 34,0% (95% IIV 20,0-48,1); OP 1,98 (95% [V
1,47-2,69); OII 4,13 (95% IO 2,18-7,85) no cpas-
HEHUIO C TEMU, KTO He VIMe/I TaCTPOUHTECTUHAIIb-
HBIX )Ka/100 Ha MOMEHT TOCITUTAaAN3anum. €

MeckuHa E.P, Xaducosa M.K. ABnA0TCA N1 GYHKLMOHANbHbIE PaCCTPOCTBA OPraHOB MULLEBAPEHMA KNMHUYECKM 3HAUMMbIM KOMOPOUAHbBIM GaKTOPOM 237
OCTPbIX PECNNPATOPHBIX MHOEKLWIA Y feTeir?
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JononHutenbHasa nHdopmayuma

®uHaHcMpoBaHmne
ViccneposaHme npoBeAeHo 6€3 CMOHCOPCKOW MOfAEPXKKU.
KoHnuKT nirepecos

ABTOpbI 32ABNAIOT 06 OTCyTCTBUN KOH¢HI/IKTa NHTEPECOB.
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Are functional gastrointestinal disorders a clinically significant
comorbid factor for acute respiratory infection in children?

E.R. Meskina' « M.K. Khadisova'

Rationale: Functional gastrointestinal disorders
(FGID) are highly prevalent in children world-
wide. Current concept of FGID pathophysiology
implies contributions from various mechanisms.
Information in the role of acute respiratory infec-
tions in the development of FGID in children is
lacking.

Aim: To determine the prevalence of FGID in chil-
dren hospitalized to the department of infectious
diseases with acute respiratory tract infections
(ARTI) and their association with demographic,
medical biological factors and clinical manifesta-
tions.

Materials and methods: We performed observa-
tional and cross-sectional study with continuous
patient sampling. The study included 180 ARTI
patients, whose mothers agreed to fill in the pro-
posed questionnaire of 41 items. The diagnosis of
FGID during in-hospital stay was made based on
clinical data in accordance with the Rome criteria
IV (2016) and by standard collection of the infor-
mation from the parents. The stool characteristics
were assessed with the Bristol scale. The rate of re-
current ARTI was assessed by the resistance index
of above 0.5. We considered clinical symptoms of
ARTI at the admittance, the rates of bacterial com-
plications and the need in antibacterial treatment.
Results: The prevalence of FGID in hospitalized
children with ARTI below 4 years of age (n=134)
was 35.1% (95% confidence interval [Cl]) 27.0-
43.9); they had higher rates of functional diarrhea
(14.9%, 95% Cl 9.4-22.1) and constipation (14.2%,
95% Cl 8.8-21.3). Among those above 4 years of
age (n=46), FGID were diagnosed in 50% (95%
Cl 34.9-65.1) of the cases; with most frequent
symptoms being abdominal pain (39.1%, 95% ClI

25.1-54.6) and irritable bowel syndrome (10.8%).
Irrespective of their age, the children with FGID
had higher rates of ARTI recurrence (by 34.0%, 95%
Cl 20.0-48.1; relative risk 1.98, 95% Cl 1.47-2.69;
odds ratio 4.13, 95% Cl 2.18-7.85) and intestinal
infections in their past history, compared to those
without any gastrointestinal symptoms during the
index hospitalization. In children with FGID, ARTI
were more frequently complicated by otitis and
they had higher requirement in antibiotics. The
mothers of the infants and toddlers with FGID
had lower educational level (smaller proportion of
those with high school education) and were less
satisfied with their home and living conditions,
whereas their fathers were older and more fre-
quently employed in vehicle operations and less
frequently were occupied in communication-re-
lated professions.

Conclusion: Acute respiratory infections, espe-
cially recurring, may play a significant role in the
development and maintenance of FGID in chil-
dren. Further studies are necessary, which may
result in useful information for the development
of tailored strategies to treatment and prevention.

Key words: children, functional gastrointestinal
disorders, acute respiratory infection
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LLlecTUneTHU onbIT BbINOMHEHUS onepauum
Pocca y geten C BPOXOEHHLIM MOPOKOM
d0PTaNbHOro KnanaHa

Akatos [1.C." - benos B.A." « Xomuny [1.E.! « Byxapesa O.H."  Makapos A.A." « KotoB CH." «

Henpep HO.A!

AKTyanbHocTb. Bonpoc Bbi6opa ontrmanbHOro
MeTofa KOPpPeKUMN CTEeHO3a WM HeJOCTaTOYHO-
CTV a0pTafbHOrO KJaraHa B [EeTCKOW MpakTuKe
ocTaeTcA AncKyTabenbHbiM. OgHM Bpauu OTAaloT
npeanoyYTeHe TPAHCIIOMUHANBHON 6GaNNoOHHON
aHrMonnacTuKe, BTOpble — OTKPbLITOW KOMMUCCYpPO-
TOMUW, TPETbU — MPOTE3UPOBAHMUIO A0PTANIbHO-
ro KnarnaHa imbo naacTuke ¢ NpoTe3npoBaHMEM
CTBOPOK Pa3fiyHbIM/ MaTepuranamu, YeTBepTble —
onepaummn Pocca. Kaxpgaa n3 Metoank nMeeT Kak
NpenMyLLecTBa, Tak U HeJOCTaTKN B GrvKaniuem
1 OTAANIEHHOM Nepropax.

Lienb - oLeHVTb pe3ynbTaTbl BbIMOIHEHNA Oonepa-
uun Pocca, a TakKe OCNOXKHEHWSA, BbIXKMBAaEMOCTb
1N PUCK NOBTOPHbIX OMNepaLunin B OTAANEHHOM ne-
pvoge.

Martepuan n metopbl. [lpoBefeH peTpocnek-
TUBHbIN aHanu3 32 onepauuin Pocca, BbIMOMHEH-
HbIX y AeTel B BO3pacTe OT 3 AHen Ao 18 neT B ne-
puop ¢ koHua 2012 no Hayano 2019 ropa. feten

aTOJIOTNS A0OPTA/IBHOTO K/IAllaHa BCTPeda-
ercsa B 5-8,8% ciydaes [1, 2]. ¥V manuen-
TOB C TIOPAXKEHIEM a0PTA/IbHOTO K/IallaHa
mpuMeHsieTcs: omepanusi Pocca, KoTopas,
B OT/IMYME OT IPOTE3UPOBAHMs AOPTAIBHOIO KIIa-
I1aHa, IIO3BOJIAET I/I36e)KaTb HpmeMa aHTI/IKoaI‘y}IHH-

B BO3pacTe A0 roga 6bi710 8, U3 HUX 1 HOBOpPO-
XAEHHbIV. Bcem feTAM BbINOAHANW UMMNAHTaLMIO
neroyHoro aytorpadra B aopTasibHyl MO3MLMIO.
Y 31 nayumeHTa Ncnonb3oBanca romorpadr B Nosu-
Lin neroyHon aptepmm, 1 nauneHTy BMeCTo Knana-
Ha JIErOYHOW apTepun MMMIAHTUPOBaH aopTasib-
HbIli ayTorpadT. CpefHNiA BO3PpacT feTeil coCTaBui
6,8 roga, cpenHun Bec — 27,7 Kr (3,9-74,6 Kr).
Pesynbtatbl. B 6nmxaiiem nocneonepaloH-
HOM Mepuoae NeTanbHbI NCXOA 3aperncTpupo-
BaH y 2 (6,25%) petei. B otganeHHOM nepuopne
6b1710 06CNIefoBaHO 26 MALUMEHTOB, CPeAHUIA ne-
puoa HabnogeHns coctaBun 2,5 roga. lNokasaHuin
ANA 3aMeHbl romorpadTa B nepuop HabnoaeHns
He 6bino. Y opgHoro pebeHka, KOTOPOMy MMMAaH-
TUPOBaNM aopTasibHbIi ayTorpadT B JIEroyHyio
nosvuuio, €ero 3ameHa MoHapobunacb uyepes
4,5 ropa. [laHHbIMY O NleTanbHbIX MCXOAAX B OTAA-
NeHHOM Nepuope Mbl He pacronaraem.

TOB. OJIHaKO VICIIO/Ib3OBAHUE JIETOYHOI'O ayTorpa(bTa

B ITO3ULINMM KOPHS aOPThI HEN30€XXHO COMPOBOXKAET-
Cs1 BOCCTAHOBJIEHUEM IIyTeil OTTOKA M3 IIPaBOTO Ke-
JIYBOYKA K/TAIIaHHOCOMEPXKALIMU OMOTOrMIeCKIMIU
IIPOTe3aMM, CPOK C/IYXKOBI KOTOPBIX BapbupyeT OT 3
1o 7 net. Ho B cBA3M € TeM 4TO BMeIIaTeIbCTBO IPOBO-
AWUTCA ¥ Ha OPa’KeHHOM aOpTa/IbHOM KJIallaHe, U Ha
HOpPMajJIbHOM KJallaHe JIETOYHOM apTepuu, B OTHA-
JICHHOM IIepyofie BO3HUKAeT OOCTPYKLUA WIN HeJO-
CTaTOYHOCTb Ha KJ/IallaHe JIeTO4Hol apTepun. Kpome
TOTO, B OTAja/ICHHOM IIepIOfie BO3MOXKHO PacIINpeHue
KOPHSI HEOQOPTHI ¥ BIIOC/IEICTBUY Pa3BUTHE €TO He-
IOCTaTOYHOCTH. TakuM 06pa3oM, BO3HUKIIE B OTHA-
JICHHOM Hieprofe crielududecKkye 0CIOXHEHN TOCTIe
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3aknioueHmne. Onepauuna Pocca gaet yaoBneTso-
puTenbHble pe3ynbTaTthl B GvKarilem u cpepHe-
OTAasIeHHOM NnocneonepaynoHHoM nepuogax. Ans
onpefeneHna CPOKOB, a TakXe AON MOBTOPHbIX
onepayuin Ha NeroYHOM romorpadTe 1 a0pPTaNbHOM
KranaHe HeobXxoArMO JasibHelLee HabnogeHve.

KnioueBble cnoBa: onepauua Pocca, cteHo3 aop-
TanbHOrO KnanaHa, HefJOCTaTOYHOCTb aopTabHO-
ro KnanaHa

Ina untuposanua: Akatos [1C, benos BA, Xomuy [IE,
Byxapesa OH, Makapos AA, Kotos CH, LLHenaep OA.
LllecTneTHMM OMbIT BINONHEHWA OnepaLmm Poccay ae-
Tel C BPOXAEHHBIM MOPOKOM aopTaibHOroO KfamaHa.
AnbMaHax KNMHUYECKon MeauLnHbl. 2020;48(4):240-5.
doi: 10.18786/2072-0505-2020-48-049.

Moctynuna 25.07.2019; popabotaHa 27.03.2020; npu-
HATa K nybnuvkaumum 25.09.2020; onybnmnkoBaHa oHAamnH
13.10.2020

npouenypbl Pocca MoryT mpuBecTM K IIOBTOPHBIM
oIepalyaM, HO yKe Ha IBYX K/IallaHaX cepalia.

Lenp mccnenoBaHMA — OLEHUTH Pe3YIbTAThl
onepanun Pocca, a Tak)Ke OCIOXHEHNA, BbKIBae-
MOCTD ¥ PUCK IIOBTOPHBIX OIl€palMii B OTHAJIEHHOM
nepuoze.

Matepuan u metoabl

MpI npoBeny peTpOCHEKTUBHOE MCCIEfOBAHME JIETEN
B BO3pacTe 710 18 jIeT ¢ HeJOCTaTOYHOCTDIO, CTEHO-
30M WM KOMOVHIPOBAHHBIM IIOPOKOM a0PTa/IbHOTO
KmanaHa. Beero ¢ koH1a 2012 r. BpInosiHeHO 32 omnepa-
uuu Pocca. [leteit B BozpacTe 1o roga 6bU10 8, 13 HUX
1 mpoonepupoBaH B Bo3pacTe 3 fiHell. Pacipenenenne
IeTelt 10 BO3PACTy AaHO B TabL. 1.

Pacmmpenne BBIBOZHOTO OTfena JE€BOTO  JKe-
JIyOYKa MOHAZOOMIOCH B 5 CIydasX, 3TUM AETIM
BBIIIONHANACh npouenypa Pocca - Kouno. Beibop
onepanyun Pocca BMecTo nmporesupoBaHusA aopTab-
HOTO K/IallaHa 3aBJCENl OT IOMY4YE€HHBIX Pe3yNnbTaTOB
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00cenoBaHysl MALMEHTOB M OT IHPENIOYTEHNU UX
ponuTenen.

TexHvKa onepauni

Y Bcex feTeit OblIa BBIIOIHEHA CTAaHAPTHAS CPeIMH-
Hasi CTepHOTOMUs. VICKycCTBeHHOe KpoBooOpaiie-
HIe TIOAK/II0YaNy ¢ OMKaBaJIbHOI KaHIOMALMEN VN
KaHIO/ALMEN eIMHOM BEHO3HOJ KaHIOJEN B IIpaBoe
Tpefcepaye M KapAMOIUIeTHell B KOPeHb aOpPThI XO-
JIOMHBIM pacTBOpoM KycTopmmorn, neBomnpencepiHbIil
KaTeTep — 4epe3 yCTbe INpaBbIX JIETOYHBIX BEH MI/A
pasrpysKu leBbIX OTAENOB. B caydyae HeoCTaTOYHO-
CTM aOpTajJIbHOTrO K/IallaHa BBINOTHANACH CENTEKTUB-
Has KapjuoIjeruss B KOPOHAapHble apTepuy Iocye
nepe>xaTysl U IOMepPeYHOro BCKphITHA aopThl. Ilocme
Kap[IMOIJIeruy MPOBOAMIN PEeBU3NIO KIallaHa [/
oIIpefieNieHNs] BO3MOXKHOCTY BBLITIO/THEHNA TIIaCTUYe-
CKOJI omepanuy; Mpy HEBO3MOXXHOCTM WM Heypjade
ITACTMYECKOV KOPPEKUMM BBIOTHANTACh IpPOLEeAy-
pa Pocca. CHavasa BBIe/IsIN JIETOYHBI ayTorpadT
C MBIIIIaMM BBIBOJHOTO OTHE/A IPAaBOTO >KeMymod-
Ka 6e3 MOBpeXieHsI CTBOJIA JIEBOIT KOPOHAPHOI ap-
TepUM, €€ BETBEN U IIePBOJ CENTA/IbHONM BETBU Ile-
penHell MeXOKeNTy[LodKOBOM apTepun. Boienanuch
KOpDOHapHble apTepuu Ha IUIOMIAfKaX, MCCEKaNCh
CTBOPKI Q0PTA/IbHOTO K/IAMIAHA 1, €C/IY HEOOXOANMO,
paccekanoch ¢pubposHOe KOMbLO aOpPTaIbHOIO K-
IaHa MEX/y IIPaBOil U JIEBOJ KOPOHAPHBIMU CTBOP-
KaMI C IPOJO/DKEHMEM Ha MEXOKeTy[JOUKOBYIO Iie-
peropopKy. Y HEKOTOPBIX JeTell IPU BbIPAXKEHHOM
9HJOKapAuaabHOM (UOpO3e JIEBOrO >KeMyJo4Ka BBI-
MOTHAMY MUOSKTOMUIO U TAPUMAIbHYI0 pe3eKINIo
9HJOKapyfa, HopjmyuBam ayrorpadr k ¢udposHomy
KOJIbIlY 20pTa/IbHOTO K/IallaHa ¥ PeUMIIIAHTUPOBaIN
KOpPOHApHble apTepyuy B CTeHKy ayrorpadra, mocie
4Yero BOCCTAHABIMBAIU I[€IOCTHOCTb BOCXOJALIEN
aoprol. Ecnu comyTcrBytomux feexToB He HabOIIIo-
Ta/oCh, 33KMUM C aOpThl CHUMAJICA, IPOTe3NpoBaHue
JIETOYHON apTepuu B psAfe CIy4aeB IPOBOAMUIOCH Ha
HapasUieNbHON Iepdy3ui.

Pe3ynbtaTtbl

JleTanbHOCTb Ha rOCMMUTaNbHOM 3Tane

B 6mkaiiieM I0C/IeONepaliOHHOM Iepyuofe 3a-
PErMCTPUPOBAHO [{Ba JIETA/MBHBIX MCXOAA. llepBbIi
pebeHOK mocTynun B Bo3pacTe 16 meT ¢ KOMOMHMU-
POBaHHBIM CTEHO30M A0PTAa/NbHOro Kimamana. Ilocre
ollepaliiyl Y Hero pasBUIach OCTpas ceppedHas Heflo-
CTaTOYHOCTD Ha (pOHe HapYILIeHsT KOPOHAPHOTO KPO-
BOTOKa.

Bropoit pebeHok Obin mpoomeprpoBaH B 8 JeT.
On ObUT 3KCTYOMpOBaH, HO Ha BTOPOIL JieHb IOCIIE
omepaumy TOSBUINCH TPUSHAKK OCTPOTO IeMOp-
parn4eckoro MHCyIbra. PeGeHOK ObBUI IepeBeneH
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LlecTmneTHMin onbIT BBINONIHEHNA onepauynn Pocca Yy netevi ¢ BPOXAEHHbIM NOPOKOM aOpPTasibHOro KnanaHa
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Ha MCKYCCTBEHHYIO BEHTUIALMIO JIETKMX M YMEp Ha
48-e cyrku Ha (oHe IOMMOPraHHON HEJOCTATOYHO-
CTH.

oBTOPHbIE ONEPaLMA B PaHHEM
nocneonepauynMoHHOM nepuoae

JIBycTBOpYATbIil aOpTa/IbHBI ayTOrpadT MMILIAH-
THPOBaIM OfHOMY pebenky. [Tocre omeparyn y Hero
PasBWIAch HPABOXKETYIOYKOBAsA HENOCTATOYHOCTD,
4TO HOTPe6OBAJIO NOMOIHNUTD OIepPalNI0 HaJIOXKEeHN-
eM [BYHAIIpaB/IeHHOIO KaBaIly/IbMOHA/IbHOTO aHa-
CTOMO3a.

[MopxmoYeHne 9KCTPAKOPIIOPATbHOI MEMOPaHO3-
HOJI OKCUTEHAI[UM TOTPe6OBaIoCch OTHOMY PebeHKY,
KOTOpoMy OblyIa BbIIO/IHEHa omepanus Pocca, a BIo-
CNIeACTBUY, TIO IPUYMHE IPOTPECcCUpPOBaHMA IIPU3Ha-
KOB CepJieyHOll HeJOCTAaTOYHOCTM B paHHEM IOCIIe-
OIIEpAI[MOHHOM IIepuofie, onepanysa benramma — [le
bomno.

Eme ogHOMY peOeHKY, MOCTYNVBIIEMY K HaM CO
CTEHO30M AOPTA/IbHOTO ¥ HEJNOCTATOYHOCTHIO MMU-
TPa/bHOTO K/IallaHa B BO3pacTe 3 JieT, MMIUIAHTH-
poBany 3MeKTpoKapauocTumynArop. o sToro ma-
IVeHTy ObUIa BBINONHEHA Pe3eKIVsi KOapKTaINI
A0pPTHI, TPAHCTIOMUHA/NbHASA Oa/IOHHAs AHTMOIUIA-
ctuka (TJIBAII) pexoapKTauum aopThl, a TaKXKe He-
ognokpatHo TJIBAII aoprampHoro xmamasa. ITocrne
ouepennoit TJIBAII y peGenka pasBmiach HegocTa-
TOYHOCTb MUTPAJIbHOTO KJIaIlaHa, 10 MEeCTY >KUTeTIb-
CTBa BBINO/IHEHA IIACTMKA A0PTAZIbHOTO ¥ MUTPATIb-
Horo kimanaHoB. ITpy noctymienun K HaM y pebeHKa
10 JAaHHBIM aXokapanorpadun (9xoKT) gmarHoctu-
POBaHBI CTEHO3 A0PTA/ILHOTO K/IallaHa U HEJOCTaTO4-
HOCTb MUTPAJIbHOTO K/TIallaHa, B CBA3Y C Y€M BBIIIO/IHE-
Ha omnepanus Pocca n mporesupoBaHye MUTPaTbHOTO
KJIaIlaHa 6M0/IOrMYeCKM IpoTe30M. B Tab. 2 nmpuse-
IeHBl OCTIOKHEHN:A mocye onepanyuy Pocca B rocnu-
TaJIbHOM II€pUOTeE.

Y nereil B Bo3pacTe [0 3 JIeT OC/IOKHEHMII He Ha-
6moganocb. Y ABYX IALIMEHTOB, OOVMH U3 KOTOPBIX
ObUI HOBOPOXKIEHHBIM, IIPOBEEHO OTCPOYEHHOE
yUIMBaHNE TPY/VHBL.

Pe3ynbTaThl B OTAANIEHHOM Neproae

Ilocne BHIMMCKM MBI OLEHMBAaINM COCTOSHUE HEO-
A0pTa/IbHOTO KJallaHa ¥ KJaIlaHa JIETOYHOI apre-
pun. Vimeercst uHGOpMALMsA O COCTOSIHUY K/IATIAaHOB
JIETOYHOM apTepuM U aOpThl y 26 IALIMEHTOB, CPEf-
HUII TTepuop;, HaOMIoneHnsT cocTaBuI 865+ 612 nHerr.
JJaHHBIE pe3y/nbTaTOB OCMOTpPA MAIjMEeHTOB 110 MECTy
KUTENbCTBA U ToKasareneir OxoKI momydeHbl mo
9JIEKTPOHHOI TI0YTe OT POAMTENENl MAM NPU OCMO-
Tpe manueHToB B nonukauuHuke OIBY «OIIBMT»
Munsppasa Poccun (r. Kanununrparn).
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Tabnuua 1. CBoAHble AaHHbIe NaLYEHTOB

[MokasaTenb KonunuecTBo nauneHTos, abc.
mnagwe 1 rofa 1-3ropa cTaplue 3 net BCEro
8 3 21 32
CpepHuia Bo3pacT (min—max) 112 pHen 1,8roga 9,8 rofa 6,8 roga
(3-203 gHA) (1,5-2,5 ropa) (3,1-16 neT) (3 gHA - 16 neT)
Bup natonornm aoptanbHOro KnanaHa
CTeHO3 7 2 5 14
HeAOCTaTOYHOCTb 1 1 7 9
KOMOUHVPOBAHHbIV MOPOK 0 0 9 9
Onepauusa
Pocca 6 2 18 26
Pocca - KoHHo 2 - 3 5
[BOWHOrO nepeksnoyeHnsa npu onepaymm Pocca 1 1
Bec, kr (min-max) 6,4 (4,5-8) 12 (10-14) 38 (15-74,6) 27,7 (3,9-74,6)
MpepwecTsylowan onepaums
TNBAMN 2 2 4
naacTuKka aopTasbHOro KnanaHa 2 2 4 8
pevmnnaHTauma MKA 1 1
VIMIMJTaHTaLMA 3N1eKTPOKapANOCTUMYNATOPA 1 1
peseKkumna KoapKTaumm aopTbl 1 1
Bpemsa nepexatna aopTbl, MUH 88,2 + 26,1 86+ 11 98 +36,9 94,75+ 34,2
Bpems ncKyccTBEHHOro KpoBoObpaLLeHUs, MUH 111,5+384 114+£17,9 146 + 60,5 135+ 58,1
HaxoxgeHvie 8 OAuP, gHn" 38+£33 76 1,5+0,96 2,7+3
locnuTtanbHbIn Nnepuog, AHU" 16,5+6,1 16,6 +5,7 94+2,16 12+5,2

OAWP - oTgeneHve aHecTe3monorum 1 peaHumauuu, NKA - npaBas kopoHapHas apTtepus, T/IBAT - TpaHcOMHanbHasA 6anfoHHas aHrMoONNacTUKa

"be3 ydyeTa neTanbHbIX NCXOA0B

CoracHO JaHHBIM JIMTEPATYpPbI, CaMas YacTasd
IIpUYNMHA [/ IOBTOPHBIX ONEPaluii B OT/la/IeHHOM
nepruone - HapylleHMe (QYHKIMM KIallaHa JIerod-
Hoit aprepyun. IlokasaHmeMm [/ NMOBTOPHBIX OIepa-
LMiT CIY>KaT KIMHWYECKNME INPOABIEHUSA CEPHEYHON
HEJOCTAaTOYHOCTM, a TAKKe BBIPA)KEHHas HeMOCTa-
TOYHOCTb M/IM CTEHO3 Ha JIETOYHOM KJIaIlaHe IIo pe-
synbrataMm OxoKI-uccnemosanmit. B cooTBeTcTBMM
C IIOJTyYeHHBIMIY JAHHBIMY, B Hallleil cepuu Habmozie-
HMIT olepaIys 6b1a HeoOXOIMa TONMBKO OTHOMY pe-
6eHKY, KOTOPOMY MBI MMIIAHTUPOBA/IN B JIETOYHYIO
HO3MIMIO He roMorpadr, a aopTajbHBIA ayTorpadt
C OTCEYEHHOI CTBOpKOIL. Yepes 4,5 roga emy peum-
TJIAHTMPOBANMN TOMOTpadT B JIETOYHYIO apTepHIo.
B ocTanbHBIX cTy4asx MMoKasaHUI K MMOBTOPHOI XU-
PYPrudecKoil KoppeKunu He 6bII0.

Bropas mpob6nema B OTHaleHHOM IIepyofie Mocie
omepanun Pocca - HeOCTATOYHOCTb AOPTAIbHO-
ro KIamaHa. B Hamrer cepuy HabmIOfeHMIT HegoOCTa-
TOYHOCTb KJ/IAllaHA Y TAIMEHTOB OblIa yMepeHHOI!
JWIM MUHVMMAQJIbHOM, B CBA3M C 4YeM B IIOBTOPHBIX
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onepanysx Ha aOpTaJbHOM K/IallaHe He OBUIO HeoO-
XOJIVIMOCTIA.

O6¢cyxgeHne

Y pmereli, mpoonepuMpoOBaHHBIX B HAlleM LIEHTPE IO
IIOBOJIY CTEHO3a VJIM HEJOCTATOYHOCTU A0PTa/IbHOTO
KJIaIlaHa, a Takoke MX KOMOMHALMY, Mbl He YBUAEIN
PasHUIIBI B YacTOTEe IOBTOPHBIX OINepalyii B OTAa-
JICHHOM TIepHO[ie.

Bo MHOruX LieHTpaXx MeTOJMKOI BbIOOpa IIpu-
3HaHa 0aJ//IOHHAs aHTMomacTuka. Ee mpemmyiie-
CcTBa — OBICTPOTA ¥ OTHOCKUTE/IbHAs JIETKOCTb BBI-
HOJTHEHMA, a TaKkKe 6oJiee OGBICTPOE BOCCTAHOBIICHNUE
nocse pouenypsl. J.W. Brown u coaBr. [3] momyunmm
YIOBIETBOPUTEIbHBIE PE3Y/IbTAThl B OTJAJIEHHOM Ile-
p1ofie IoC/Ie OTKPBITO KOMUCCYPOTOMMUH, TOTTA KaK
nocite TJIBAII ¢ TedeHmeM BpeMeHM Y MHOTMX JeTel
pasBUBaIaCh HESOCTATOYHOCTb A0PTa/JbHOIO KJIAIla-
Ha. J.S. Nelson u coaBT. B CBoeM MHOTIOLIEHTPOBOM
UCCTIEOBAHNN TIOKA3amy, 4T0 GOMbIIMHCTBY (41%)
meTeil, KOTOPbIM BBINOMHAMN omepanuio Pocca, fo
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storo mposopmnack TJIBAIT [4]. Mbl He BbIOTHsIEM
TAHHYIO IPOLERYPY, TAKXKe IPefIOINTas OTKPBITYIO
KomuccyporoMmuio. Ilo HalleMy MHEHUIO, «3psdas»
U IOTKOHTPOJIbHAS KOPPEKIMs MIMeeT MEeHbIIIe Bepo-
ATHOCTY IIOBTOPHBIX omepaiuit B 6yaymwem. K tomy
JKe IIpYM HeBO3MOXXHOCTM BBIIIOJTHEHMSA KOMIUCCYPO-
TOMIU B OIEPAlYIOHHON MOXKHO IIPUMEHUTD APYTYIO
TaKTUKY, B ToM 4ncie Pocca mnn Pocca — KonHo, 14
CO3JlaHMA Y[IOBJIETBOPUTENBHOTO BBIXOIA U3 JIEBOTO
JKeylouKa.

MHorre aBTOpPBI IPEATIOYNTAOT IIPOTE3UPOBA-
HIle A0pTaNbHOTO K/IallaHa KaK MeHee TPaBMaTUYHYIO
npouenypy. IIpu onepanmm Pocca BMemarenbcTBO
OCYILeCTB/IAETCA Ha JBYX KJIalaHaX — aopTaabHOM
U JIETOYHOM, YTO B OT/Ja/ICHHOM IIepIOfie MOXKeT IpM-
BeCTM K HeOOXO[VIMOCTY BBIIIOTHEHMUS ITOBTOPHBIX
olepanuil Ha 3TMX KnanaHax. IIpenmyiecTBo ke Xo-
pOIIO BBITOMHEHHON omeparuu Pocca 3akimodaeTcs
B OTCYTCTBUU Tepaluy ¥ HeOOXOJUMOCTY IIpUMeHe-
HIA aHTUArPeTaHTOB, AHTUKOATY/ITHTOB U KOHTPOJIA
MEeX/JYHapOJHOTO HOPMAaJIM30BAaHHOTO OTHOIIEHMS.
JIna MHOTMX POAWTENeNl 3TO CTAaHOBUTCA BECOMBIM
apryMeHTOM B Ionb3y onepanuu Pocca. Kpome Toro,
TIpU IIPOTE3UPOBAHNMY A0OPTATTBHOTO K/IallaHA HU3KIIA
BeC ¥ MaJICHbKMUII BO3PACT CAY>KaT paKTopaMy prcKa
HEYCIIENTHOTO pes3y/IbTaTa KoppeKiuu. B Takux ciy-
yasax omepanusa Pocca mpefcTaBnAeTcs eUHCTBEH-
HBIM BO3MO>XHBIM BapMaHTOM.

TaxuMm o06pa3oM, IepeMelljeHue JIETOYHOI ap-
Tepun ¢ GUOPO3HBIM KOJBLOM C paclIMpeHneM
BBIBOJIHOTO OTHE/IA JIEBOTO JKeMyHOoYKa — IIPOIeny-
poit KoHHO - mnn 6e3 Hee BBIMTOMHSAETCS BO MHOTUX
K/IMHUKAX, 0OCOOEHHO Yy IeTell B BO3pacTe [0 Tofia co
CTEHO30M WJIN HeJOCTaTOYHOCTHIO A0PTATIbHOTO KJIa-
IIaHa ¥ HEBO3MOXKHOCTBIO IIPOBECT IUIACTUYECKYIO
onepanuio. Mbl cTapaeMcs BBLIINOTHUTL TIJIACTUYe-
CKYIO OIIepalLIMIO A0PTa/IbHOTO K/IAllaHa Y BCEX JieTell,
mpexje yeM mepeliTu K omepauun Pocca. B omepa-
LMOHHON TpoBOAUTCA upecnuieBopHas IxoKI, mo
TAHHBIM KOTOPOII OCYI[eCTB/IAETCSA OlleHKa KJallaHa;
NP HEY[OBJIETBOPUTENbHBIX pe3y/lbTaTaX JeIaeTcs
omnepanus Pocca.

OnHM U3 OCHOBHBIX OHpefensomux (HakTopos
BBIOOPA TaHHOI XMPYPIUIecKoil TaKTUKU — BO3PACT
pebenxa u prcku. ITo TaHHBIM IUTEPATYPHI, HETU [0
rofia MpefCTaB/IAI0T OO0l IPYIITy GO/MBIIErO PUCKa,
yeM ey Goree cTapiuero Bo3pacta. Tak, o JaHHBIM
PasHbIX aBTOPOB [5-7], IeTaIbHOCTD Y MaJICHbKUX Jie-
Teit MoxkeT mocturath 75%. R.K. Woods u coasr. [8]
NIPOAHANU3UPOBA/IN [aHHble 145 HOBOPOXKIEHHBIX
u peteit fo roga. focnuranbHasd neTanbHOCTb COCTA-
BuIa 16%, py 3TOM B IPyIIIle HOBOPOXKJEHHbBIX OHA
Oblma 4yTh Bblme (29%), 4eM B TPyIIIe TPYLHbIX Jie-
teit (11%). [To HammM pesynbTaTaM, BBDKMBAaEeMOCTDb
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Ta6nuua 2. OcnoxHeHWs onepauumn Pocca B paHHeM NocneonepaLnoHHoM neproae

MNokasaTenb

KonnyecTBo naumneHToB, abc.

KpoBoTeyeHne

OHMK

3KMO

MMI'IJ'IaHTaLlI/IFl SNEKTPOKapANOCTUMYNATOPA 1

JleTanbHbIn ncxod

2

OHMK - ocTpoe HapylueHre Mo3roBoro KpoBoobpatueHns, SKMO — annapat SKcTpakopnopanbHoi

MeMbpaHO3HOI OKCHreHaLmm

Akamoe [].C,, benog B.A., Xomuy [1.E., byxapesa O.H., Makapos A.A.,, Komog C.H., [LIHetioep IO.A.

LlecTmneTHMin onbIT BBINONIHEHNA onepauynn Pocca Yy netevi ¢ BPOXAEHHbIM NOPOKOM aOpPTasibHOro KnanaHa

HOBOPOXX/IEHHBIX B TOCIIMTa/IbHOM IIep1Ofie COCTABMU-
ma 100%, a B rpynmax 6osee cTapliero Bo3pacra yMmep-
nu iBa pebenka. Takum 06pasom, 06111as1 1eTambHOCTD
B OmpKaiiieM IOCTEONEPAYIOHHOM IepUOfie B Ha-
IeM LieHTpe cocTaBuia 6,25%. Oba pebeHka Oblin
crapie 3 set. Y ofHOro pebeHKa pasBUIACh OCTpas
cepfiedHas HeJOCTATOYHOCTDb B IepBble CYTKMU IIOCIIe
olepanyy, 4To ObIIO CBSI3AHO C HApYIIEHNMEM KOpO-
HAapHOTO KPOBOTOKA. ITO IIOTPeOOBAIO BBIIOTHEHMS
IIPOTe3MPOBaHMA BOCXOAALICH a0PThI C PelIaHTaLlU-
e/l KOpOHapHBIX apTepuil. HecMoTps Ha mpoBoguMble
MeponpusaTHs, Y pebeHKa IIporpeccupoBana cepyed-
Hasi HeJOCTaTOYHOCTD, B CBSA3Y C YeM ObUI IOAK/II0YEH
aInmapar sKCTPaKopIOparIbHOI MEMOPaHO3HOI OKCH-
reHauuy. Yepes 6 gHell KOHCTaTMpOBaHAa CMepPThb Ia-
IJeHTa. Y BTOPOro pebeHKa B MOCTeONepalliOHHOM
TIepyofie pa3BMUIACh OCTPast HEJOCTATOYHOCTDb MO3TO-
BOTO KpoBoob6pauienus. IIpy aToM mokasaTenu reMo-
muHaMuKy, o gaHueiM OxoKI u apyrrx MmeTonos 06-
CIefoBaHs, OBUIN YOBIETBOPUTENbHBIMM. [TarueHT
HaXOJWICA B KOME B TedeHue 46 IHel, Ha 48-e CyTKI
KOHCTaTMpOBaHa CMepPThb. B Apyrux rpynmnax snetanb-
HBIX MCXOJOB He OBIIIO.

Tem He MeHee eTu B BO3pacTe [0 rofia Hy>KIaiT-
s B 60/IblIIeM BHYMAHUM CO CTOPOHBI BCEX CITY)KO Kak
B [IEPUOIIEPAIVIOHHOM, TaK U B IOC/IEONEePAYIOHHOM
nepruonax. Bpemsa HaXoX[eHNA Ha MCKYCCTBEHHON
BEHTWIALMY JIETKUX, KOJKO-/IeHb B OTJENeHUM pe-
aHMMAIVM, a TaKXKe IpebObIBaHNE B KapAMOXUPYP-
TUYeCKOM OT/AelneHNM (TOCIUTAIbHBIA 3TaI) Y Je-
Teil 3TOVL IPYIIBLI OObIIle, YeM y AeTell cTaplle rofa
(cm. Tabm. 1).

OpnMH 13 BOIIPOCOB, 00CYX/JaeMbIX B JIUTepaType
mpy BBIGOpE MAHHOW XMPYPTUYECKONl METORUKM, —
IUINTENBHOCTD PaboThI roMorpada 1 Iepuos BpeMe-
HI, [0 UCTEYEHUY KOTOPOTO HeOOXOAMMO ero MEHATh
B oTmaneHHOM mepmope. [lo manubM G. Brancaccio
M coaBT. [5], 3HauuTenbHOE YXyAIIeHMe (QYHKIM
romorpadpra IPOUCXOOUT K HECATU TOfaM IIOCIIe
onepanuu Pocca. B Hamem 1entpe onepauns Pocca
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BbIITONIHAETCA ¢ 2012 T, IpM 3TOM MaKCUMa/IbHbIN
nepuoy, HaOMIOfEHNsT COCTaBMI 5 yleT (CpemHumil —
2,5 Topia), IOSTOMY B HAIlleM CTydae PaHO HeaThb BbI-
BOJIBI O CPOKax 3aMeHbl romorpadra. Tem He MeHee
OTMETMM, YTO 3a 9TOT IEePHOJ, HALIMM IalMieHTaM HI
B OJIHOM C/Ty4ae He IIOHa00M/Iach TOBTOPHAS XUPYP-
rmyeckas olepanys Ha roMmorpagre.
HeobxoagmnmocTh 3aMeHbl romorpadra 1 ayTo-
rpadpra B OTZAJIEHHOM IIepUOJie — APIYMEHT, KOTOPBII
IIPUBOAAT OMNIOHeHTHl omepaumu Pocca. Ecimm ro-
Morpa¢T y OOJBUIMHCTBA JeTeil Hallo MEHATD 4Yepes
10 neT, cocTosiHMe ayTOrpadTa OCTAETCs YHOBIETBO-
PUTENBHBIM B TedeHre Goree IINTEIbHOTO IIePUOJa.
Ilo maHHBIM <UTEpATYphl, PUCK IOBTOPHBIX Olepa-
LMii Ha aOPTaJIbHOM KJIallaHe yBEeIMYMBAETCsA Yepes
10-15 net nocie onepanuu. CornacHo E. Kirkpatrick
¥ COABT. [6], HEOOXOUMOCTD B BBIIIOTHEHNUY TIOBTOP-
HBIX OIlepalyil Ha BBHIBOJHOM OT/ie/le JIEBOTO JKemy-
JoYKa coCTaBnAeT 26,7% y fieTeii, KOTOpbIe 6pUIN
IIpooIeprupoBaHbl B Bodpacre oT 1 1o 12 net. B rpyn-
Ile jieTell, IPOOIEPUPOBAHHBIX B BO3pPacTe CTaplile
13 jeT, HEOOXORMMOCTD IIOBTOPHBIX ONlepalMil Ha
A0pTa/IbHOM KjIanaHe cocTabiAeT 53,9%. Cunraercs,
YTO JIETOYHBIII ayTOrpadT, MMIUIAHTVPOBAHHBIIL B 60-
Jlee paHHEM BO3pacTe, M3MEHAETCA TaKMM 0Opasom,
YTO CTAHOBUTCS TUCTOJOTMYECKM OOee CXOIHBIM
C MCTVHHBIM a0PTa/IbHBIM KyamanoM [9, 10].
Hexotopbie aBTOpBI IpeyaraloT IPUMEHATH
oIepanyuio, Py KOTOPOJ M3MEHEHHbIVI aOpTajIbHbIIA
K/IallaH MMIVIAHTMPYeTCA B JIETOYHYI0 mosunuio [11],
a HOPMAJIbHBIN JIETOYHBIN K/allaH — B aOpTa/lbHYIO.
IIpn 3TOM WMCIIONB3YIOTCA TOMBKO HATMBHBIE TKa-
HY ¥ HeT HeOOXORMMOCTY IPYIMEHATDH YyXKEePOFHYIO
TKaHb, KOTOPYIO B KOHEYHOM UTOTe CTIeflyeT MEHATb.

JononHutenbHaa nHdopmayuma

ABTOpBI apryMeHTMPOBA/IM 3TO MHEHME TeM, 4TO 13-
MEeHEHHBIJI K/TallaH, 0COOEHHO IIPY €T0 HelOCTaTOYHO-
CTH, He MMeeT GOTIbIIIOro 3HaYeHN BCIeCTBIE HI3KO-
TO JIaB/IEHNA VI CONIPOTVBIIEHNA B JIETOYHOI apTepuiL.
MbI IpOBeNN TaKyl0 ONEpaLyio y OZHOrO IalMeHTa.
B mocreonepanoHHOM Ilepuofie y HEro pasBMUIACh
cepiievHas HeJOCTATOYHOCTD, YTO IOTPe6OBaNIO Ha-
JIO>KEHMsI JIBYHAIIPaBIEHHOTO KaBaIlyJbMOHA/IbHOTO
aHacToMO3a. B KOHeYHOM MTOTe y 9TOr0 pebeHKa cob-
CTBEHHBIIT K/IallaH JIETOYHOI apTepyu ObIT 3aMeHeH Ha
romorpadT depes 4 roga mocje onepaunu. B ganbHeit-
IIeM JaHHYIO MOZM(MUKALIUIO MBI He MCIIOITb30BaIIL.

Ha rocnmranbHOM 3Tarie Mbl IOTYYM/IN YOBIIET-
BOpUTE/IbHbIE pe3yabTaTbl. VcXoms U3 MMeloLuxcsa
JAHHBIX, JIeTaTbHBIX JICXOJOB ¥ MOKA3aHMUIT I T10-
BTOPHBIX OIlepaliil 10 3aMeHe JIeTOYHOro K/aIlaHa
y AeTeil, BBHIIIMICAHHBIX U3 CTALMOHAPA, B HACTOAIIee
BpeMs HeT. JIUTeNTbHOCTb HAOMIONEHNUA MO3BONAET
K HACTOAIEMY BPeMeHU IIPOBECTH JIMIIb IIPOMEXY-
TOYHYIO OLIEHKY COCTOSHMA aOpTa/JbHOIO K/IaIlaHa
¥ K/IallaHa JIeTOYHON apTepuil Y HALIUX TTallMeHTOB.

3aknioyeHune

Omnepaunsa Pocca faeT yoBneTBOpUTENbHbIE PE3Yb-
TaThl B OJIVDKAIIIIEM U CpeJHeOTHA/ICHHOM II0C/IeoIIe-
pallMOHHOM Ilepuopax. [lyid Iomyd4eHNUs MONHOLEH-
HBIX JJaHHBIX HeOOXOMMIMO JajIbHellllee HaO/IOfeHNE,
aHaIM3 COCTOSHMA JIETOYHOTO M AOPTaIbHOTO Kia-
IIaHOB B OT/Ia/IECHHOM IIepMOfie, BbIAB/IEHNE ITOKa3a-
TeJell, BBICTYIAOMMX (GaKTopaMy pucka s Gomee
PaHHMX IIOBTOPHBIX OIlepaLMil B OTHa/IeHHOM IIepHo-
Zie, a TAKOKe CpaBHEHNE C OT/Ja/IeHHBIMM Pe3y/IbTaTaMu
II0C/Ie TIPOTe3NPOBAHNA A0PTaNbHOIO K/IallaHa y Jie-
Teil pasHbIX BO3PACTHBIX IPYIIIL M B3POCTIBIX. @)

®uHaHcMpoBaHmne KoH$pnuKT nHrepecos YuacTue aBTOpOB
Pa60Ta npoeeneHa 693 npuenevyeHnAa AOMONHUTENb- ABTOpr OEeKNapupyT OTCYTCTBME ABHbIX U NOTeHUManb- Bce aBTOPbI BHeCN CyLLleCTBeHHbIIZ BKJ1lafi B NOArOTOBKY
HOro GMHAHCMPOBAHWA CO CTOPOHbI TPETLUX NNLL. HbIX KOHQIMKTOB MHTEPECOB, CBA3aHHbIX C NybnunKauven CTaTbl, NPOUNU 1 ofobpunu drHanbHylo Bepcuio nepep
HacTosLLeln CTaTbL. ny6nukaumeil.
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A 6-year experience of the Ross procedure in children
with congenital aortic valve disease

D.S. Akatov' « V.A. Belov' « D.E. Khomich' « ON. Bukhareva' -
A.A. Makarov' « S.N. Kotov' « Yu.A. Schneider!

Background: The choice of an optimal method for
correction of aortic valve stenosis or insufficiency
remains the matter of debate. Some clinicians pre-
fer transluminal balloon angioplasty, some would
perform an open type commissurotomy, or aortic
valve replacement, or to valve leaflets repair with
various materials, while others opt for the Ross
procedure. Each of these techniques has its advan-
tages and disadvantages both in the early postop-
erative period and in the long-term.

Aim: To assess the results of the Ross procedure, its
complications, survival, and probability of reoper-
ations in the long-term.

Materials and methods: We retrospectively ana-
lyzed the results of 32 Ross procedures performed
from the end of 2012 to the beginning of 2019 in
children aged from 3 days to 18 years. Eight chil-
dren were below 1 year of age, including one new-
born. A pulmonary autograft was placed into the
aortic position in all children. In 31 children, a ho-
mograft was placed into the pulmonary artery. In
one patient, an aortic autograft was implanted in-
stead of the pulmonary artery valve. The mean pa-
tient age was 6.8 years, mean bodyweight 27.7 kg
(range, 3.9-74.6 kg).

Results: Two patients died in the early postop-
erative period (mortality 6.25%). We examined

26 patients at the follow-up, with its mean dura-
tion of 2.5 years. There were no indications for re-
placement of the homograft during the follow-up.
One patient, in whom we had implanted an aortic
autograft into the pulmonary position, required its
replacement after 4.5 years. We have no data on
death rates in the long-term.

Conclusion: The Ross procedure provides satis-
factory results in the early and intermediate post-
operative period. Continuous follow-up is needed
to determine the time points and the proportion
of repeated interventions with a pulmonary ho-
mograft and aortic valve.

Key words: Ross procedure, aortic stenosis, aortic
insufficiency
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[eMONINTUKO-YPEMUNYECKUN CUHAPOM.
Bo3MO)KHaA 3TONOrMYecKas posb

NH

eKUnK, Bbi3BaHHOW Campylobacter

Kapnosuy I'C." « KpacHoBa E.N." « BactoHnH AB.' « Kommccaposa T.B.2 « EHmBaToBa J1./1.% « TanHy O.B.2

OpHa 13 $opm TPOMOOTMUECKON MMUKPOAHruona-
TUN  reMoNnUTUKO-ypemuyeckuin cnHgpom (IYC)
npencTaBiAeT cobol TAXKeNylo, YPreHTHyl narto-
NOFNIO, XapaKTepU3yIoLyoCcA pPa3BUTUEM HeUm-
MyHHoW (Kymb6c-oTpuriLiaTenibHoO) aHemmm, Tpombo-
LUTOMEHNN 1 OCTPOrO MOYEYHOrO MOBPEXAEHUS.
Ona TYC CBOWNCTBEHHa reTeporeHHoCTb ¢Gopm.
Hanb6onee yactaa popma — TvnuuHbln NYC — cBsiza-
Ha ¢ 6akTepuamMY, npogyumpytowmnmm LLnra-TokcnH
(Stx), Escherichia coli, Shigella dysenteriae, Citrobacter
freundii. Pexxe BcTpeuaeTca I'YC, BbI3BaHHbI CTpen-
TOKOKKOM, MPOAYLMPYOWYM HelpaMuHngasy, —
nHeBMoKoKKoBbIi [YC. Hambonee pepkas ¢op-
Ma — atunuuHbii TYC, reHeTmyeckoe opdaHHoe
3aboneBaHyie, 00ycIoBNIEHHOE HapyLUeHreM berka
perynaTopa cuctemMbl KomnnemenTa. [YC otnnvaet-
€A BOCTATOYHO BbICOKOW NETanbHOCTbIO, JOCTUTalo-
wewn B cpeaHem 10-15%. [JonrocpoyHbIi NPOrHo3
npw I'YC 3aBUCUT OT €ro Tvna, a Takxe oT rny6uHbI
nepBOHaYaibHOro NMOBPEXAEHNA TKaHe opraHun3-
Ma. Mo gaHHbim BY3 HCO KB Ne 3 (HoBocnbupck,
Poccusa), HaumHas ¢ 1991 r. yctaHoBneHO 44 cnyyas

passutua ['YC y petei. lNonHoe BbiI3gopoBieHMe,
6e3 pa3BUTUA KaKUX-NOO HapyLlleHu, 3adukcu-
poBaHoy 25 (56,8%) feTen, pa3BuUTNE XPOHNYECKON
60ne3HN noyek oTMeueHo y 9 (20,5%) naLyeHToB,
netanbHo 3aBepmnca INYC B 10 (22,7%) cnyyasx.
PaHHAA AMarHOCTMKa, a TakXe BblAB/IEHVEe MaTo-
reHeTUYeCK/X MeXaHU3MOB JieXaT B OCHOBE ajek-
BaTHOW Tepanuu 1 NPOrHO3MPOBaHUA WCXOAOB
3aboneBaHuA. OQHUM U3 HOBbLIX 3TUONOTMUYECKUX
areHToB ['YC moxeT 6biTb Campylobacter. Hecmotps
Ha TO UTO B MUPEe PerncTprpyloTca HOBble Cryyaun
I'YC, cBazaHHoro ¢ Campylobacter, Ha HacToAwwem
3Tane He ACHbl HU CaMa BO3MOXXHOCTb VHAYKLMN
I'YC paHHbIM BO3OyAWTENEeM, HW MaToreHes 3TOro
cocTosiHMA. HeT yb6enuTenbHbIX [OKa3aTenbCTs
KaK Stx, Tak 1 HepaMMHNAA3HOro MexaH13Ma pas-
BuTuA MYC npu KamnunobakTepHbIX MHOEKLUAX.
YunTbiBas BbICOKYIO YacTOTY pa3BUTUA NPU NHEK-
LmAx, Bbi3BaHHbIX Campylobacter, Takux ayToum-
MYHHbIX NaTONOrN, Kak cnHapom lireHa — bappe,
peakTVBHble apTPUTbI, CErOfHA He NpefCTaBAeTCA
BO3MO>KHbIM UCKJTOYNTb ay TOUMMYHHbI MEXaH3M

passutua I'YC npu 3Tux 3abonesaHmax. Takum 06-
pasom, ponb Campylobacter B KauecTBe HOBOro
noTeHuUuanbHoro 6aktepuanbHoro areHta [YC,
a Tak>Ke natoreHes NofoOHbIX COCTOAHUI NPY KaM-
NNo6aKTePHbIX MHPEKUMAX HYKAATCA B fab-
HenLwem n3yyeHuu.

KnioueBble cnoBa: remMonnTUKO-ypemunyeckmin
CUHAPOM, TpoMbOTMYeCcKas MUKpOaHruonaTus,
Campylobacter, ocTpoe noyeyHoe NoBpeXaeHUe,
nepnaTpus, MHGEKLMOHHbIe 6onesHn

Ana untnposanma: Kapnosuy [C, KpacHosa EN,
BactoHnH AB, Komwuccaposa TB, EHwvBatoBa JIM,
faHy  OB.  [eMONUTUKO-ypPeMUUECKUIA  CUHOPOM.
Bo3moXHaA 3aTvonornyeckas ponb UHGEKLWY, Bbi-
3BaHHoM Campylobacter. AnbMaHax KAVHWUYeCKOM
meavuUnHbl.  2020/48(4):246-53. doi: 10.18786/2072-
0505-2020-48-017.

MocTtynuna 29.10.2019; popabotaHa 03.03.2020; npu-
HATa K nybnukaumm 05.03.2020; ony6nvkoBaHa OH-
navH 13.04.2020

pomboTudyeckas MUKPOAHTMOMATIS
(TMA) mpencraBnser co6oit 0co6bIT THUIL
HOPa>KeHNUsT COCY[VICTON CTEHKU METKOTO
Kanmnbpa, IIaBHBIM 00pasoM IIPOSBIISAIO-

Miics B BUje TpoM603a 1 BOCHANeHUsl COCYAOB [1,

2]. st 3TOM rPy MBI 3a00/I€BAHMIT TUIIMYEH P 06-

IMX K/IMHUKO-Ta00paTOPHBIX IIPU3HAKOB:

o Hamu4yme TPOMOOB, 0Opa3soBaHHBIX (GUOPMHOM
U TPOMOOLMTAMI B MUKPOCOCY/[AX PA3TUIHBIX
OpPraHOB, YTO BeJleT K HAPYLIEHN IO QYHKIIMIU ITHUX
OpraHOB;
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o TPOMOOIUTOIEHNS;
o HeUMMYyHHas (HeratusHas 1o Kymb6cy) remonu-

TUYecKasi aHeMUs.

Cpenu ¢opm TMA BBIYTEHSIOT TeMOUTUKO-
ypemuueckuit cungpom (I'YC) - cocrosnume, mpu
KOTOPOM OTMedaeTcs OOIUraTHOe IOpaKeHue IIO-
YeK C pa3BUTIMEM OCTPOTO IOYEYHOTO MOBPEXKECHNUSA
U HepeJKo IMopa’keHue APYTMX OPraHOB M CUCTEM.
O6pryno ['YC xapakTepusyeTcsi TAXKeCTbIO TeYeHU,
KOTZla HeOOXOMMO IIpOBefieHMe IPOLeAypsl Aua-
732 ¥ HepeuBaHue KOMIIOHEHTOB KPOBH, a TaKXe
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TOBOIBHO BBICOKOJ YacTOTOM Pa3BUTMUSA TSAXKEBIX
HEeBPOJIOTMYECKUX OC/IOKHEHMII, BKIIIOYas OCTpble
HapyIIeHMs MO3TOBOTO KPOBOOOpAIeHNs, CYOPOXK-
HBIII CMHAPOM, KoMy [3, 4, 5]. ['YC - ogHa u3 Begymmx
IPUYMH OCTPOTO IIOYEYHOTrO IOBPEXIEHUS y HeTeil
[6]. BoimenseMble 1O STMONOTMYECKOMY MPUHITUITY
¢opmbl I'YC pasnmuarorcss M IO NATOTeHesy, U II0
nporHosy. CiefoBaTeIbHO, BOIPOCH 3THUOTIOTUM
n maroreHesa I'YC BecbMa akTyanbHbl C HO3UIIUA
KJIMHUYECKOJl MPaKTUKM, TaK KaK JIeKaT B OCHOBE
panHeit 1 9¢PpeKTUBHOI [UarHOCTUKY, IPOTHO3UPO-
BaHI PICKOB HEO/MarompusiTHOTO MCXOMA.

CorlacHO COBpeMeHHBIM IpefcTapnennam, I'YC
OpUHATO pasmensaTb Ha tunuyusii (tIYC) u aru-
nnuHbli (al'YC), a taxxe ['YC, accounnpoBaHHBI
¢ THeBMOKOKKoOBoI1 nHpexuuei (nI'YC).

TUNNYHBIN reMOANTUKO-YpeMNYECKUN
CUHAPOM

Byayun Hanbonee pacripocTpaHeHHOI Gopmoit faH-
Holt matonoruy, TI'YC cocraBnger oxkono 90% ot
Bcex cnydaes I'YC. CornacHo JaHHBIM TUTEPATY B,
obmas yacTora 3aboneBaeMoCTy paBHa 2,1 cnydas
Ha 100 ThIC. Hacenenus B rof (y meTeit 1o 5 net - 6,1
Ha 100 ThIC. B TOR) [7].

B crpanax Amepuky n EBpomnbl Befyum aTmo-
JIOTMYeCKUM areHTOM, OTBETCTBEHHBIM 3a Pas3BUTIE
TI'YC (0x070 90%), ipusnana STEC-uHpekuns (I
Shiga toxin-producing Escherichia coli), Bbi3bIBaeMas
SHTEPOreMOPParn4ecKuMy KHUIIEYHBIMY I1a/I0YKa-
mu [3, 8, 9]. Ins crpan Jlarunckoit Amepuku STEC-
MHQeKLMs ABIAETCA SHAEMUYHOI IATOTIOTHEN, YTO
OO'BACHSIETCST TeCHBIM KOHTAKTOM MECTHOTO Hacesle-
HJIA C KPYIIHBIM poraTbiM ckoToM [10]. [I1s eBporeit-
CKOTO KOHTMHEHTA XapaKTepeH MEHbLINII ypOBEHb
3aboneBaemoctu STEC, a TakKe IIPOTeKaHMe JaHHBIX
nHPeKkmit mo Tumy Bcublmek. [locmenHsst 6ombiast
Bcmbiika nHdekuyn, Bei3sannoit STEC, 6bura 3aduk-
cupoBaHa B [epmanun B 2011 1. u mpuBena K 3abore-
BaHUIO OKOJIO 4 THIC. Ye/oBeK, y 800 3aboneBaHme oc-
noxxuunocs ['YC [11]. Hanbonee gacro passutue TMA
Be3biBaeT ceporun O157:H7 [12, 13]. Ciocob6HOCTD
cexperuposarh lllura-rokcun (roxcus Illnra, mura-
MOOOHBIIT TOKCUMH — StX), a 3HA4YNUT, BbI3bIBaTh TI'YC,
obHapyxeHa u y fpyrux ceporunos STEC, B 4acTHO-
ctu 026, 0145, 0121, 0103, O111, O113, 0104 [12, 14—
17]. Boimeynomsanyras Bcnbimka I'YC B Tepmanun
6Ob11a accorumposana ¢ E. coli O104:H4.

Eme opyH oOIienpu3HaHHBIN 3THOIOTMIECKIUI
arenT T['YC - Stx, mpopyuupyeMblil IINUTenIaMu
cepornma I (Shigella dysenteriae). lanHbIiT BO36y M-
Telb Hanbojee 4acTo CTAHOBUTCS STUOTOTUYECKUM
arentoM TI'YC B crpanax Asuu n Adpuknu [18, 19],
a B IPYT¥X UTpaeT MEHbIIYIO porb [20].

KapnoBuu Mne6
CepreeBmnY - acCUCTEHT
Kadeapbl UHPEKLMOHHbIX
6onesxen'; ORCID: https://
orcid.org/0000-0003-
0982-6952

< 630005,

r. HoBocn6mpck,

yn. lembaxa bepHoro, 62,
Poccuinckaa Oepepaums.
Ten.:+7(913) 725 11 69.
E-mail: karpovich.gleb
@yandex.ru

KpacHoBa EneHa
WropesHa - a-p meq.
Hayk, npodeccop,
3aBefytoLian Kapeapon
MNHGEKLMOHHDBIX
6onesHein’; ORCID: https://
orcid.org/0000-0003-
3168-9309. E-mail:
krasnova-inf@rambler.ru

BacioHuH AnekcaHpp
BacunbeBunu - g-p

Mefl. HayK, npodeccop
Kadenpbl UHPEKLMOHHbIX
6onesxen’; ORCID:
https://orcid.org/0000-
0003-4288-5348. E-mail:
aleksandr.vasyunin1949
@yandex.ru

Komunccaposa TatbAHa
BanepbesHa - KaHj. mef.
HayK, rMaBHbI Bpay2.
E-mail: dgkb3@nso.ru

EnunsaroBa Jlunua
WBaHoBHa - Bpau-
peaHvmaTonor,
3aBeflytoLias oTaeNeHreM
peaHVmaLm

1 MHTEHCVBHOW Tepanum2.
E-mail: dgkb3@nso.ru

lFanHy Oner
BnagumupoBuy -
Bpay-peaHnmaTonor,
OTAeNeHVe peaHMMaLmmn
N UHTEHCVBHON Tepanumn?.
E-mail: dgkb3@nso.ru

'®re0y BO
«HoBocnbrpcKuii
rocyfapCTBEHHbI Meu-
LUHCKUIA YHUBEPCUTET»
MwH3ppasa Poccun;
630091, r. HoBocnbumpck,
yn. KpacHbii npo-
cnekT, 52, Poccuinckan
Depepauyna

2TbY3 HCO «[eTckan
ropoackas KnumHuye-
cKas 6osibHMLa N2 3»;
630040, r. HoBocnbumpck,
yn. OxoTtckas, 81,
Poccuinckaa Qepepauna

Kapnosuy I'C, KpacHosa E.M., BactorHuH A.B.,, Komuccaposa T.B., EHusamosa J1U., [atiHy O.B.

[eMONNTHKO-yPEMIUUECKI CUHAPOM. BO3MOXHaA 3Tonoryeckas pob vHdeKLmK, Bbi3BaHHON Campylobacter

w

®

ITomumo «knaccuyeckux» BosOypmreneit TIYC
OIMCaHBl U APYyr¥e MUKPOOPTaHU3MBI, CIIOCOOHDIE
npopyuuposarhb Stx. B wactHoCTH, 3adukcupoBana
BCIIBIIIIKA KUIIeYHOI MHpeknyn ¢ passurueM ['YC,
obycnosnennast Stx-npopgyuupytouum Citrobacter
freundii [21]. C Hame’ TOYKM 3peHNs, HPUHATOE
B AHIJIOA3BIYHOI 1UTeparype ompenenenne STEC-
I'YC xak toxpecrBeHHOe j1sa TI'YC He coBceM Kop-
PeKTHO, y4uUTbIBas OoJjiee NIMPOKMIT CIIEKTP BO3-
OynuTeneii, CIIOCOOHBIX MHJYLUMPOBATb pPa3BUTHLE
TI'YC.

B ocHoBe marorenesa TI'YC meXUT npsAMoe I0-
BpeX/ieHIe TOKCMHOM OaKTepuil KJIETOK 9HJOTe-
s cocypoB [22]. CerogHsa K TOKCMHAM OaKTepwmit,
croco6HbIM MHAYHUpoBaTh TIYC, OTHOCAT StX.
Bos6ygurensiMn, CIIOCOOHBIMU CEKPETUPOBATH BbI-
IIeYIOMSHYTble TOKCUHBL, ABA0TCA STEC 1 Shigella
dysenteriae. CiefyeT OTMETUTB, 4TO M3HAYATIBHO TOK-
cunbl, npopyuupyemole STEC, 6b11u Ha3BaHbI BEPO-
TOKCUMHAMM. B manbHelieM JoKa3aHO Ha/lIW4Me JBYX
PasIMYHBIX TUIIOB BEPOTOKCUMHOB, IONTYYMBIINX
nopsigkossle HoMepa 1 u 2 (V1, V2). ViccnepoBanus
IIOKa3aJI1 BBICOKOE CXO/ICTBO BepOTOKCcHHOB c [lInra-
TOKCMHOM, KOTOPBINI CeKpeTMpPYeTCs UINTeIaMy
AVI3€HTEepUN MepBOTo TUMA. B pesynbprare 3TOrO Ha-
3BaHHe BEPOTOKCMHOB M3MEHNM/IM Ha IIMUTANOf06-
Hble TOKCUHBI (StX). StX 1 mpakTH4YecKu U/jeHTHYeH
[Iura-ToKcMHY (OTIMYNE B OFHON aMUHOKUCIIOTE)
1 Ha 50% romomormyen Stx 2 [23, 24]. Bonee BbICOKOIT
IAaTOTeHHOCTBIO O0O/MajjaeT MMUTANOJOOHBIN TOKCUH
Stx 2, 3HAUMTETBHO OTINYAIOLINIICS IO CBOEI CTPYK-
type ot lllura-Toxcuna [25]. BersaBineHo, uTo MHpEK-
LMY, acCOLMMPOBAaHHBIE C KUIIEYHBIMU IIaJI0YKa-
MU, IpORyLVpyoIMMY StX 2, 4allle OCTTOXKHSINUCH
passurtuem I'YC [26, 27]. HecMoTpsi Ha 9T0, C Lie/Ibi0
ONTUMU3ALMU TePMUHOIOIUY IIPOU3OLIIO 0ObenN-
HeHye noHATNit IlIura-TokCMHA M MIUTaIOZOOHBIX
TOKCUHOB B eIMHBII TepMMH Stx — IlIura-ToxcuH.

ITarorenes Stx-omocpepmosanHoro I'YC cnoxes,
MHOTMe aCIeKThl OCTAIOTCA HeACHBIMU II0 HACTOA-
mee Bpems. K/oueBbIM 3B€HOM IaTOreHe3a JaHHOTO
COCTOSHNA IIPM3HaHA TOKCMHeMN . [IpoHMKHOBeHMe
Stx B KpOBb OCYIIIeCTB/IACTCA U3 KMIIEYHMKA TPAHC-
LeJUIIO/IAPHBIMU ITYTAMMY IIPY IIOMOIIV K/IETOK Ke-
NTY[OYHO-KUIIEYHOT0 TpakTa (9HTepouuros) [28].
HanbHelias TPaHCIOPTUPOBKA TOKCMHA KPOBbIO
K OpraHaM-MUIIEHSAM SBJIAETCSA IIPEMETOM aK-
TUBHON p#McKyccuu. IIpoBefieHHbIe MCCIeOBAHNUSA
IIOKAa3aJy BO3MOXXHOCTb StX CBS3BIBAaTbCA IpakK-
TUYECKM CO BCeMM KJIeTKaMM KpOBU: IPUTPOLM-
tamu [29], tpombormramu [30], mononuramu [31].
OpHaKo CerofH:A ITTABHYIO PO/Ib B TPAaHCIOPTUPOB-
Ke StX HpMHATO OTBOAUTH HeilTpodmaam [32], Tak
KaK OHIU Hambosee IOTHO M NPOYHO CBA3BIBAIOTCS
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¢ tokcuHoM. Opranbl-Mumennu npu I'VC onpenens-
I0TCA Ha/IM4YUeM U CPOACTBOM CIenudIYecKux pe-
LENITOPOB K StX B pasNIMYHBbIX TKaHAX. Hanbonbiee
KO/IMYECTBO PELENTOPOB MPUCYTCTBYeT B KIETKaX
SHIOTENNUA KITyOOUYKOB IMOYeK. DTU PeIenTOPhI MMe-
10T B 100 pa3 6omee Boicokuit abPUHUTET, UeM perLfer-
TOPBI HEMTPODUIOB, YTO IPUBOJUT K TIOBPEXCHUIO
TOKCMHOM IOYEYHOTO 3SHMOTENMsA ¥ 3HAUYMUTENIbHO
MEeHbIIIeMy IOoBpexjameMy 3¢p}eKTy B KpOBIHOM
pycne. CnenyeT OTMETUTD: B 3aBUCHMOCTY OT THUIIA
Stx pasnuyeH ypoBeHb TOKCMYHOCTU [IA KIIETOK
suporenua. Tak, B akcrepuMeHTe Stx 2 HpOfieMOH-
CTPMPOBa/ TOKCMYHOCTb B OTHOLIEHUM) SHIOTENA
4esroBeKa, B 1000 pas npeBoCXOfALIYI0 TOKCUYHOCTD
Stx 1 [25], 4TO mogYepKMBaeT BELYLIYIO POIIb BTOPO-
O THIIA LINTanofo6HOro TokcuHa B pa3sutuu ['YC.

CBA3BIBAACh CO CIeNUPUYECKUMH peLelTopa-
My, StX CIOCOOGCTBYeT pa3BUTUIO JIEHIKOLIUTO3aBM-
CHMOTO BOCIIAaJIeHMS U, B MEHbIIEN CTeleHu, HU-
LMaIN3anyy alonTo3a. ITU M3MEHEeHNA IPUBOJAT
K aKTUBALMM 3H/JJOTENMANbHBIX KJIE€TOK, MOBbIIIEH-
HOJI aKTMBAaLVM M aJre3uy TPOMOOLUTOB U, B KO-
HEYHOM WTOTe, K TPOoMOO3y COCYHZOB MUKPOLUP-
KyZIATOpHOro pycna. IIpumedarenbHO, 4TO MeNKue
COCy/bl 3HAaYUTENbHO YYBCTBUTENbHEE K EVICTBUIO
TOKCVMHA, HEXeIM SHAOTEeNNil KPYIHBIX COCYHOB.
ViMeHHO TO3TOMY BCE€ M3MEHEHMH, XapaKTepHbIe
mna I'YC, peructpupyiorcsa B OCHOBHOM B COCYlax
MUKpOUMPKysanyu [33].

ATUNWYHDIN FEMONUTUKO-YPEMUYECKNI
CUHAPOM

YacTora BcTpevaemocTu al'YC - HeyknoHHO mpo-
IpeccUpyOIIero reHeTYeckoro 3abomeBaHusa — Co-
CTaBJIfAeT, 110 Pa3HbIM OIleHKaM, OoT 1 o 7 ciyd4aeB
Ha 1 M/IH HaceneHus [34], 94TO MO3BONMAET OTHECTU
ero k umcny opdanusix. Ha gomo manHHOM dopMbl
TMA npuxoputcs MeHee 5% OT BCEX peTUCTpuUpye-
MbIx caydaeB I'YC. B ocHOBe maToreHesa IeXHUT Jie-
(exT 6Genka — peryIsTOpa CUCTEMbl KOMIIJIEMEHTA.
OH npuBOAUT K M3OBITOYHON AKTUBAIMU aNbTep-
HaTMBHOTO IyTH KOMIUIEMEHTA I, KaK CIIe[iCTBIUE,
K PasBUTHUIO BCEX BBILIENIEPEYNCIEHHBIX CHUMIITO-
MOB, xapakTepHbIx g1 TMA [6, 35]. Bospacr fe6o-
Ta, KaK IIPaBUJIO, pAaHHNI, HAYMHAS C Ieprofia Mya-
JeH4YecTBa, HO BO3MOXKEH M Y JieTell HOUIKOILHOTO
1 IIKO/TBHOTO BO3pacTa.

FEMOHMTMKO-VPEMM‘IECKMVI CUHApPOM,
accouMMpPOBAHHbIN C MTHEBMOKOKKOBOM
nHdekymen

B 6ompmmacTBe cinydaeB nl'YC permcrpupyer-
csy mereil o 2-7eTHero BospacTa [34, 36]. B ue-
noMm faHHas Qopma cocrasnsier ot 5 g0 10% Bcex
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cnyvaes passutusa I'YC [37]. Ee ornnyaer oco6brit
MexaHusMm passutus. lIlop peiicTBueM HelpaMu-
HIUZA3hl THEBMOKOKKAa IIPOMCXOMT paclenyeHne
CHAIOBBIX KHCIOT, PAacCHONOXEHHBIX Ha IIOBEpX-
HOCTM KJIeTOK. IIpym 2TOM oOrossercss XO/mofoBOI
T-anrturen, unu Thomsen - Friedenreich antigen —
€CTEeCTBEHHBII KPUIITOAHTUTEH, ABJIAIOIMIICA KOM-
[IOHEHTOM K/IETOYHBIX MeMOPaH, I7TaBHBIM 00pasom
9PUTPOLUTOB, TPOMOOLVTOB M SHIOTEIUATbHBIX
KJIETOK MEJIKMX cOCyHoB. EcTecTBeHHBIE aHTMTeNIA
k T-aHTUTEHY, MMeIINecs Y YeT0BeKa, 3alyCKaIoT
IIPOLIeCChl, IPUBOAAIINE K aTTII0THHALNY 3PUTPO-
LTOB, TOBPEXAEHNIO SHAOTENNS, aKTMBU3ALNN
TpoMb006pasoBaHusA, To ecTb K paspuruio I'YC
[34, 38-40]. YunreiBass, 4TO Ipoiecc oOyclIoBIeH
antutenamu, npu nl'YC perucrpupyercs MMMYH-
HBI/l T€MONINU3 SPUTPOLUTOB, KOTOPbIN AMarHOCTU-
pyeTcs HMONOXXUTENbHON mpsaMoll mpoboit Kymbea
(mo 90% cnyuaes) [41, 42] u TakuM o6pasom OTIU-
qaet 3Ty popmy I'YC oT gpyrux. COOTBETCTBEHHO,
pnsa nl'YC xapaKTepHO YHUKa/IbHOE COUeTaHMe VM-
MYHHOTO JI HEIMMYHHOTO MUKPOAHTMOIATIYeCKO-
ro remMonusa. T-aHTUIeH HPUCYTCTBYeT TAaKXKe Ha
renaToluTaX, 4eM OObACHAETCA pasBUTHUE Y 3HAUN-
TeIbHOTO YMCJ/Ia IAIIEHTOB TPaH3MTOPHOI Ilede-
HOYHO gucPyHKumy [43].

MporHo3 Npu reMoINTUKO-ypPeEMUUYECKOM
CMHgpome

HecmoTpsa Ha Hammume BBICOKOCIEIMATU3VPOBAH-
HOJ MeIMIIMHCKO MOMOIIY, eTanbHOCTD npu I'YC
pocruraeT 10-15%. Jlonrocpo4Hble NIPOTHO3bI 3aBU-
car or Tuna ['YC, a Taxoke ITyOMHBI IIepBOHAYA/IBHO -
IO TOBpEXJIEHM TKaHel opraHmsMa. JleTaabHOCTD
npu TI'YC cocrasnser nopazaka 1-5%, oxono 10% ze-
teli, mepeHecnx TI'YC, gocTUraloT TepMIUHATBHON
cTaguy XpoHmdeckoi 6omesuu modek (XBII) ysxe
B TeYEHME 4 MecALEeB I0C/Ie OCTPON CTag/UM STOM I1a-
tooruu [34]. BoIbIIMHCTBO MAIMEHTOB, MEIOIIE
¢akTopsl prcka HebmaronpusitHoro TedeHus tI'YC
(He06XOmMMOCTD B reMojuanuse 6osmee 5 mHel, Iun-
TEIbHOCTD O/IMTOaHyPUI 6oitee 10 gHeI1, KOIMYECTBO
HoNMuHYKIeapos >20000x 10°/1, mopakeHme IieH-
TPanbHOI HEPBHOI CUCTEMBI, TsXKe/lble KUIIeYHbIe
ocnoxHeHus1) [38, 44], mocTuUrarT TEpMUHANBHON
craguy XBII B Teuenne nocnexymoumux 20 ner [7, 45].
Amnanorndsble nokaszarenu npu nl'YC mpeBblmaioT
takoBble TI'YC mpakTudyecky BfiBO€: JI€TaTbHOCTD
cocrapnfeT 12%, pasBuTiEe TEPMUHAIBHOM CTaJUN
XBIT okomo 20% [9, 46-48]. [Iporuos npu al'YC He-
6maronpusTabil. CMEPTHOCTD B OCTPOIl CTafuu
paBHa 5-10%. Y 50% maiueHTOB pasBMBaeTCs Tep-
MuHanbHasg ctagusa XDbII, gamje B TeuyeHue 1 ropa
oT Havana MaHudecranun [34, 38]. B eBponeiickom
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pernoHe cpefi Bcex MpuynH TepmuHanbHoit XbII na
I'YC npuxopures ot 3 o 4,6% [49-51].

HecmoTps Ha cepbesHble HpOrHo3bl, B Poc-
curickoit Qefepanuu He BemeTCs OOIIMIT aHANN3
3abonesaemoctu I'YC, OTCYTCTBYIOT JOITOCPOYHBIE
HaOMIOfleHNST 32 TMAIMEHTAMU, €ro IMepPeHeCIINMIL
CormacHo co6cTBeHHBIM maHHBIM aBTOopoB (['BY3
HCO IOTKEB Ne 3), B HoBocnbupcke HaunHas ¢ 1991 r.
ycraHoBneHO 44 cnydyaa passutua I'YC y pereit.
[TonHOe BBI3OpOBIEHNE, 0e3 pasBUTH KaKMUX-TH-
60 HapyueHuii, 3a¢pukcuposato y 25 (56,8%) mereit;
passurue XBII ormedeHo y 9 (20,5%) marueHToB, fe-
tanbHO 3aBepiimica I'YC B 10 (22,7%) cy4asx.

Campylobacter n reMonMTUKO-ypemnyecKui
CMHAPOM

B nureparype MOABNAITCA COOOIIEHMS O HOBBIX
OaKTepMaTbHBIX [ATOT€HAX, KOTOPble MOTYT OBITH
accounypoBanbl ¢ pasputueM I['YC. Cpemm Hux
Campylobacter, KOTOpPBIT CIMTAETCSI OXHON U3 HAMU-
6oree pacIpOCTpaHEHHBIX B MUpe GaKTepuanbHBIX
IpUYNH TacTPOSHTepuUTa y Jromert [52]. YuurbiBas
Murpanuio Hacenenus, Campylobacter saHuMaer, o
PasHbIM OLIEHKaM, 2—4-€ MeCTO B 3TUOJIOIMYECKON
CTPYKTYype gyapen IyTelecTBeHHUKOB. [1o JTaHHbIM
BceMupHOI racTpOSHTEPOIOTNYECKOI acCOLalN,
Campylobacter — onyH U3 Haubojee 4acTO BBIABIIA-
eMBIX 13 KajJla MMKPOOPTaHM3MOB Yy fieTell 1o 2 JieT
[53]. MsBecTHO OOMee 15 BUNOB M IOABUIOB KaM-
MI06aKTepuil, BBIBIBAIONINX 3ab0IeBaHMe Y HKI-
BOTHBIX I Ye/IOBEKa, OJIHAKO HaybOo/Iblllee 3HAUCHIE
B 9TUOJIOTUY KaMIIMIO6aKTepno3a y Iofieil MMEIT
C. jejuni, C. coli, C. laridis, C. fetus. Ilpn aTom moga-
BIIAIOIIee OONBIIMHCTBO CTydaeB 3a00eBaHMA KaK
Y B3POCTIBIX, TaK U y fieTell cBsAzano ¢ C. jejuni. Tem
He MeHee B Poccuiickoit Qenepaunn ypoBeHb 1a60-
paTopHoI BepuduKaIuy 0cTaeTcst HU3KUM, He OTpa-
JKas MCTMHHOTO 3Ha4eHMs 9TOJ MH(EKIVY B CTPYK-
Type 3a060/1eBaeMOCTY KUIIEIHBIMY NHPEKIIUAMI.
Bosmoxxnocts  Campylobacter VHEyLMpoBaTh
paseutre I'YC cTajma mpepgMeToM aKTMBHON [AMC-
Kyccyuy. MHoOrMe aBTOpPBI NPU3HAIOT JAaHHBIN BO3-
OynuTtendb Kak stmonorudeckuit arent I'YC [54, 55].
3adukcupoBanpl cayyan passutua TMA y manm-
eHTOB C KaMIuIoOaKTepHOI MHpeKiueil. Buepsbie
passutne I'YC mpm kamMmmaobakTeprose 3aperu-
crpupoBaHo T. May u coasT. B 1986 1. [56]. ABTOpBDI
u3 OpaHunn HabGIIO#ANM CTydail TSXKEIOro KOIUTA
y 4-7eTHero peGeHKa, B fajbHeIIeM MAIeHTy Be-
pudunmposan auaruos I'YC, us dekannit BbieneH
C. jejuni. B 1996 r. kaHaficKue MccnefoBaTeNny ONNU-
canu cinydait passutus I'YC y 14-neTHero nmanueHnTa
¢ npodysHoil BopsaHuUcToil guapeeit [57]. Ha ocHo-
BaHMM 6aKTepHOIOTMYECKOro 0oOCIefoBaHNsA Oblla

Kapnosuy I'C, KpacHosa E.M., BactorHuH A.B.,, Komuccaposa T.B., EHusamosa J1U., [atiHy O.B.
[eMOSINTUKO-YPEMUUECKMI CUHAPOM. BO3MOXHas 3TMoNorMyeckas ponb nHbeKUmy, BbizsaHHon Campylobacter

uckmodeHa STEC-uHpexuns, 13 KOIPOKYIBTYPbI
BoifenieH C. upsaliensis, OMHAKO IpPU AMATHOCTUKE
METOJIOM TIO/IVIMEPA3HOV LEITHONM peaKU Ny, a TaKxXe
IpY TeHETMYECKOM HCCIEJOBAaHUM He OOHApy>XeHO
Hammuye Stx. B 910 e BpeMs 3adUKCHPOBAH CIIydail
passutusa I'YC y B3pocrnoro naunuenTta o @pannuun,
B KadeCTBe 9TUOJIOTMYECKOTO areHTa WUAeHTN -
uuposal C. jejuni [58]. B 2000 r. 8 Erunre onncan
cnyyvait passutua I'YC y 55-neTHeit maiueHTKM € BO-
msHMCTOI uapeeit [59)]. Bakrepuonorudeckoe uccre-
IoBaHIe ObIJIO OTPULIATETbHBIM B oTHOWIEeHNN E. coli
O157:H7, Bosbymurenem oxasancsa Campylobacter.
B HopBe)xckom mccnepoBanuu [60] mpoaHamusu-
posanbl 47 cnydaes ['YC y mereit B mepuop ¢ 1999
o 2008 r., Campylobacter 3Haumncs kax BO3OyRu-
Telb B 2 cmydaax (B 2004 u 2006 rr.). Ilocmepumi
cny4ait Campylobacter-acconuuposannoro I'YC sa-
¢ukcuposan E.E. Bowen u coaBT. y 22-7eTHeil XeH-
muHe B 2016 1. [61].

Mexauusm passutusi TMA npu uHpeKumsix,
BbI3BaHHBIX Campylobacter, He siceH ;0 HACTOSAIETO
BpeMeHH. B uTepaType OTCYTCTBYIOT CBUAETE/Ib-
CTBa O IPOAYKUMM JAHHBIM MUKPOOPTaHM3MOM
Stx [62]. B aroit cBsisu passutue I'YC npu xammn-
nobakrepHoit MHbeKIUN 00BACHNN KOMHPEKIIN-
eit ¢ TunuaHbIMY Bo36byputensamu TIYC, a uMeHHO
sHTeporeMopparmueckoit Escherichia coli, He npen-
TUPUIMPOBAHHOI B CUITY Pa3HBIX pu4rH. OfHAKO
HAKOIUIEHHbIe HAOMIOEHNs OMICBIBAIOT He COBCEM
TunuyHyo k1MHuky ansa STEC — oTcyTcTBMe BbI-
Pa’KeHHBIX IIPM3HAKOB TE€MOKOJINTA, a HepPegKo
U M30IMPOBAHHYIO BOJAHNUCTYIO Auapero. Kpome
TOrO, coBpeMeHHble Habmofmenus Campylobacter-
accoyuuposanHoro ['YC mnopBeprimuch Tijaresb-
HOMY WCKIIOYEHUIO HAIU4MA SHTepOreMOpparu-
yeckoit Escherichia coli v Apyrux KaaccudecKmux
BosOynureneit TTYC. Takum obpasom, faHHas Te-
opus He B cwiax o0biAcHUTb pasButue ['YC mpu
KaMIun1o6aKTepHOll IaTONOTMU. BO3MOXHOCTH
peanmusanuu Stx-MexaHm3ma Ipu  MHQPEKIUX,
BbI3BaHHBIX Campylobacter, MOXeT OODACHATH-
csi crepgyomumu  ocobennoctsimu.  Croco6HOCTH
CeKpeTMpoBaTh StX 2 y 3HTeporeMopparmyeckoin
Escherichia coli xogupyeTcst He SIIEPHBIMU TeHa-
My, a nAM6moBuMmHBIMU OakTepuodaramu [63].
IIpencraBnsaercsa NOTEHLMATbHO BO3MOXKHON MeX-
BUOBas TOPU3OHTANbHAA Nlepefadya JaHHBIX [€HOB
[63, 64]. IIpegnonoxutensuo, Campylobacter mor
npurobpecTn CocoOHOCTh K ceKpenuu Stx B xofe
9BOJIIOLMOHHBIX IIPOIECCOB, HO 3TO He MMeeT JO-
CTOBEPHOT'O IOATBEPIK/ICHNA.

[IpeAnpMHATHI HONBITKM OODBACHUTL pasBUTHE
I'YC npu puapesx, BeisBanHbix Campylobacter, Heii-
PaMMHMIA3HBIM MeXaHM3MOM, XapaKTepHBIM [JIA

249



w

@ AnbMaHax KnvHuyecko meanunnbl. 2020; 48 (4): 246-253. doi: 10.18786/2072-0505-2020-48-017

nl'YC, ¢ y4eToM CHOCOGHOCTM KaMIIMIOOaKTepumit
K cexkpernuu fanHoro ¢epmenta [55, 65]. [Ins atoro
MeXaHM3Ma, KaK YIOMMHAJIOCh BBIIIe, XapaKTepHO
Ha/lu4ye MMMYHHOro remonmnsa. OfHaKO IPaKTH-
yecku BO Bcex onucaHuAX ['YC, BbI3BaHHOTO KaM-
nuto06aKkTepHOt MHQEKLneil, OTCYTCTBYeT MHPOP-
Malys o XapakTrepuctuke npo6el Kymbeca B kasxgom
KOHKPETHOM CJIy4ae, 4TO He II03BONAET CYAUTb
0 Ha/IM4MM MMMYHHOTO MeXaHU3Ma reMoyu3a. B Bbl-
IIeyKa3aHHbIX HAOMIONEeHMAX yIOMMHATCA ‘red
cell fragments” (IIM3OLMTEI), YTO CBUJETEIbCTBYET
0 HaJIM4MM HEMMMYHHOTO MYKPOaHTMONAaTNIeCKOTO
reMoJN3a, HO IaHHBI (aKT He MCKIIYaeT CodeTa-
HUe [IByX MEXaHM3MOB Pa3BUTUA IeMOIUTHYECKOI
aHeMuu. BellleckasaHHOe He ITO3BOJIAET UCKIIOYUTD
HelipaMMHN/a3HbI MexaHusM passutua ['YC npu
nHpexusx, Bei3Banubx Campylobacter.

06¢cyxpeHne

I'VC - HecCOMHEHHO CIOXKHas IpobIeMa COBpEeMeH-
HOMl MeJMIMHBL. [eTeporeHHOCTh NaToreHeTudYe-
CKMX MeXaHU3MoOB pasButua I'YC obycnosnmBaer
pasnMyYHble ITOTEHLMATbHO BO3MOXXHBIE €ro JMCXO-
mpl. OT HPaKTUKYIOLUIMX Bpadeil TpebyeTcs HACTO-
PO’X€HHOCTb B OTHOLIEHUN BEPOSATHOCTU PAa3BUTHUA
I['YC y manueHTOB ¢ MH(pEKLMOHHBIMM areHTaMHU,
BKJIIOYas Stx-popynupyiommue 6akTepyuy, ITHEBMO-
KOKKOBYI0 MHpeKIuo. PaHHAA [UAarHOCTUKA, OC-
HOBAaHHAA Ha 3TMOJIOTMYECKUX VM ITATOTeHeTMYeCKUX
ocobeHHOCTAX TedeHus: ['YC, BO MHOTOM JIEXXUT
B 0CHOBe 3¢ (HEKTHBHOTO JIEYEHM I ITOTO COCTOSTHMS.
CrefioBaTe/IbHO, ¢ IPAKTUYECKOI TOYKU 3pEHNU He-
obxomnmo Hambomee MOMHO MCHONb30BaTbh COBpe-
MEHHBIE JYarHOCTIYeCKIe MeTO MK, 00eCIIednBaTh
BBICOKMIT HPOLIEHT 3TUOMOTNYECKON BepuUpUKAIUN
AVMarHo3a. YYMTHIBas C/IOXKHbIE INATOT€HeTIYecKue
MexaHM3MbI pasButus I'YC, Bo3aMOo)KHOe coueTaHue
pasnmn4yHbBIX GopM remonnsa (Kak MUKpPOAaHIVOIA-
TUYECKOTO HEMMMYHHOTO, TaK M MMMYHHOIO) Ipu
HekoTopsix hopmax I'YC, nienecoobpasno 6ornee min-
pokoe mpumeHeHye mpobnl Kymbca, uro mpusener
K 60/1ee IIOJTHOMY ITOHMMAHNIO TATOT€He3a PA3BUTILS
TMA B Ka>X[JOM KOHKPETHOM C/Ty4ae.

Crepyet TakXe oTMeTUThb: Tpu TMA moBpexpe-
HUA Peann3yIoTCsA TONbKO Ha YPOBHE ME/IKMX COCYIOB
U COCYOB MUKpounpkymsaunu. Takum obpasom, mpu
I'VC orcyrcTByeT crucTeMHOe TpoMb600Opa3oBaHue,
YTO IOATBEP)KAAeTCA IMPaKTUYeCKM MHTaKTHBIMU

JononHutenbHaa nidopmayuma

IokasaTelsiMi remocrasa [66, 67]. auHblit ¢dakt
BaXKeH IIpM NpoBefeHUM AyuddepeHnnanbHON Ana-
rHoctuky ['YC, o6ycnoBlIeHHOro MHQEKIVOHHBIM
areHTOM, C JIPYTOJl MaTOJIOTHel, B YaCTHOCTH, C CUH-
APOMOM JVICCEMUHVPOBAHHOTO BHYTPUCOCYIMUCTOTO
CBEPTBIBAHMSI KPOBU MIPU CENNTUYECKUX COCTOSTHUSIX.
A 3Haunt, y nmannentos ¢ I'YC HeoOX0[uMO BBIIION-
HeHJe KOHTPOJIs MapaMeTpPOB reMoCTasa, a TaKXkKe
CUCTEMHOTO OaKTEPUMOTOTMIECKOTO MOHMUTOPMHTA
C L[e/IbI0 UCK/TIOYEHNs] TeUYeH s TeHepann30BaHHOTO
MHEKIMOHHOTO IpoIiecca.

Crnncok 6akTepmanbHBIX areHTOB, C KOTOPBIMU
MO>KeT ObITh accoruypoBaHo passurue ['YC, umeer
TeHJeHIMI0 K paciiypenno. OfHUM 13 HOTEHIN-
QTbHBIX IIPETEH/IEHTOB Ha BK/IIOYEHYE B 3TOT CIIMCOK
MoxeT ObITb Campylobacter. B Mupe mnpopo/mkaoT
perucrpuposarbcs Hobble cnydan ['YC, acconumpo-
BAHHOTO C JaHHBIM Bo36yauTeneMm. HecMoTpst Ha 37O,
KaK caMa BO3MOXXHOCTb MHAyKiuy TMA kaMnumio-
6aKTepOM, TaK I IIaTOT€He3 ee Pa3BUTISI HA CETORHS
He sACHBI [62]. OTCYTCTBYIOT yOefuTeNbHbIE JaHHbIE,
HokaspiBaplue Stx- m160 HelpaMMHULA3HBIN Me-
xaHusMmpl pasputus I'YC npm xaMmmao6akTepHbIX
nndexnuax. Kpome rtoro, ¢ stum Bo36yAuTENIEM
4acTO acCCOLMMPOBAHBI PA3/IMYHbIe ayTOMMMYHHbIE
nopakeHMs: cuHApoM I'mitena — bappe, peakTuBHbIe
aprpursl u fp. [52, 68, 69]. Campylobacter — Bo30y-
JUTENb C JOKAa3aHHOJ BO3MOXXHOCTBIO aHTUT€HHOM
MuMukpuu [69, 70], o0cobeHHO K TaHTIMO3UAAM (3T1M-
tonsl GM1, GM1b, GDla, GQIlb, GalNAc-GDIla),
4TO CIIOCOOCTBYeT BHIPAOOTKE aHTUTAHITMO3UHBIX
AQHTUTEN Y PasBUTUIO ayTOMMMYHHBIX ITOpakeHMUI
HEpPBHOJ CHUCTEMBI, BK/IIOYass cUHApoM ImiteHa -
bappe. Bosmoxxno, npu passutuu TMA, acconnm-
POBaHHBIX C KaMIMIOOAKTEPHBIMU MHGEKIMIMIL,
peanusyercs nomo6HbI MexaHnsM. OHaKO JaHHbII
BOIIPOC TpebyeT HajbHEIIero M3ydYeHUs: U MOf-
TBEP>K/EHMSI.

3aK/oueHue

I'VC mpepcrapisger coboil MONMMITUONIOTMYHOE CO-
CTOsIHME C PA3/IMYHBIM ITATOT€HE30M M OT/Ja/IeHHBIM
nporHoszoMm. Cnyvan I'YC, acconnnpoBaHHBIE C «HO-
BBIMIM» IIaTOTeHaMM, B ToM uucne ¢ Campylobacter,
HY>X/JJAIOTCS B JeTaJTbHOM M3YyY€HNUM U ONMCAHMUI,
TaK KaK IOHMMaHMe maTtoreHesa u atuonoruu I'YC
BO MHOTOM JIEXXIT B OCHOBe paHHel 1 3¢ exTuBHOI
IMATHOCTUKM U JIedeHus. ©

OuHaHcMpoBaHue KoH$nNMKT nHTepecos YyacTue aBTOpoB
Pabota npoBeseHa 6e3 NpuBNEYEHUs [OMONHUTENb- ABTOpbI JEKNAPUPYIOT OTCYTCTBUE ABHBIX U MOTEHLMaANb- Bce aBTOpbI BHEC/IN CYLIECTBEHHbIN BKNAf B NPOBeAeHne
HOTO pMHAHCMPOBaHWA CO CTOPOHbI TPETBUX NN, HbIX KOHGAVNKTOB MHTEPECOB, CBA3AHHBIX C NyGAVKaLmen VCCNe[oBaHNA 1 NOATOTOBKY CTaTby, MPOYN 1 O[OGPUNN

HacTosALLeN CTaTbL.
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The hemolytic uremic syndrome: a possible etiological
role of Campylobacter infection

G.S. Karpovich' « El. Krasnova' « AV. Vasyunin' -
T.V. Komissarova? « L.I. Enivatova? « O.V. Gaynts?

Hemolytic uremic syndrome (HUS), one of the
forms of thrombotic microangiopathy, is a severe
emergency with non-immune (Coombs negative)
anemia, thrombocytopenia and acute renal inju-
ry. HUS is heterogeneous, and its most common
form, the typical HUS, is associated with Shiga
toxin (Stx) producing bacteria, such as Escherichia
coli, Shigella dysenteriae, and Citrobacter freundii.
Less frequent is HUS, caused by a neuraminidase
producing streptococcus (pneumococcal HUS).
The most uncommon form is the atypical HUS,
which is a genetic orphan disease associated with
an abnormality in the regulatory protein of the
complement system. HUS has a fairly high mor-
tality rate, amounting to 10-15% on average. The
long-term outcomes of HUS depend on its type, as
well as on the degree of the primary body tissue
damage. According to the data from Novosibirsk
Children's Municipal Clinical Hospital No 3 from
1991, 44 cases of HUS in children have been iden-
tified. Complete recovery, without any residual ab-
normalities, was registered in 25 children (56.8% of
the cases). Nine children (20.5%) developed chron-
ic kidney disease and 10 (22.7%) of all HUS cases
were fatal. Early diagnosis, as well as the identifi-
cation of pathogenetic mechanisms, is the basis
for adequate therapy and outcome prediction.
Campylobacter may be one of the causative agents

of HUS. Despite new cases of Campylobacter-
associated HUS being registered in the world, the
very possibility of HUS induction by this pathogen
and its pathophysiology are currently unclear.
There is no convincing evidence for both Stx and
the neuraminidase-related mechanism of HUS
in Campylobacter infections. Given the high inci-
dence of autoimmune disorders like Guillain-Barre
syndrome and reactive arthritis in Campylobacter
infections, it is currently impossible to exclude an
autoimmune mechanism of HUS in these diseases.
Thus, the role of Campylobacter, as a new potential
bacterial agent of HUS, as well as the pathogenesis
of such conditions in Campylobacter infections, re-
quires further study.

Key words: hemolytic uremic syndrome, throm-
botic microangiopathy, Campylobacter, acute kid-
ney injury, pediatrics, infectious diseases
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BonesHb KneHoBoro cumpona (NenumnHo3, KopoT-
KoLiernoyeyHaa Ketoauuaypus, 6onesHb pasBeT-
BNEHHbIX  KWUCNOT, pPa3BeTB/IEHHOLENOYEeYHan
KeToHypwuA) obycnoBneHa AepuLUTOM Aeruapo-
reHa3Horo Komniekca anbda-KeTOKUCNOT C pas-
BETBJIEHHOW Lenblo. Hacnepgyetrca no aytocom-
HO-peLeccMBHOMY Tuny. BbigensioT nAtb Gopm
3aboneBaHNA: KIACCMYECKYIO, MPOMEXYTOUHY!IO,
VNHTEPMUTTUPYIOLLYI0, TUaMWUH-3aBUCMMytlo 1 E3-
feduuntHyto. lNpu nerunHO3e perncTpupyoTca
BbICOK/E YPOBHM KOPOTKOLIENOYEYHbIX aMUHO-
KUCNOT (nenuyrHa, N3onenumnHa u BananHa) B nnas-
Me 1 BbICOKME YPOBHV KOPOTKOLIEMOYEUHbIX Ke-
TOKWC/OT, @ TakXKe lakTaTa M MupyBaTa B Moue.
B KauecTBe CKPUHUHra y HOBOPOXXAEHHbIX MOXKET
NPUMEHATbCA TaHAEMHaA MacC-CMeKTPOMETpUA.
Jlerkne popmbl 3a60n€BaHUA MOCPEACTBOM CKPU-
HVHTa He BbIABNATCA. [IMarHoCTKy Heo6XxoanmMo
OCYyLecTBAATb METOAOM TaHLEMHOW Macc-Crek-
TPOMETPUN KPOBU U MPOBOAUTb AMUHOKUCIIOT-
HbIl aHanM3 C MOMOLLbI ra3oBOM XpomaTtorpa-
éunm moun. [na npeHaTanbHOW [MArHOCTUKM
HeobXOAUMO BbIMOSIHEHNE MOJNIEKYPHO-TeHe-
TUYECKOTO 1ccriefoBaHusA. JleuebHble meponpus-
TMA npn 60Me3HN KNEHOBOro CUMpoMna Hampasie-
Hbl Ha AOCTMXEHVE HOPMAJIbHbIX KOHLEHTpaLuii

KOPOTKOLIEMOYEYHbIX aMMHOKMCIOT B Mjasme
N MMEIOT [ABAa OCHOBHbIX acrekTa: MoXu3HeHHas
OveToTepanus 1 akTYBHOE JIeYeHue 3M1M3040B Me-
Tabonnyeckon pekomneHcauuu. bnaronpusaTHoe
TeyeHune 3a6051eBaHNA BO3MOXKHO NMLLIb NPU PaH-
HeM (BOCMMNTOMHOM) Hayane Tepanun. Pa3sutme
KOFHUTMBHOW GYHKLIMIN 3aBUCUT OT YPOBHA Nenuu-
Ha B nnasme. MpuBoanTCca KNMHNYECKoe Habnoae-
HUe, B KOTOPOM NENLNHO3, HECMOTPA Ha PaHHIO
KJIMHWYEeCKyl0 MaHudecTaumio, 6bin pacnosHaH
C 3aMno3jaHuem, YTo NpUBeNo K HeobpaTUMbIM Mo-
CNeacTBUAM AN1A NayMeHTa.

KnioueBble cnoBa: 60/1€3Hb KIEHOBOrO CMpONa,
AednuMT  OervaporeHasHoro KOMMJeKca afib-
ba-KeToKUCIOT C pa3BeTBNEHHON Lienbto, Nenym-
HO3, 0630p, KOPOTKOLIENoYeyHan KeToauunaypus
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KNEHOBOro CMpona (NeKkums ¢ onvcaHuem KanHmuye-
CKOro HabsoaeHus). AnbMaHax KavHNYeCKom megn-
UMHbL. 2020;48(4):254-62. doi: 10.18786/2072-0505-
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O71e3Hb KJIEHOBOTO CHPOIa (JIeIIIHO3, KO-

POTKOIIETIOYeYHAsT KeTOALUAYPUs, 60/Ie3HD

Pa3BeTB/IEHHBIX KIC/IOT, pasBeTBIEHHOLIe-

[oYeYyHast KeTOHYPUSI) IIPEeACTaBsieT co60it
paccTpoIicTBO, 3aTparuBarolee anudarndeckue / Ko-
POTKOLeIIOYeTHbIe AMITHOKICIOTHL. B 0cHOBe Gortes-
HUL JIOXUT JeDUINUT AerufpOreHasHoro KOMIITEKca
anbda-KeTOKUCIOT C pPas3BeTBIEHHON Ienbio (na-
Jlee — JIETUAPOTeHAa3HOTO0 KOMIIIEKCA), OCYIEeCTBIISI-
IOIEr0 BTOPOII 9Tam KaraboamsMa Tpex KOPOTKO-
I[e[IOYeYHBIX AMIHOKIC/IOT: JIEIIHA, M30JIeiIIHa
u BanuHa. [JedUUUT XapaKTepUsyeTcsl 3afepXKKoil
[ICXOMOTOPHOTO Pa3BUTU, AUCTpodueit n 3ama-
XOM KJIEHOBOTO CHpoIIa MouL. 3abojieBaHue BIlepBble
6b1710 ommcano B 1954 roxy [1].

nuaemuonorus

bBonesHb KI€HOBOTrO CpOIIa BCTPeYaeTcs ¢ YaCTOTOM
ot 1:86800 mo 1:185000 [2-4]. O6bIYHO perucTpupy-
€TCA B IMOIY/IALMUAX C BBICOKOW 4aCTOTOM POJCTBEH-
HBIX CBA3eM, Ijie 3a0071eBaeMOCTh MOXKET IOCTUTATh
1:200 [5].

Matodusnonoruns

JletitiH, M30/IeNIIMH U BaJIMH OTHOCATCS K He3aMe-
HUMBIM aMMHOKUCTIOTAM € TUAPOPOOHBIMU GOKO-
BBIMU LIEIISIMI I SIBJISIIOTCS OCHOBHBIM CybcTpaToM
IJIIOKOHEOTeHesa, IIPON3BOJCTBA SHEPTUU U CHHTe3a
JKMPHBIX KMCIOT U X0/ecTeprHa [6].

Ha nepBom sTame MeTabonmmsmMa KOPOTKOIIEIIO-
YeUHBIX AMIHOKICIOT MPOUCXORUT UX Ipeobpaso-
BaHIE [TOCPECTBOM IIMTO30/IbHBIX ¥ MUTOXOH/PU-
alIbHBIX aMMHOTpaHcpepas B COOTBETCTBYIOLINE
anbda-KeTOKUCTIOTH  (anbda-KeTOU30KaIPOHOBYIO,
anbga-KeTo-6eTa-MeTH/IBa/IEPUAHOBYIO 11 a/bda-Ke-
TOM30BAEPUAHOBYI0). A/Ib(a-KeTOKNCIIOTHI, B CBOIO
oYepesib, IOIBEPraloTCs NeKapOOKCHINPOBAHMUIO Jie-
TUAPOreHAa3HBIM KOMIIIEKCOM € 0Opa3oBaHMeEM M30-
Banepun-kodepmerta A (Co A), anbda-metnndy-
tupnn-Co A u n3o6yrupun-Co A cOOTBETCTBEHHO,
a B KOHeyHOM mrore — anernn-Co A, aleroarerara
u cykuyann-Co A [6, 7].

Jedunur ogHolt M3 ABYX aMMHOTpaHCPepas
MOXXeT IIPUBOAUTH K BapuabenbHOMY YBeTMYEHUIO
KOPOTKOIIEIIOYETHBIX aMIUHOKICIIOT, XOTSI K HaCTOs-
I[eMy MOMEHTY OIMCAHBI JIMIIb OTHEIbHbIE CIydan
(8,9].

JlernpporeHasHelil KOMIIIEKC PACIIONIOKeH Ha
BHYTpeHHell MeMOpaHe MUTOXOH/IPUII M COCTOUT 13
Tpex Karanutmdeckux kommnoneHtos (El, E2 u E3)
[10]. E1-KOMIOHEHT KaTann3upyeT fieKapOOKCUINPO-
BaHIe TpeX alb(a-KeTOKNUCIOT 1 OIIOCPeNyeTCs THa-
muH-tupodocdarom. OH COCTOUT U3 [IBYX OTHE/Nb-
HBIX cyObenuHuI (anbda 1 6eTa), KOTOpble 06PasyIOT

anbda-2-6era-2-rerepoTerpaMep. JInmoesas Kuc-
noTa, waMm apuntrpaHcepasa B E2-koMIIOHeHTe
[IOMOTAeT IMEePeHOCUTb aUWIbHYI rpymmay ot El-
KOMITOHeHTa KopepMeHTy A. E3-KOMIIOHEHT, Mnu fie-
TUApOreHasa sB/IsieTCs PIaBONPOTENHOM, KOTOPOMY
HeoOXOMMbI B KauecTBe KO(MAKTOPOB JIMIOAMII,
¢maBuH 1 ¢GraBUH-/HUKOTMHAMUAAAeHUHAMHYKITe-
orup, (FAD/NAD). OH BoccTaHaBAMBAET JIUIOUIIb-
HYIO 9acTb B aKTUBHYIO OKUCIEHHYIO (popMy. ITOT
KOMITOHEHT TaKXe CBA3aH C JerU[POreHa3HbIMU
KOMITZIEKCaMI aTb(a-KeTOKUCIOT, TUPYBaTAEIULPO-
reHas0ii 1 anbga-KeTorIyTapaTieruporeHaso [6].

JleruaporeHasHblii KOMIIJIEKC TaK)Xe CBs3aH
C OBYMA perynAaTopHbiMu ¢epmenTamu: ¢pocgara-
3011 ¥ KuHa30il. OHM KOHTPOMUPYIOT aKTUBHOCTD
[AaHHOTO KOMILJIEKCa ImyTeM obpatumoro ¢ocdopu-
nuposanus u gepochopunuposanus [10].

CHIDKeHMe aKTUBHOCTY JETMPOTeHa3HOTO KOM-
myIeKca Ipy 60Me3HN KJI€HOBOTO CHUPOIA HPUBOJUT
K TIOBBIIIEHNIO B II/Ta3Me KOHLIEHTPAL[UI KOPOTKOIle-
[IOYEYHBIX AMIHOKIC/IOT ¥ COOTBETCTBYIOIIX KETO-
KICTOT. MeTabonMuT M30MeiiHa 3acTaBisieT MOy
IIaXHYTb KaK KJICHOBBIN cupoIl [1, 7, 9].

MexaHusmMbl HEPOTOKCMKO3a IIpU JENIMHO3e
IUIOXO u3ydeHBL IIpepIonaraeTcs, 4To IOpakeHUe
HEpPBHOII CUCTEMBI OOYCTIOB/IEHO IIPeX[e BCEro Ha-
KOIlJIEHMEM JIEMIMHA 1 eT0 MeTabOMUTOB B K/IeTKaxX
LIeHTPa/IbHOM HEPBHOI CHUCTeMBl. IlOBBbILIEHHBIE
KOHIIEHTpAINM JICHI[HA MPUBOAAT K HAOYXaHUIO
KJIETOK 3a CYET Iepepacipeie/ieHus HATPUs U BOJIbI
MEXAY COCYAMCTBIM PyclIoM M KiaeTkamm [5, 11].
CHIDKeHe OCMOJISIPHOCTY KPOBU MOXET YCKOPUTH
PasBUTIE >KM3HEYTPOXKAIOIIETO OTE€Ka MO3ra y HO-
BOPOX/IEHHBIX U JieTeil Oojee cTapiiero BO3pacra.
Jpyrum MexaHM3MOM HENPOTOKCUKO3a MOXKET OBITH
yBelIndeHre MPOAYKLMHU [IyTaMara, I[yTaMuHa
i TaMMa-aMUHOMAC/IAHOM KUCIOTHI, BBI3BAHHOE ObI-
CTPBIM TIPOHMKAHMEM JIENIMHA Yepe3 reMaTOdHIle-
dammuecknit 6appep [6, 11].

HacnepoBaHue

Tun HacmemoBaHMA MAHHOI MAaTONOTUU — AYTOCOM-
HO-PeLleCCUBHBIN. ['eHbl, KoMpyoue KOMIOHEHTHI
HerupporeHasHoro komiekca, El-anbda, El-6era,
E2 u E3 6bumi KapTUpPOBAaHBI HA XPOMOCOMAX 4eso-
Beka 19q13.1-q13.2 (reu BCKDHA), 6p22-p21 (ren
BCKDHB), 1p31 (ren DBT) u 7q31-q32 (ren DLD) co-
orBeTcTBeHHO [12-15]. IlocmeqoBaTenbHOCTI BCEX
T€HOB, BK/IOYas PEry/lsTOPHbIE 3/IEMEHTHI, IIOTHO-
CTBIO ONMcaHbl. [OMO3UTOTHBIE MIM KOMIIAYH/[|-TeTe-
PO3UTOTHBIE MYTALNI B TI0OOM U3 9TUX F€HOB MOTYT
BBI3BIBATH eiHO3 [16]. Knuuudeckas KkapTuHa 3a-
BUCUT OT OCTATOYHO aKTUBHOCTY (PepMEHTOB JerH-
IporeHasHoro komiurekca [17].
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KnuHnyeckune npoABneHnA

CylecTByeT IATh pas3JIMYHBIX KIMHNYECKUX PeHO-
TUIIOB JIEMI[MHO3a: K/IACCUYECKUI, MPOMEXYTOY-
HbIM, WMHTEPMUTTUPYIOIINI, TUAMMH-3aBYCHMbIN
n E3-gedunurubii (10, 18]. B 60nblnHCTBe cnydaes
(eHOTHUIIBI He CBA3AHBI € TUIIOM MyTaruit. PeHoTnmn
oIlpefieNnsieTCsl BO3pAacTOM Hadaja 3a0ojeBaHuUsA, TA-
JKeCThIO KIMHMYECKUX CMMIITOMOB ¥ OTBETOM Ha JIe-
yeHue TuaMuHoM [17, 19-21].

Krnaccuyecknit neiiliMHO3 ¥ HEZOCTaTOYHOCTH
AUTUPONTUIIOAMUN-JETUAPOreHa3bl  OOBIYHO  Xa-
PaKTepHbI JjIs1 HOBOPOXZIeHHBIX. [IpomesxyTouHas,
MHTepMUTTUPYIOLIAs U TMAMJMH-3aBUCKMasAg GOPMBI
MOT'YT BCTPEYAThCA U B M/IAJIEHYECKOM, U B JETCKOM
BO3pacTe, HEPeNKO IIPOBOLVPYIOTCA WHpeKuyen
nmu crpeccoM. [TpoMeXXy TOUHBII TeMIIMHO3 Y B3pOC-
JIBIX BCTpevaeTcs peko [14].

Y Bcex NalMeHTOB OTMEYAITCS IIOBBbINIIEHHbIE
YPOBHM KOPOTKOLIEIIOYeYHbIX AMITHOKICIOT (JIeiLin-
Ha, M30JIeJIIIMHA M BaJIHA) B IJIa3Me KPOBY, BKIIIO-
Jasi a/JION30JIENIH, @ TAK>Ke COOTBETCTBYIOIINX KO-
POTKOILIETIOUEYHBIX KETOKMCIIOT, IAKTaTa ¥ MUpyBaTa
B Moue [1, 2, 6].

Knaccuyecknit nmeiiimHo3 — Hambojee pacipo-
cTpaHeHHas ¢opma maronoruu (y 50-75% maryeH-
TOB ¢ JeiiuHOo30M) [22]. OHa cBA3aHa ¢ MyTaluA-
mu B reHax El-anbda, El-6eta u E2, koTopble BenyT
K HM3KOI OCTaTOYHOI aKTUBHOCTU ¢epMeHTa (Me-
Hee 3%). B Tedyenue 48 yacoB I0CIe pOXKAEHUS pas-
BUBAETCs KETOHYPUS, IOSIBIAETCS TUIEPBO3OYAu-
MOCTb, pBoTa U guctoHus [5]. K uerbipexgHeBHOMY
BO3PACTy T[UIEPBO3OYAMMOCTh HAYMHAET Yepefo-
BaTbCA C BANIOCTBIO, IPOTPECCUPYET AUCTOHMS, BO3-
HUKAIOT aITHO3 U CYJOPOTH, MOSBIAIOTCA NPU3HAKA
OTeKa TOJI0BHOTO Mo3ra. HavyampHbII Iepyoy AnnTcs
oT 4 0 7 gHeit (B 3aBUCHMOCTH OT KONIMYECTBa OeKa
B panuoHe nuTaHus pebeHka). [pynHoe Bckapmin-
BaHJe MOXET 3aMe/IJIUTD [OsIB/IEHNe CUMIITOMOB JIO
BTOPOVI HeJle/N )KMU3HN. Y JleTell cTapiie rofja 1 y Ha-
XOJIAIMXCA Ha YIIPaB/IsAeMOM IMTAHNY MOTYT Pa3BU-
BAaTbCS IPUCTYIIBI META0OIIYECKON MHTOKCUKALUI,
CBsI3aHHbIE C yBeIMYEeHMEM KaTaboyu3Ma SHIOTeH-
Horo Gernka Ha (OHe MHTEPKYPPEHTHBIX 3abojeBa-
HUN, GU3MYeCKUX HArpy30K, TpaBM, XUpyprude-
CKMX BMeIIATeNbCTB mau ronoma [5, 23]. [pucrynst
XapaKTepU3YIOTCA SIUTacTPaIbHON O0JIbI0, pBOTOIL,
AQHOpEeKCMell ¥ MBbIIIEYHON YCTanocThlo. JIHorma
pasBuBaeTcsA MaHKpeaTuT. HeBpomormyeckm MoryT
HaOMI0AaThCsl TUIEPAKTUBHOCTD, HapyIIeHMe CHa,
OLleTICHEeHNe, CHIDKEHME KOTHUTMBHOM QYHKLNN,
AVMCTOHMA U aTaKcusl. BOIbHOM MOXKeT IOTMOHYTD OT
OTeKa U BKIMHEHS Mo3Ta [24, 25].

ITpoMe>XyTOUHBIN JIEMIIMHO3 CBsA3aH C MYyTallu-
amu B El-ambda-KOMIOHEHTe [eTrufipOreHasHoOro
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komIiekca [10], ocraToyHas aKTMBHOCTb KOTOPO-
ro coctasnsgeT oT 3 o 30% oT HOopMmbL. CumTaercs,
4TO 0K0/I0 30% ciry4aeB OTHOCATCA K IIPOMEXYTOY-
HOMy Tumy [26]. CuMmToMbl 3a60/1€BaHUSI MOTYT
HOABJIATHCA B JTI000M BO3pacTe B 3aBUCUMOCTU OT
cTerieHN QepMeHTAaTUBHON aKTUBHOCTH (Ipu 6Gonee
BBICOKOI — mo3ke) [14, 18, 27]. Knuunueckas xap-
TUHA XapaKTepU3yeTcs OCTPBHIMMU HEBPOIOIMYeCKM-
MU CUMITOMaMM (TUIepBO3OYAMMOCTD, JUCTOHMS)
U PasINYHOIN CTeIeHbI0 3a[ep>KKU pasBUTHA. Y He-
KOTOPBIX ITALIMIEHTOB MOTYT Pa3BUBATbCA CY[OPOINL.
[TpucTynsl ocTpoit MeTaboMMuecKoil AeKOMIIEHCa-
1 pepku [12].

VIHTepMUTTUPYIOIINIT NeLMHO3 MOXeT OBITH
AMAarHOCTMPOBAH TOABKO BO BpeMsi MeTabommde-
CKOJI JE€KOMIIEHCALIMM, B CBSA3Y C YeM JJaHHbBIE O €ro
MCTUHHON pacpOCTPaHEeHHOCTU OTCYTCTBYIOT [28].
[TanyeHTHI He MMEIOT OTKIOHEHUI B POCTe U pa3BuU-
tuu. Keroanupmos passusaercs Bo BpeMsA IIPUCTYTIOB
KaTabo/IM4ecKoro crpecca Ha (OHe MHTEPKYPPEHT-
HBIX 320071eBaHMII (HaIpUMep, CPeLHEro OTUTA) U/IN
HOBBILIEHHOTO IOTpebienns 6enka. Bo Bpemsa Takmx
3MMU300B IPOrPecCMpyIOT CUMITOMBI HENPOTOK-
CUKO33a, B TOM 4YNC/Ie aTaKCU#, BANIOCTDb, CYLOPOIU
u KoMma. be3 cBoeBpeMeHHOI JMAaTrHOCTUKY U JIede-
HILS1 60/IBHOI MOXKeT TOru6HyTH [20].

TraMuH-3aBUCUMBII IEIIIMHO3 CBA3aH C MyTa-
uMAMU B KoMIIOHeHTe E2 pmermpporeHasHoro Kom-
mwekca [15, 29]. KnuHuYeckuMu mposiBIeHUSIMY OH
CXOJIeH C TPOMEXXYTOYHOIT popmoit. VIsonuposanHoe
BBeJleHMe TuMaMyuHa Hed(pPeKTUBHO, HECMOTps Ha
HasBaHMe JAaHHOI GOPMBL [l HOCTYOKeHUs MeTa-
60/1119eCKOr0 KOHTPOJIsI HEOOXOAMMO AMeTUUYeCKOe
OrpaHMYeHMe KOPOTKOLENOYEYHBIX AMMHOKICIOT
[29].

E3-meduuntHBIN eiiHO3 OOYC/IOBIEH MyTa-
OUAMK B TeHe, KopupylomeM KomnoHeHT E3 meru-
IporeHa3HOro KoMIrtekca [30]. Y mareHTOB ¢ TaKoit
¢dopmoit maromormm MMeeTcsi KOMOMHMPOBAaHHAs
HEeJOCTATOYHOCTb JIETU/IPOT€HAa3HOT0 KOMILIEKCa,
nupyBaTa u anba-KeTOITTyTapaT-ferugporeHassl.
KnnHnyeckye mposBIeHNs CXOLHBI C IIPOMEXYTOY-
Hot popmoit. OFHAKO CUMIITOMbBI BO3HMKAIOT B IIe-
pUOfie HOBOPOXKIEHHOCTU ¥ COIPOBOXAAIOTCA JaK-
TOALMTO30M.

HOwnarHocTuka

Y HOBOPOXJIEHHBIX, MJIAJIeHL[eB U JIeTell C SHIle-
danomaTueit u mepuogaMm Kertoaunugosa Ha ¢oHe
VUHTEPKYPPEHTHBIX  3a00/IeBaHMIL,  JIIUTEIBLHOTO
TOJIOfJaHNSI IV TPABM HEOOXOMMMO UCKITIOUUTD JIeit-
uuo3 [31]. HeoHara/pHBI CKPMHMHT JeiIIMHO3a
B HacTos1ee BpeMs B Poccuy He mpoBopnTCs, OfjHa-
ko BoimonHsAeTcs B CIIIA, Kanage, 22 eBpomeicKux,
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2 JaTMHOAMEPMKAHCKMX CTpaHax M 8 CTpaHax
Asnarcko-Tuxookeanckoro peruona [31]. s pu-
ArHOCTUMKM KJIACCUYECKOTO JIEMI[MHO3A IOCTATOY-
HO IPOCTOTO CKPMHMHTA HOCPENCTBOM TaHIEeMHOI
Macc-CIeKTpOMeTpuyu. MeTonoM BTOPOTO YPOBHSA
CYNTaEeTCsT OOHAPYIXKEHNEe ATIOU30/IENIMHA B CYXUX
nsATHaX KpoBu [32]. Hanbormee BayXHBbIM [I151 BbLsIBIIE-
HILS JICMIITHO3a IPU3HAHO OOHAPY>KeHe ITOBbIIIeH-
HBIX YPOBHe!l KOPOTKOIICIIOYEYHBIX aMMIHOKVCIOT
(metiumHa, M30MEMIMHA M BajqMHA) U a/JIOU30JIeN-
nuHa (MetabonuTa seiinuHa). IToBbllleHNe YPOBHA
QJITION30TIENIIHA MOXeT He PETUCTPUPOBATHCS [0
LIECTU/IHEBHOTO BO3PACTa, /jaXke IpPY MOBBIIIEHHBIX
ypoBHAX eiiiuHa. CUMITOMBI 3a60/1eBaHMsI NHOTAA
MOAB/IAIOTCA Y HOBOPOX/ICHHBIX B OXUIAHUU pe-
3y/IBTaTOB TeCTOB. Jlerkue My BapyaHTHbIE GOPMBI
PaccTpoiCTBa HMpU CKPUHMHTE Y HOBOPOXK/IEHHBIX
MOTYT He OOHapy>kuBatbcs [27, 33].

L7151 BOTIOTHUTENBHOTO [TOATBEP>KAEHNS JUATHO-
32 MOYXHO IIPOBOJUTH aHAMN3 OPraHNYeCKUX KUCITOT
MOYM C I[e/IbI0 OOHAPY)KEHNS KOPOTKOLIEIIOYETHBIX
AMUHOKUCIOT 1 KETOKMCIOT. IIpu 3TOM BBIABIEHUS
BBICOKOTO YPOBHs a//IOM30JIEII[MHA B I/Ia3Me JO-
CTATOYHO IJIA YCTAHOBJIEHVA [MarHo3a JIeNINHO3a,
U MICCTIEJOBAHMsI MOYM B 9TOM CIy4ae He 00s3aTesb-
HEI [16, 32].

O6Hapy»XeHne anIou30MeNIHa TaK)XXe TOMOra-
eT B nuddepeHINanbHON IMATHOCTUKE JIEHMI[MHO3a
U KeTOaUMAOTHYecKol runornukemun. IIpu kerto-
AIMIOTNYECKOI TUIIOTTMKEMIUY KOHIIEHTPAIIUY KO-
POTKOLIEIIOYEYHBIX aMUHOKIIC/IOT MOTYT OBITH Bpe-
MEHHO ITOBBINIEHHBIMY, TOIJA KaK a//IOU30/IENI[NH
OTCyTCTBYyeT [33].

AJbTepHATVBHBIM METOROM IO TBEPXKICH ST -
arHo3a, IPOTHO3MPOBAHMS peaKI[MM Ha TUAMUH SIB-
JSIeTCSL MOJIEKY/IIPHO-TeHeTNYeCKoe JCCIeOBaHMe
C LIeJIPIO IIOMCKA MYTALIUIL U JI/IS TIOC/Ie[lYIOLIel Impe-
HaTa/IbHOJ JMATHOCTUKI B ceMbe [16, 34].

Y HOBOPOXX/IEHHBIX C CeMENHbIM aHAMHE30M IO
TEJIVHO3y MOXKeT OBITH BBIIONHEH IOMCK paHee
upentuduiupoBanuelx Myraunit [35]. Ecnu reme-
TH4eckue fedeKThl HeM3BeCTHBI, Y HOBOPOX/ICHHBIX
C BBICOKMM PUCKOM PasBUTHSA 3a607€BaHUS MOXKHO
npoBoguth JJHK-AMarHoCcTUKy M MOMCK MyTamuit
B renax BCKDHA, BCKDHB u DBT [34].

IIpu BBIABIEHNMM NPUYMHHBIX MYTALMil CeMbe
MOXeT ObITh HpefIoKeHa IpeHaTanbHas gUarHo-
CTMKa JI ClIepyloleli 6epemenHocTu [17].

CUMIITOMBI JeIHO3a CXONHBI C HPOsIBIEHNA-
MM TUIIOKCUYECKUX IIOPAXKEHUI LIeHTPa/IbHOM HEPB-
HOJ CUCTEeMBI (BHYTPUYEPEITHBIMM KPOBOUBTIMUAHNU-
SIMI, BHYTPUYTPOOHBIMU MHPEKUMSAMIU) U JPYTUMM
dbopmMaMy HACTIEACTBEHHDBIX OPraHMYECKMUX alVUy-
puit [25]. HeonaranbHast sHIjedamonaTs MOXKeT

PasBUBATbCA IPU HaIUM4uUK feeKTOB LMKIa Mode-
BUHBI, HEKETOTUYECKON TUHEPIIUI{MHEMNN, Opra-
HUYECKUX aUMIOIATUAX (METUIMAIOHOBOII, IpPO-
IIVOHOBOJ ¥ [PYTUX); IMAPOKCHMETVIITYTapOBO
anupypun u feduunre 6era-keTornonassl. bazosble
7abOpaTOpHbIE MCCIIENOBAHNS, KOTOPbIe BBIIIOTHS-
I0TCA y HMAIVIEHTOB C IIPeJjIIoaraeMoil BpOXAeHHO
ourb6Koit MeTabonnsMa, MOMOTyT UCKIIIUTD 6OIb-
HIMHCTBO PAcCTPOMCTB. TecThl BKIIOYAIOT aHAMN3
ra3oBOr0 COCTaBa KPOBU, MEKTPOIUTOB (COOTHO-
LIEHNMSA AHUOHOB), MOJIOYHOI KMICIOTHI, aMMMaKa,
6eTa-TMApPOKCHOyTHpaTa, a Tak)Ke KeTOHypuu. s
3aKJIIOYUTENbHON OUarHOCTUKM HeOOXOMUM CIIeLu-
QNMVM3MPOBAHHBI aHANMNM3 OPraHMYECKUX KUCTIOT
MOYM ¥ ALV/IINIALMHA, IIa3MEHHBIX aMUHOKMICIOT
" anyikapHutuHa [31].

JleueHue

Jleye6HbIe MepOIPUATUA Y HeTeil C JIEHLMHO30M
MMEIOT Ba OCHOBHBIX acIeKTa: AueTOoTepanns, CIo-
coOCTBYIOIAs HOPMaTbHOMY POCTY ¥ PasBUTHIO pe-
6eHKa, ¥ aKTUBHOE JIEYeHNEe MIPUCTYIIOB OCTPOIL Me-
TabONMMYeCKOIT IeKoMIeHcaum [24].

B neyeHnn 60/IbHOTO JIENIIMHO30M HO/DKHBI y4a-
CTBOBATh CIEIMAINCT IO MeTaboNMMIecKnM 3aboe-
BaHUSAM U OUETOJIOT.

Uenu pueroTepanmy - yMeHbIIEHNE KONMMYe-
CTBa TOKCUYECKMX METAabOMNUTOB; JOCTUYKEHME KOH-
LeHTpalMy KOPOTKOLIEIIOYEYHBbIX aMMHOKUCIOT
B IUTa3Me, 0COOEHHO JIeiil{MHa, B Ipefesiax Le/eBo-
IO [Mala3oHa; MOAJep>KaHMe HOPMaJbHOTO POCTa;
COXpaHeHJe WHTEIEKTYaAbHOI (QYHKUMKM 1 ee
pasBuTHe. DTO OCTUTAETCsA IyTeM OTpaHMYeHN:A
npuemMa JAaHHBIX aMUHOKMCAOT IIPM MUCIONb30Ba-
HUM CIIeIMAaNM3MPOBAHHBIX IPOAYKTOB NNUTAHMNS,
obecreunBaKIMX SHEpreTudecKe MOTPeOHOCTH,
[0 MaKCHMAaJIbHO IIePeHOCUMOTro ypoBHs. JIs1 obe-
creveHys GU3MNONOrMYeCKUX NOTpebHOCTell B ApY-
TMX aMMHOKMIC/IOTAX M HEOOXOAMMBIX HYTPHUEHTaX
MOTYT MCIIO/Ib30BaThCA CIENMaNN3POBaHHbIE aM-
HOKMCTIOTHBbIe cMech. VIcKmioualoT rojgofanue, mpu-
BOJislllee K aKTMBALMM KaTabOMMYeCKNX IIPOLIECCOB,
B CBS3M C 4eM IIOKa3aHbI YacTble IPOOHBIE KOpMIIe-
HISI, 0COOEHHO Y [ieTeil IPYAHOTO 1 PAaHHETO BO3pac-
ta. Takue gyeTnyeckye OrpaHNYEHNA COXPAHAIOTCA
Ha IIPOTsDKEHMM BCeil )KU3HU [36].

JInsa ycunenus cBA3bIBAaHMA HaKaIlJIMBaIOIMXCA
OpraHMYeCKMX KMCIOT MOXKeT Ha3HauYaThCA JIeBOKap-
HUTUH.

MOHUTOPUHT COCTOUT U3 U3MEpPEHUsS KOHIIeH-
TpauMil aMMHOKMC/IOT B IIJIa3Me Kak/ble 1-2 Hefenu
B Te4eHMe IepBbIX 6-12 mecanes. Ilo pesynbratam
9TUX M3MEPEHUI I MalieHTa MOI'YT OBITh IIOJO-
OpaHbl MHAMBUAYaAbHbIE NO3BI JEHIVHA, BaluHa
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u usoneiinyHa. C BO3pacToM 4acTOTa MCC/IeJOBAHNIA
yMeHBIIAeTCA B 3aBUCUMOCTU OT MeTabonImM4yecKoit
CTaOUIBHOCTY U COONMIOmeHus aueThl. Jng mamu-
€HTOB CTapllle TOHa IeeCO0Opa3HBbI eKeMeCsSIHbIe
MCCIEeNOBaHMA JO CTaOUIM3ALNMI C TaTbHENIINM Te-
CTUPOBaHMEM KaXKJble 3—6 MecsALEB.

KoHIleHTpanny mrasMeHHOTO JIefIHa JTO/KHBI
HofiepKMBaTbcs oT 75 1o 200 MKMOJIB/T y JieTeit 10
5 et u ot 75 0 300 MKMOJIB/T /11 HALlIEHTOB CTap-
1re 5 et s 671aronprsITHOTO MHTE/IEKTYaTbHOTO
passutus [23]. KonuenTtparum BannHa u M3071eMI1-
Ha B IIJIa3Me JO/DKHBI IOJ/IeP)KMBAThCsA Ha YPOBHE
ot 200 go 400 MmxMonb/i [36].

BceMm manmeHTaM € IEMLIMHO30M, 32 MCK/TIOYEHN-
€M roMo3NToT o MyTtanunu 1312T>A, nnu ¢ myTanu-
AMY, NIPUBOJAAIIMMU K MeHee 4eM 3% OCTaTO4YHOM
AKTUBHOCTYU (pepMEHTa, B JOIOTTHEHNE K JMeTOTepa-
MY CTlefiyeT HasHadaTh TMaMuH (0T 50 5o 200 Mr/cyT)
B TeueHue 4 Hepmenb. Ha ¢poHe Tepanuu Heo6x0n1MO
KOHTPONMPOBAaTb YPOBEHb KOPOTKOLEIIOYEeYHbIX
AMUHOKMUCIIOT B KPOBUM U TOJIEPAHTHOCTb K BBOJU-
MBIM aMMHOKMCIOTaM. Y TAaI[MEeHTOB C TMaMMH-3a-
BUCKHMOIT POPMOIT ITaToornu KobaBieHme TMaMmuHa
K IMeTOTEPAIINY TO/KHO IPOKO/IKAThCs [36].

Jns noppepxaHus KOHIEHTPAL UM HaTPUSA B Chl-
BOPOTKE B HOpPMa/JIbHOM JMalla3oOHe U CHVDKEHUs
pYICKa BO3HMKHOBEHM S OT€Ka IOIOBHOTO MO3Ta BO3-
MOXKHO J0o0OaBJIeHMe B TepAIINIo XJI0pyja HaTpus [5].
B cnydae sKCTpeHHON TOCHMTANN3ALNY 110 KIVHU-
YeCKVM II0Ka3aHMsM KOHLIEHTPALVs HaTpUs B KPo-
BI JJOJDKHA OIIpefiesiThCs KaXk/ple 12-24 vaca [37].

Onusonbl  MeTaboNMMYecKoil  JeKOMIEHCAI[UU
C/IefyeT JIeYUTDh aKTUBHO. II/1a3MeHHbIe ¥ TKaHEeBbIe
KOHLIEHTPAIUY JIEHI{MHA JOMKHBI ObITH OBICTPO CHM-
JKEHBI 32 CYeT IOfjaB/IeHN s KaTabo/IM3Ma U YCUIeHU s
CUHTe3a Oe/lKa IIOCPEACTBOM aKTMBHON Tepammni,
KOTOpas BK/II0YaeT MHQY3UU ITIOKO3BI C MHCY/IMHOM
(upn rmkemun 6osnee 7,2 MMOJIb/M) unu 6e3 Hero
U BBeJjeHME KOMIIJIEKCA IpeJlIeCTBEHHIKOB CBO-
60onHbIX aMIHOKUCTOT. [ToTpebnenne 6enka 0OBIIHO
npekpaiaercs Ha 24-48 gacos [5, 36].

OHepreTnyeckas MOTPeOHOCTb YBEIMYMBAETCS
o MeHblIeln mepe B 1,25 pasa. HyTputusnas nop-
IepKKa OCYIeCTBIAETCS IIOCPECTBOM KOMOVHAIIVIN
9HTEPATbHOTO U IIAPEHTEPaTbHOTO My Tell BBEJIeHM .
JInsa mopmep>KaHNA B IepUOJie OCTPON JeKOMIIeHCa-
LM IITa3MEHHO KOHLIEHTPALMY M30JIeIMHA U Ba-
nuHa Ha ypoBHe oT 400 mo 600 MKMOIbB/I ClemyeT
IOOTIOTHUTENBHO BBONUTH [aHHbIE aAMUHOKUCIOTHI
(ot 20 mo 120 mr/Kkr/cyT Kaxkpoif). BHyTpuBeHHOE
BBeJIeHNe XMUIKOCTU IIOKa3aHO BO BpeMs 3IU307[0B
MeTabo/INYecKoil EKOMIIEHCALUY, TaK KaK yCuIe-
HHUe JUype3a MOXeT CIIOCOOCTBOBATbh JEeTOKCUKA-
1uu. ['MnoToHn4eckue pacTBOPLI He MUCIIONb3YIOTCA
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BO M30eXaHMe M3MEHEHNUs OCMOJISIPHOCTHM, a KOH-
[EHTPALVs HATPUS JO/DKHA MTOAeP>KUBATHCS B Q-
3moorn4eckux npepenax (138-145 mr-sxs/n) [37].

[lpn pasBUTUM TUMNOHATPMEMMUYIECKOTO OTEKa
TOJIOBHOTO MO3Ta CJIefyeT BBOJWUTH TUIIEPTOHIYE-
CKHUe CO/eBble PAaCTBOPBI, MAHHUT M (ypoceMus
[37]. B pepxux cnydasax Jis yHAaJdeHUs aMMIHOKYIC-
JIOT C Pa3BETBIEHHOI LENbI0 U KETOKMCIOT MOTYT
mOTpe6OBaTHCS TEMONMAIN3 MM IIEPUTOHEATBHBIN
muanus [38-40].

ITpumepro 10% QepMeHTaTUBHON aKTMBHOCTU
HeTUAPOTeHa3HOTO  KOMITEKCAa  OCYILeCTBIISETCS
B neyeHu [41]. VIMeHHO oaTOMY [/IA JIedeHUs KJIac-
cudeckoit popMBel TeiHO3a IPUMEHseTCs TPaHCc-
IIAHTALuUs HedeHn [42-45], XoTs y GONMBLUIMHCTBA
MAIMEHTOB 13-3a BBICOKMX PUCKOB TOCTOTIEPAIU-
OHHBIX OC/TOXXHEHMUII AMeTOTepamnus cuntaercs 60-
Niee TMOAXOASAIMM BapMaHTOM Koppekuuu [35, 36].
[TokasaHMAMIY A1 TPAHCIUIAHTALMM [IEYEHN CTY)KaT
HU3KUIT METaGOMMIECKUIT KOHTPO/Ib 1 HU3KOE Kade-
CTBO XXM3HI, O 4Y€M CBUETEIbCTBYIOT 3HAUNTENbHbIE
IICKXOMOTOPHBIE HAPYIIEHNUS U YaCTO PA3BUBAIOIIA-
sicst ocTpasi MeTabonnyeckas LeKOMIIeHCALs, Tpe-
6yromtast rocruranusanuu [43].

[Tocne TpaHCIIAaHTAUMM AKTUBHOCTb JETUIPO-
reHa3sHOr0 KOMIIIEKCA CTAaHOBUTCSA COIOCTaBUMOII
¢ nmerkumu ¢GopMaMy JIeMIMHO3a, ¥ IaLMeHThl I1e-
PecTaloT HY>KAAThCS B JUETUYECKNX OTPAHNICHMSIX.
TpaHCIUTAHTAIUA CHIUDKAET PUCK MeTabOMMIeCcKOl
IEeKOMIIEHCAMM TPYU KaTabOIMYeCKUX COOBITUSIX
wnn npu GenkoBoil Harpyske. CiefyeT IOHUMATb,
YTO TPAHCIUTAHTALVSA MOXKET IPeXOTBPATUTD Jab-
HeJlII1e TOBPEX/IEHNU I TOIOBHOTO MO3T4a, HO He BOC-
CTaHOBMUT y>Ke CBepIuuBIunecs [42-44].

Ucxon

[Ipu nmeiiiMHO3e BO3MOXKEH OTarOIpPUATHBIN MICXOX
[5], KOTOPBIIT 3aBUCUT OT CPOKOB Havaja jedeHns (o
PasBUTHUS CUMIITOMOB VMJIN CPasy IOC/Ie UX IOSIBIIe-
Husl). PasBuTHe KOTHUTUBHBIX (YHKUMIT ¥ MHTEN-
JIEKTYaJIbHBIIl CTATYC 3aBUCAT OT I/Ia3MaTMYeCKOIl
KOHLIeHTpanuu nernuna [23].

Ocrpas MeTabonyeckast JeKOMIIEHCAIIS MOXKET
[IPUBECTY K [TOBPEXIEHNIO MO3Ta, COOTBETCTBEHHO,
JULSL IPERYIIPEXAEHISI HEBPOIOTMIECKIX OC/IOKHE-
HU TpebyeTcst ObICTpoe Havano nedeHus. [Jaxe npu
AKTMBHOM JIeYeHU N JIEMIIMHO3 MOXKET IPUBECTH K JIe-
Ta/JIbHOMY MICXOJY Y>Ke B IIepyoJie HOBOPOXXJEHHOCTH
VIV TI03)Ke, BO BPEMSI OCTPOIT IEKOMITEHCALIV.

Takyum 06pa3oM, KadyeCcTBO XM3HY MAIjMeHTa BO
MHOTOM 3aBUCUT OT CTeleHM fgeduunra depmeHTa
IETUIPOTEHAZHOTO KOMIIIEKCA, aJIEKBATHOI I CBOEB-
PEMEHHO HA4YaToil TepamuiL, IIO>KM3HEHHOTO CTPOTO-
TO IMETUYECKOTO KOHTPOJIA.

Jlekuma



w

AnbMmaHax KnvHmnyeckom meanuntbl. 2020; 48 (4): 254-262. doi: 10.18786/2072-0505-2020-48-018 @

[IpuBoguM KIMHMYECKOe HabIIofeHNe, B KOTO-
POM JIeNIMHO3 OB PacIO3HaH B Bo3pacre 1 roga
1 MecsAI1a, HECMOTPS Ha PAaHHIO KIMHUYECKYIO Ma-
HudecTanuio.

KnuHunueckoe |-|a6n|o,qe|-me

Pe6eHok N., My>CKOTO 110713, B CeMbe BTOpOiil. Pogucs ot
III 6epeMenHOCTU (TIepBast GepeMEHHOCTh 3aKOHYM/IACh
POX/IeHNEM 30POBOTrO pebeHKa, BTopasi — MefabopTom),
IpoTeKaBllell Ha ¢pOHe aHeMUM, OTeYHOTO BapMaHTa re-
CTO3a BTOPOII IIONOBMHBI OepeMeHHOCTI; II CpodHBIX
ponioB, B rOIOBHOM npemiexanun. Ilo mkane Anrap pe-
6eHOK ObI OlleHeH B 8 0anioB. AHTpPOIIOMETpUYECKIIE
TIOKAa3aTeNM IIPU POXKJEHNM COOTBETCTBOBANM CPOKY
recrauumu: Macca 4000 r, gnuHa Tema 51 cM, OKPY>KHOCTb
rofoBbl 35 CM, OKDPY>XHOCTb TPyJHON KIeTKu 34 cM.
CocTosHMEe TOCTe POXKAEHNA OBbIIO YIOBIETBOPUTENb-
HBIM, 11 pe6eHOK ObLI BBIMUCAH U3 POAAOMA Ha 4-€ CYyTKIL.
BckapmnmBaHme rpyjHOE O 3 MeCAIeB, 3aTeM 10 HUIIN-
aTuBe MaTepy UCKyccTBeHHoe. bpak popureneit Hepop-
CTBEHHBIN. AJ/IeProlOTNYeCKNII AHAMHEe3 OTCYTCTBOBAIL.
HacnencTBeHHOCTDh IO XPOHMYECKOI IATONMOTUM OTATO-
meHa (II0 IMHUU OTLA B CeMbe ITTyXOHEMOI POJCTBEH-
HUK). MaTb 6e3 XpOHUYeCKuX 3a00/1eBaHmit, HO aKTUBHAsA
KYypUIbIIUIA.

3aziep>kKa IICUXOMOTOPHOTO Pa3BMUTMSA CTajla OTMe-
JaTbCs Y pebeHKa C paHHEr0 BO3PacTa: 3pUTeIbHOE CoCpe-
IOTOYEHIe, YIBIOKA, IIEPBOe IIPOU3HOLIEHe 3BYKOB I1051-
BIUJIUCD K 2 MeCAL|aM XXU3HM, TOJIOBY peOEHOK He JepKas
1o 4 mecstes. C MeCIYHOTO BO3pacTa HabII0faICs HEBPO-
JIOTOM TIO TIOBOJly TOHYCHBIX HapymeHnit. HecmoTps Ha
IPOBOAUMYI0 QUSNOTEPALEBTUYECKYIO KOPPEKI[UIO, MbI-
IIeYHasA NMCTOHNA C BBIPAXKEHHOI CTab0CTbhIO B I/IEYeBOM
mosice Ha oHe IUIePTOHYCA MBILIL B HIDKHIX KOHEUHO-
crax Hapacrama. OTMmevanach Mukpouedamua (OKpyx-
HOCTb I'OJIOBBI B 6 MecsALeB 39 CM, OKPY>KHOCTb IPyJHOM
K/IeTKU 47 ¢M), KPAaHUOCTEHO3.

JTmHaMyKa HEPBHO-IICMXIYECKOTO PasBUTHA pebeHKa
Ha IIepBOM TOJly XM3HM OTPa’keHa Ha pucyHke. VI3 Hero
BUJIHO, 4TO BO Il monmyroguu nocie BBefileHUA IPUKOPMA,
HepeHeCeHN s KMIIEYHOI MHQEKIMN U O4aroBOll IHEB-
MOHUU TeMIIbl ICMXOMOTOPHOTO pa3BuUTHUA elle Oonee
3aMeJIJIV/IVCD, MBIIIEYHA s TUCTOHNUA CMeHMNach fuddys-
HOJI TMIIOTOHMEN, CHU3U/IACh JBUTATe/IbHAsA AKTMBHOCTD
Ha (OHEe COXpaHAWIENCA 5MOLVOHAIBHON CKYLOCTH.
C 10-MecsAYHOTrO BO3pACTa MPUCOEAVHUINCH IIPUCTYIIBI
CajlaaMOBBIX Cyfopor (o 5-7 B CyTKM). 3pUTeNbHOE CO-
CpefoTo4YeHMe ObIJIO HEeNpPOLOKUTEIbHBIM, CIeXKeHUe
oTcyTcTBOBano. OKyIUCT AMATHOCTMPOBAN YACTUIHYIO
aTpodUI0 NMCKOB 3PUTEIBHBIX HEPBOB C 00eUX CTO-
poH. B rop pebeHOK He Cufjel, Ha HOTM He OIMPAJICA.
O6palleHHYI0 pedyb He IOHMMAaJ, aKTUBHAsA pedb Oblla
B BUJI€ 3BYKOB UM OTAe/NbHBIX coros. [Iporpeccuposana
Mukpouedanus: k 1 rogy npu Bece B 11 Kr 1 pocte 75 cM

OKPY>KHOCTb TOJIOBbI cOCTaBiAna 43,5 cMm, Torga Kak
OKPY>KHOCTD IPYZHOII K/IeTKM 6bl1a 51 cM.

Knuanueckoe  obcmemoBanme Ha  Oase [VY3
«CapaToBckass 067acTHas JeTcKas KIMHMYeCKass 6Oib-
Huna» B Bospacte 1 roga 1 MecsAIa BBIABUIO TUIIOXPOM-
HYI0 aHEMMIO JIETKOJI CTeIleHV; YMePEeHHOe IOBbIIIeHNe
Ie/I09HOIT pocdaTasbl, aMuIa3bl CHIBOPOTKM KPOBY; JIET-
Kuit ruppouedanbHbiil cuHApoM (axoaHuedanorpadus),
HEMOTHYI0 6/I0Kajly paBoit HOXKKY Iy4Ka I'mca (amektpo-
Kapauorpadus).

Torma e 6bUI IPOBefeH AMIHOKICTIOTHBIN CETeKTHB-
HBIJI CKPUHMHT KPOBY U MOYM JIOCTYIHBIM Ha TOT MOMEHT
METOJOM TOHKOC/IOJHOJ XpOMATOrpadyu, KOTOPbIil BHIABIIL:
B KPOBM — JIEVIIIVH, N30JIEMIIVIH; B MOY€ — JIEHIVIH, U30/Iel-
LJMH; a/1b(a-U30MaCTIAHYIO KUCIOTY (+), KeTOMACIAHYIO KIIC-
nory (+). ITony4eHHbIe pe3y/IbTaTbl IO3BOMMIA AMATHOCTY-
poBaTh y pebeHKa yeitiinHo3 (60/1e3Hb KIEHOBOTO CHPOIIA).

C MOMeHTa AMAarHOCTUKI JeHINHO3a pebeHKy Oblra
HasHaueHa HU3KobenmkoBasa puera (mo 30 r/cyT c orpa-
HIYEHUEM BBICOKOOENKOBBIX NPMKOPMOB), CTala IIPoO-
BOJAUTHCA CUMITOMaTM4ecKkas Tepamys (ferujparamus
C IOMOIIbI0O MOYETOHHBIX COOPOB, AKTOBEIMH, COCYHM-
CTBIE CpeJiCTBA, HOOTPOIBI, KOPPUTUPYOIINI MaCCaXK,
IPOTMBOCYZOPOKHbIE MpemapaTsl). PeKOMeHJaIuM II0
IUTAHUIO He BBIIIOTHSINCD, YTO 00YC/IOBIEHO HISKUM CO-
LMa/JIbHBIM CTATYCOM CeMbM. BBUJy OT/la/leHHOCT) MecTa
IpOXKMBaHMS pebeHKa OT 00/1acCTHOTO ILieHTpa 3a MenMu-
LIMHCKOJI IIOMOIIBIO K CIIeIaIiNcTaM 00paljaniuch pefko.
Crenyanu3upoBaHHOTO IUTaHMA PeOeHOK He MOy Yall.

Ha ¢one yxyaueHns HeBpOIOIMYECKON CUMIITOMA-
TUKM B OMOXMMMYECKMX aHalM3ax KPOBU OTMeYasnoch
HOBBIIIeHNe LIeToYHOl (ocdaTassl, aMUIashl, B 06LINX
aHa/IM3aX KPOBM — YMEePEeHHOE CHIDKEHNe reMOITI001Ha.

2 — —_ Hopma N2 HMP

"N — MaumenHt 12 A3 3 Pa Pn Ainp flo

10 - 1 OnpPaPndH

9 10 Tlo inp Pa P H

8 - 9 Ac [lo inp Pa PnH
o 7 = 8 o inp PaPnH
% 6 — 7 Ac o Anp Pa Pn H

5 6 Ac 3 [o Anp PaH

4 — 5 A3 Ac 3 [o Onp Pa

3 4 A3 Ac 3 [o Onp Pa

2 3 A3 Ac 3 [o Onp Pa

. 2 A3 Ac 3 [lo Pa

o 1L 1 AsAc3

01 2 3 4 5 6 7 8 9 10 11 12
Bospact, mecaupl

[lnHamuKa HepBHO-NCUXMYeckoro pa3suTtia (HIP) pebeHka N. Ha NepBOM rofy Xm3Hw;
A3 — 3puUTeNbHbIN aHanm3aTop, AC — CyX0BOM aHanm3atop, 1o — ABuxeHuA obluve,

[Inp — ABMKeHNA NpaBon pykow, H — HaBbIkK, Pa — akTuBHas peyb, Pn — naccmsHas peyb,
3 - amouum
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B BospacTe 3 71eT cTaj CaMOCTOATENIBHO CUAIeTh. B 3TO
JKe BpeM s pellIMBUPOBaJ CyJOPOXKHbI CUHIPOM B BUJIe
KPaTKOBPEeMEHHBIX TOHMKO-KITOHNYECKNX CY/IOPOT, B CBSA-
31 C YeM KOPPEeKTUPOBAJIICH JIETa U IPOTUBOCYZOPOXK-
Hadg Tepanuna aHTMKOHByHbCaHTaMI/I.

IIcuXoMOTOpHOE pasBUTHE LIJIO KpajlHe HUBKMMU
TeMmamMyu. XOAUTh C IIOCTOPOHHEI IMOMOIIBI0 pebeHOK
cran B 7 ner. HaBbiku caMoo6cnyxuBanusa He Qopmu-
poBanuch, KOHTaKTy 6bUI He)IOCTyHeH. AKTUBHasA U mac-
CMBHas pedb He pasBUBAIACh. YPOBEHb YMCTBEHHOTO
PasBUTUA COOTBETCTBOBAT ONUIOGpPeHNN B CTaZUU VM-
6€eLMIbHOCTI.

B HacTosmee BpeMs manueHty 19 sner. Y Hero Ha-
6nromaeTcs Tpy6oe OTCTaBaHIe ICUXOPEUeBOrO Pas3BI-
tus (6e3 Kakoi-1160 fUHAMMUKN), MOTOPHOTO Pa3BUTHA
(c HecymecTBeHHBIM Iporpeccuposanuem). C Bo3spac-
TOM TIOABMINCEH IIATONOTUYECKMEe OTKIOHEHNUA B IIOBe-
[EHNN: «[yPaLUIMBOCTb» C IPUCTYIIaMU HEOOOCHOBAH-
HOTO CMeXa CMEHHEeTCA arpeccueil M ayroarpeccuei.
ITanyeHT HY>XAaeTcs B MOCTOAHHOJ IOCTOPOHHEI II0-
MOII L.

JononHutenbHas nHdopmayuma

Cornacue naymeHTa

Poputenb nauveHta (Matb) Aana MUCbMEHHOE WHPOPMUPOBAHHOE CO-
rnacue Ha ny6nuKaumio nepcoHanbHOW MegUUMHCKON nHopmaumm cBo-
ero pebeHka B 06e31MYeHHON popMe B KypHane «AnibMaHaXx KIMHUYECKON
MeLULNHbI».

QOuHaHcMpoBaHMe

Pabota npoBeaeHa 6e3 npvBneYeHNa AOMONHUTENBHOTO $pUHAHCMPOBa-
HVISl CO CTOPOHbI TPETbUX NNL.
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Leucinosis, or maple syrup urine disease
(lecture and a clinical case)

Ju.A. Tsareva' « N.I. Zryachkin' « MA. Kuznetsova' «

E.V. Bogacheva?

Maple syrup urine disease (leucinosis, short-chain
ketoaciduria, branched-chain disease, branched-
chain ketonuria) is an autosomal recessive disorder
which is a consequence of the deficient branched-
chain alpha ketoacid dehydrogenase complex.
There are five subtypes of the disease: classical,
intermediate, intermittent, thiamine-dependent
and E3-deficient. Leucinosis is characterized by
high plasma levels of branched-chain amino ac-
ids (leucine, isoleucine and valine) and high urine
levels of branched-chain ketoacids, as well as of
lactate and pyruvate. Tandem mass spectrometry
can be used as a screening method in newborns.
Mild disease cannot be identified at screening.
The diagnosis should be based on tandem mass
spectrometry of a blood sample and aminoacid
analysis by gas chromatography of a urine sam-
ple. Prenatal diagnosis requires molecular genet-
ic tests. Treatment of maple syrup urine disease
is aimed at normalization of plasma branched-
chain amino acids levels and includes two main
components, namely, life-long diet therapy and

active treatment of acute metabolic deterioration
episodes. A favorable course of the disease is pos-
sible only with early (pre-symptomatic) initiation
of treatment. The development of cognitive func-
tions depends on plasma leucine levels. We pres-
ent a clinical case of delayed diagnosis of leucino-
sis, despite its early clinical manifestation, leading
to irreversible consequences for the patient.

Key words: maple syrup urine disease, branched-
chain ketoaciduria, ketoacid decarboxylase defi-
ciency
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KnuHmnyeckoe HabnwgeHue

HeoOblYHOE NeanaTpuyeckoe
HabNaeHne raHrpeHo3HoM NMoaepMUm

Ceposa T.I"« EnbkuH B.L1." « XKykoBa AA

laHrpeHosHaa nwuogepmua (IT) oTHocuTCA
K rpynne HelTpOOUSIbHbIX JEPMaTo30B C He-
M3BECTHON 3TMOMOIMEN U  Manou3yyeHHbIM
natoreHesom. Y petenn [Tl npeumyliectBeHHO
accoummMpoBaHa ¢ BocnanunTenbHbiMM 3aboneBa-
HUAMM KULeYyHrKa (6one3Hb KpoHa 1 f3BEHHbIN
KkonuT). K HacTosALemMy BpeMeHU B MMpe onrcaHo
355 cnyuvaes IT1, n3 Hux 15 - y feTen c BOBNeve-
HMEM B MATOMOrMYECKUn MpoLecc CAM3ncTon
nonoctn pra. KnuHnyeckre nposiBneHus 3abo-
fleBaHUA pa3HoobpasHbl U 3aBUCAT OT GpopMmbl,
CTagumn 1 ConyTCTBYIOWMX ycnosui. MNpu Takomn
penkoni popme [Tl, Kak BereTupylWwnUn nmno-
LepmMaTuT — MUMOCTOMATUT, HabnaalTca cove-
TaHHble MOpa)KeHMA CAU3UCTOM MOSIoCTM pTa
1 KOXW. ABTOPbl NPUBOAAT AaHHbIe MO UCTOPUMN

n3yyeHna 3aboneBaHudA, 3STWONOTUW, naTore-
He3y, daKTopam puvcKa, KIIMHUYECKOW KapTUHe.
lNpepcTaBneHo onvcaHvie pefKkoro KIMHNYECKO-
ro HabniogeHus: TAXKenon Gopmbl aTUMUYHOTO
BapuaHTa [Tl, BereTmpyiowero nuogepmaTnTta —
nnocTomaTunTa, y pebeHka 10 net. YHMKanbHoOCTb
onmncaHHoOro HabnAeHNA 3aKYaeTcAa B MHOMO-
06pasnn KNMHMYECKNX MPOoABIeHWUi 3abonesa-
HUA, TeYEHNe KOTOPOro OCJIOXKHWUIOCh Pa3BUTU-
eM KeJIouAHbIX pybLoB 1 YacTUyHON pybLoBoi
crnbatenbHOM KOHTPaKTYpbl BEPXHUX N HUMKHUX
KOHeuyHocTell, GOpPMMPOBaHNEM MUKPOCTOMbI
1 Kaxekcun. BbiABneHa accouymauna BereTmpyio-
ero nuopepmatnta — nmoctomatuta ¢ 6ones-
Hblo KpoHa. OTCyTCTBME 3HAHWIA KIAMHMYECKUX
CMMMTOMOB pefAKoro 3aboneBaHus MNpuBeso

K ANarHoCTUYECKUM owmbKam 1 MO3aHEN NocTa-
HOBKe inarHosa.

KnioueBble cnoBa: raHrpeHo3HaAa nuogepmusa,
BeFeTI/IpyIOLL[I/II‘/‘I nuogepmatnut — nNMOCTOMATUT,
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dermatitis ulcerosa, XpoHU4YecKas s3BeHHas

CepnUTMHUpYIOas INHMOJEPMUs, MOJHUE-

HOCHas sA3BeHHAS NMUONEepPMUA M Ap., — Peh-
KOe XpOHMYeCKOe BOCIAIUTENbHOE 3abojeBaHNe,
OTHOC:ALIeeCs K I'PyIIe HeMTPODUIbHBIX IepMaTo-
30B 1 IpeJcTaBAoNlee co00il HeNTPODUIbHYIO Ba-
ckynonaTtuio [1-3]. BriepBble onncana GppaHIy3cKUM
mepmaronoroM L. Brocq B 1916 r. kak phagedenisme
geometrique. IlosgHee COTPYAHUKY OTHENEHUA [iEP-
marosoruy Kauuuky Maito (L.A. Brunstig u coasr.,
1930) BBenM TEePMMH «TAaHTPEHO3HAs NMOJEPMUSI»,
KOTOpBIil yIOTpeb/iAeTcs U B HacTosAllee BpeMs [1,
4, 5].

TouHble 3mMAEMMONTOTMYECKNe [AaHHbIE O pac-
npoctpanenHocTu I'TI HeusBecTHL. B cpenHem 3a60-
71eBaeMOCTb cocraBnseT 3-10 caydaes B roj Ha 1 M/IH
HaceneHus. Hanbomee qacto 3aboneBaHme perncTpu-
pyooT B Bospacte oT 20 0 50 jet, cpenu GONMBHBIX
Ipeo6IalatoT KeHIMHbI, ZOJIA AeTell COCTaBIIACT O
4% cy4aeB oT 00II[ero 4ncia nanueHTos [1, 4, 6].

Ituonorusa I'Tl guckyTupyercs, a maroreHes 1o
HACTOSIIETO BPEMEHM OCTAeTCsl He YCTAHOBJIEHHBIM.
B ocHOBe maroreHesa MOTYT JIeXXaTb II€PBUYHbIE

U BTOpUYHBIE MMMYHORePUUVUTHbIE COCTOAHUA [1,
2, 5]. Kpome ToTO, MMEIOTCSI JaHHbIE, YKa3bIBAOIIIE
B KaueCTBe JOIO/THNTE/IbHBIX MATOTeHeTNYECKIX Me-
XaHM3MOB (OpPMUPOBaHIME NEPEKPECTHO peaKiun
AyTOAHTUTEI, HAIIPABIEHHBIX HAa aHTUTEHBI, 00IIIe
OISl KOXKM, KUIIeYHUKA M/UAM CYCTaBOB M APYIUX
oprasos [2, 6, 7]. ITo maHHBIM psifja aBTOPOB, Y 60/Ib-
HpIx I'TI BBIABAAINCD pasHOOOpa3HbIe TeMaTONOTH-
yeckme 3abomeBaHMs (JIEMKO3bI, MHOXXECTBEHHAs
MueoMa, MOHOK/IOHA/IbHasl FaMMaIaTh s, NuM¢poMma,
MMEIOSUCIIIACTUYECKUIT CUHIPOM, X-CLelJIeHHas
araMMario0y/IMHeMus), ayTOMMMYHHBIe 3a0o0JeBa-
Hus (peBMaTouMpHbIl apTput, cuHgpom lllerpena,
CcuCTeMHas KpacHas BONYAHKA, ayTOMMMYHHBIN
TeIIaTUT, BACKY/IUTHI), 3a00/€BaHNUsI OMOPHO-/BUTa-
TE/IPHOTO amIapara (IpO3MBHBIN CepOHETaTUBHBIN
apTpuT, He cBA3aHHbI ¢ HLA-B27 m mcopuasom;
CEpOIO3UTUBHBIN CIIOHAVIIOAPTPUT, ONUIOAPTPUT),
[IaTOJIOT M IIeYeHV ¥ JKeTYeBbIBOAAIUX My Tell (Bu-
pycubiit rematut C, CKIE€pPO3UPYOMINI XOMAHTUT,
[IEpUXOMAHTNUT) ¥ APYIMe BUCIEPaIbHBbIE Y CUCTEM-
Hble 3a00meBanus [8-10]. B kaxxgom BTOpoM ciydae
I'T] accoummpoBanach ¢ BOCIAIUTENIbHBIMU 3a007Te-
BaHMAMU KUIIEYHMKA — sA3BeHHBIM KonuTom (SIK),
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6onesubio Kpona (BK) [1, 8, 9]. Y psapa 6onpubix I'TI
MIPOCTIEXMBAETCA TeHEeTUYeCKask IpeXpacHonoKeH-
HOCTb, ONNMCAaHHAasA B KOHTEKCTe ayTOBOCHANTNUTE/b-
HBIX CUH/IPOMOB, Takux Kak PAPA (cTepmibHBIN
THOVHBI apTpuT, I'Il n ranrpeHosusle akHe), PASS
(I'TI, koHITIO6ATHOE aKHe, THOHBIN THAPALEHNUT, aH-
KU103upyomuit cnoupunoaprput), PASH (rHojiHbI
apTput, akHe, I'T] u rHotHbI TMapagennt) u PFAPA
(mnxopapka c ah TO3HBIM CTOMATUTOM, GapUHTUTOM,
wetHbiM uMdanenntom) [11-13]. Kpaiine pepko
BCTpedvanach napaHeornactuyeckad [Tl y manuen-
TOB C PAKOM TOJICTOI KMIIKM, IIPOCTAThl, MOIIOYHO
Kenesbl ¥ 6poHx0B [1, 4]. B HexoTophIx cmydasax I'TI
pasBUBAETCA BCIE[CTBME Tepally OINpefieleHHbIMU
TIEKapCTBEHHBIMU CPEeICTBAMI: APOMATUIECKNMMU
peTHMHOMAaMU U OMOIOTMYeCKMMH IpenapaTaMn (1,
6]. 3abomeBaHne MOXeT BOSHMKATh IIOC/IE NepeHe-
CEHHBIX XVMPYPIUYeCKMX I IJIACTUYECKUX OIlepaluii,
Ha MecTe He3HauMTe/IbHBIX KOKHBIX TpaBM [1, 2, 6].

B 3aBMCHMOCTY OT KJIMHUYECKOJ KapTUHBI BbIJie-
ns10T cnepyoiue popmer I'Tl: kmaccuyeckast (13BeH-
Has), IyCTyJIe3Has, BeTeTUPYIOI Il MNOAePMaTUT —
mmoctomarut (BIIII), 6ynmesHast 1 MOBEPXHOCTHAS
rpaHy/leMaTO3Has (3/10KadecTBeHHas) [1, 2, 4].

Beretupymoummuii NMOAepMAaTUT - HHOCTOMA-
tut Brepsble onucan F.H. Hallopeau B 1889 r. kak
pyodermite vegetante. TepMuH «BereTMpyOIINIt
nmoctomMarut» npepnoxun F.P. McCarthy B 1949 .
[1, 7]. OtnuuyurenpapiMu ocobennoctamu BIIIT or
npyrux ¢popm I'Tl cauTaoTCs TsHKEIbIe COUYeTaHHbIE
HOpa>KeHMs C/IM3UCTOM 0OOI0YKY PTa, KOXU, BHY-
TPEHHUX OPTAHOB I cucTeM [14-16].

Y perent BIIII peructpupyerca KpaiiHe penKo.
B TekcToBbIX 6asax JAHHBIX MEAVIIMHCKUX ITyOIN-
kanmit E-library u PubMed MbI BcTpeTwu onucanune
aToit popmbl I'TI Bcero y 15 60/pHBIX B BO3pacTe KO
17 ner [17-19].

ITo manHBIM psAfRa aBTOpOB, BIIII pacueHnuBaioT
B KaueCTBe MapKepa BOCIIA/TNTETbHBIX 3a00/IeBaHMIT
kumeyHnka [7, 20]. YV pereit (mpeuMylecTBEHHO
y ManbunkoB) B 48-50% cnygaes BIIII peructpupo-
Bamu npu BK. V3 Hux y 60% 60/mpHBIX IOpakeHMe
HOJIOCTY PTa MPEfIIECTBOBANIO 3a00/T€BAHMIO KU-
meunuka [20, 21]. ¥ vactu meTeit HabIIOMAMM acco-
nuanyio BIIII ¢ oBeHMIBHBIM UAMONIATUYECKUIM VI
THOMHBIM apTPUTOM, BaCKY/INTaMM, aKHe, ayTOBOC-
HaIUTEIbHBIMUA  CHHAPOMAaMM, PasHOOOPasHBIMIU
reMaTOJIOIMYeCKVIMMY ¥ MMMYHHBIMM HapyLIeHWA-
MU, TelaTONMeHAbHBIM CHHPOMOM, CHHJPOMOM
Manbabcopbuum ¢ aeduuUTOM LMHKA, 0O0JIE3HBIO
Bexuera [22-24]. Kpaiine pegko ¢uKkcupoBamu ciay-
vau upmonarudeckoro BIIII [1, 7, 18].

Knuunueckas xaprmua BIIII xapakTepusyercsa
HOpakeHMeM KOXU B 58-60% Bcex cmydaes [1, 14,
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16]. ITopakeHus CAMSUCTON IOJIOCTY PTa HEPELKO
COYETATCA ¢ KOXKHOIM cuMIITOMaTtukoit [7, 18, 21].
Hawubornee dyacto mopaskarloTcs TyObI, IeCHBI, TBEp-
Ioe 1 MATKOoe HEOO, MUHAAMMHBL [JHO MOIOCTH pTa
U A3BIK He BOBJIEKAIOTCS B IATOJOTMYECKUII IIPO-
necc. KpajiHe peIko MOT'YT HOpPaXKaTbCA CIM3UCTHIE
obomnouky r1a3, Hoca. [lopaskenus cnmusucroi 06o-
JIOYKM MOJIOCTY PTa XapaKTePUSYIOTCS 9K30(PUTHBI-
MU OKPYI/IBIMM VMJIY OBAJIbHBIMY IIYCTYTaMI C 9PU-
TEMaTO3HBIM BEHYMKOM I JIETKO BCKPBIBAIOLIEHCA
nokpbimkoit. O6pasoBaBIINecs 9pO3UN U A3BBI Ha-
HOMUHAIOT CJIef] YIUTKY, ¥ TIOBEPXHOCTD UX CO Bpe-
MeHeM IOKpbIBaeTcs: Beretanusmu. CyObeKTHBHO
MAallMeHTOB OeCIOKOUT 60nb WM/MIu AUCKOMQOPT
PasHOI CTeleH) BBIPaXKeHHOCTI P IIpyeMe I
u/mnu pasrosope [1, 7, 21]. Beicbinmanns Ha Koxe, Kak
IPaBNU/IO, aCUMMETPMYHBI, MOTYT JIOKa/lIM30BaTbCA
Ha pasHBIX y4YacTKaX KOXKHOTO Iponecca. Ko>xHbli
IpPOIeCcC XapaKTepMU3yeTCsA 3BOMIOLMOHHBIM IOMNU-
MopdusmoM. ChIllb IIpefcTaBlIeHa CTEPUIbHBIMU
IOyCTyIaMM, HAIyI0-IyCTyTaMM C BOCHANINUTE/Ib-
HBIM TajI0, BE3MKYIaMIU M TOJCTBIMU, TPYOBIMU,
MHOTOCTOMHBIMY KOPKaMU. BBICHITAHUA CKIOHHBDI
K CIMSHUIO U OBICTPO TPAaHCHOPMUPYIOTCA B BETeTHU-
pytomue 67Ky, Gopmupylomye GUrypsl Hempa-
BuIbHON popmsl [1, 18, 19].

JuddepeHIanbHblil IMaTHO3 HepegKo OKa-
3bIBA€TCA 3aTPY[HUTEIBHBIM U MOXXET IIPUBOIUTD
K AMarHoctmyeckum ommbkam. KnmHmdeckas xap-
tuHa BIITI MoxxeT MacK1poBaTh Takye 3a6071eBaHu,
KaK BereTUpyIollasi U ByJbrapHas Iysblpyarka, 60-
ne3Hb bexueTa, 9p03MBHO-sI3BeHHas GOpMa KPACHO-
ro II0cKoro nuuras u gp. [1, 9, 20].

JIMarHo3 OCHOBBIBaeTCA Ha KIMHMYECKMX JaH-
HBIX, pe3y/IbTaTaXx HIaTOMOP(OIOTNIEeCKOro JC-
ClefoBaHMSA U /1abOpaTOpHBIX IapameTpax [6].
I'mcronornyeckas kapruna BIIII nHecmenuduuHa
U XapaKTepu3yeTcsl HOBEPXHOCTHBIM JieheKTOM SM1-
TepMuca, akaHTO30M (yBe/lndeHye KOJII4ecTBa Kie-
TOK ¥ PSJIOB LIVIIOBATOrO C/IOs SMUAEPMICA), IICEB-
JOSMUTENMOMATO3HO TUIEPIIa3yell, CIIOHIMO30M
(MEXKJIETOYHBII OTEK C pa3pbIBOM IIONYHEeCMOCOM
KJIETOK MajIbIIATMeBa C/I0A SMUIEPMICa) C 903MHO-
GUIBHBIM WM HEUTPO(GUIBHBIM VHQUIBTPATOM,
UHTpa- U/Man Cy6amuepManbHbIMU HENTPOQUIb-
HbIMU a0cueccamu. B mepme oTMeuaercs IJIOTHBIN
HePUBACKYIIAPHDI BOCIATUTENbHBII MHOUIBTPAT
U3 HeNTpodU/IOB, MIa3MOUUTOB U nMuMdoruTos [1,
2, 6]. B nepudepnyeckoil KpoBy MaLMEHTOB YaCTO
MMeeT MeCTO HeTPOUIbHbII JIEHKOL[UTO3 1 TIOBbI-
IIeHHasl CKOPOCTb ocefanus sputpounutos (COI) [1,
2,6].

K OCHOBHBIM JIMarHOCTUYECKUM KPUTEPUAM
I'Tl, B Tom umcie BIIII, oTHOCAT BO3HMKHOBEHIE

KnuHuyeckme HabnogeHua
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OBICTPO HPOTPecCUPYIOINX OONe3HEHHBIX 53B, 00-
pasyommuxcs BCAel 33 He3HAYMTETbHBIMU TpaBMa-
MU (TIOTIOKUTEIbHBIN (eHOMEeH MaTepruu); KIMHU-
JecKkie OCOOEHHOCTH BBICHIMAHUI (60Ie3HEHHBIE
HeIpPaBUIbHOM (OPMBI A3BBI C 3IEBUPYIOMINMU
KpasiMI 3aCTOIHOTO (PMO/IETOBOTO IIBETa), @ TAKXKe
OTCYTCTBME POCTa INATOTEHHOV MMKPOGIOPHI IIpU
0aKTepMOTIOTMYECKOM MCC/IETOBAHNUN BbBICHITAHMUIL
[1, 3]. [JONOMHUTEIBHBIMY KPUTEPUAMU CUUTAIOTCS
XapaKTepHble IaTOMOPQOIOTUYecKre WM3MeHeHMUs
B KpaeBoOJi 30He ovara (HeiiTpoduibHasA NHGUIbTpa-
IV C IPU3HAKaMI BaCKYJIUTA); YacThle aCCOLMALINU
¢ JK, BK, peBMaTOUMIHBIM apTpUTOM, 0ONE3HAMMU
KPOBU M [IPYTUMM ayTOMMMYHHBIMM 3a00/IeBaHMA-
MI; OTCYTCTBYE IONOKIUTENbHON JUHAMUKY OT Tpa-
OMIMOHHOM Tepanmmyu aHTUOMOTUKAMU U [PYTUMMU
IpernapaTaMi; MOTOKUTETbHBIN OTBET Ha CUCTEM-
HYI0 TEpaINIO ITIOKOKOPTUKOCTEPOMAAMM Y IIUTO-
cratukamu [1, 3].

B nactosAmee spema B repanuu I'Tl He cymecTBy-
et 3o10toro crangapTa. IIpu BIIII ucnonssyroT apo-
MaTW4ecKye PpeTHMHOUABI, UMMYHOCYIIPeCcCHBHbBIE
U OUTOCTATUYeCKNe CPefiCTBA, CUCTEMHBIE IJIIOKO-
KOPTUKOCTEPOUABI, IIpelapaTbl LMHKA, OMOIOTrU-
Jeckye mpemnapatbl [1-3]. PenupuBel BO3HMKAIOT
B 30-40% cnmyd4aeB M IpPOBOLMPYIOTCA TpaBMaMu,
OllepaTMBHBIMM BMeIIaTe/bCTBAMM [1, 2, 6].

B kadecTBe MIMIOCTpALVM NIPUBOAUM KIMHMYE-
CKoe Hab/ofieHe 3aMyLIeHHOTO CIIyYast aTUIIUYHON
¢dopmer I'Tl, BereTnpyomero muogepMaTuTa — IImo-
CTOMATUTA, ¥ peOeHKa € TAXKeNIBIMU OCTOXXHEHUAMU
3a00/IeBaHM s, BOSHUKIINMY BCIIEACTBIE HECBOEBPe-
MEHHO YCTaHOBJIEHHOTO JVaTHO3a.

KnunHunyeckoe HabnwoaeHne

bonpuoit X., Mmanpuuk (10 yeT), HaIIpaB/leH Ha KOHCYIIb-
tauuio B I'bY3 IIK «KpaeBoil KIMHMYECKMIT KOKHO-Be-
HepOIOrMYeCKMil HUCIIAHCEP» C XKamobaMu Ha MHOTOYIIC-
JIEHHBIE BBICBIIIAHNA B BUJE A3B, MOKPBITHIX TONCTBIMIU
KOPKaMIi, Ha KO)Ke TYJIOBUIIIa I KOHEYHOCTEl, orpaHnye-
HUe aKTUBHBIX [JBIDKEHNI BCIECTBIE HAMUYMs IPYOBIX
pyOLIOB B 06/1aCTH KPYIIHBIX CYyCTaBOB KOHEYHOCTE1, He-
BO3MOYKHOCTb IIPMHUMATD TBEPAYI0 MMy 1M3-3a OOyes-
HEHHOCTHU ¥ CY>KEHI POTOBOTO OTBEPCTHUS.

/13 aHaMHesa 60/Ie3HM M3BECTHO Clelyloliiee. bomen
C 3-7eTHero BO3pacTa, KOIZA BIIEPBBIE IOABUINCH 00-
IV PHBIe A3BeHHBIe Ne(QeKThl Ha CIUBNCTON MOIOCTHU PTa,
BO3HMKIINE YePe3 HEeCKONbKO MeCAleB IOCIe XUPYpru-
YeCKOTO yflajieHus 6-ro manbia aeBos cronsl. C 5 et oT-
Meuanoch pacpocTpaHeHMe MaTONOTMYeCKUX OYaros Ha
TYJIOBUIIIE, BEPXHIE Y HUYKHIE KOHEYHOCTH U NIePUaHalb-
HyIo 067macTh. [Tonyyan HeOGHOKpaTHbIE KYyPChl aHTHOAK-
TepyaJIbHOI U IPOTUBOBUPYCHOI Tepanuy — 6e3 MONIoXKU-
Te/IbHON AMHAMMKI.

Cedosa T.I, Envkur B/]., Kykosa A.A. HeobbluHoe neamatpnueckoe HabmoAeHe raHrpeHo3HOM NMoAEPMIM

VI3 aHaMHe3a >KM3HMU M3BECTHO, YTO peOEHOK OT I1epBOil
OepeMeHHOCTY, OTATOICHHOI aKyIIepCKMM aHaMHEe30M
(yrposa HeBbIHalIMBaHUsA, TecT03). B TeyeHme mocnenyo-
IVUX JIeT Y Hal[ieHTa OTMeYaIiCh YacThle PeCIpaTOpHbIe
BupycHsle 3aboneBanus (OPBY, peruanBupyromiuit nabu-
aJIBHBII reprec), MHQeKIMOHHbIe 60/Ie3HY KOKI U C/IV3H-
cThIX (GypyHKYyIIes, InofepMusi).

IIpn ocmoTpe pebeHKa HaOMOAAMUCh PacHpoCTpa-
HEHHbIe CUMMETPMYHbIe BBICBIIAHUA C JIOKaIM3aIer
Ha KO)Ke BePXHUX U HIDKHMX KOHEYHOCTell, B 06mactu
CYCTAaBOB U Ha KOXKe TynoBuIa. KoxHbIiT mpolecc npen-
CTaBJ/IeH SI3BeHHBIMU ue(’peKTaMm, nuamerpoMm 1-1,5 cm,
C HEpOBHBIMM, BO3BBILIAIOUIVMIUCA OTEYHBIMM KpasMu
CHHIOIIHO-KPACHOTO LjBeTa. BOMBIUIMHCTBO 5A3B ObLIO IO-
KPBITO BereTalMsAMM ¥ TOJICTBIMYU PYHMOVJHOTO XapaKTe-
pa KopkaMu. Bokpyr KOpoK pacIosnaraanch rpyoble, pesko
BO3BBIIIAOIINECH, AedOpMUpPYIOLINE KOXY KeToMJHbIe
PYOLEBL, a TaK)Xe TPIKENO0OHO BO3BBINIEHHBIE YYaCTKI
KOXM OT 1 0 3 cM B IOINepevyHIKe, >KeJITOBATO-6€e/10ro
nBeta. [Ipy majabnanuy MMeI0 MeCTO OIfylieHMe IpoBa-
NMBaHMA B MOJ/IEXKalllie TKaHY — O4ary BTOPUYHOIL aHe-
togepmun (puc. 1-3). [Ipn ocmoTpe cnnsucroit B obmactu
I[eK U MATKOTO HEGA OTMEYEHO HeCKOIbKO SA3BEHHBIX Jie-
(dexTOB HenpaBUIbHO GOPMBI 10 1,5 cM B AMaMeTpe, mo-
KPBITBIX (MOPMHO3HBIM HanmeToM. OTBepcTHe pra pesko
CY>K€HO 3a CYeT CPOCIIENiCA B yIJIaX PTa KPaCHON KaliiMbl
ry6 (MHKpPOCTOMA), IPOIYCKAET TOTBKO KOHYMK HIAPUKO-
BOIT pyuKn (puc. 4).

[TauyeHTy MOCTaBeH [MAaTHO3: TaHTPEHO3HAasA IMO-
HepMMs, BETeTUPYIOLIMII ITUOEPMATUT — HMMOCTOMATHUT.
Muxkpocroma. Kemongusie py6ust. Yactianas crubarens-
Has KOHTPAKTypa KOHEYHOCTEIL.

ComyTcTBYIOLINIT AMarHO3: racTpoassodareanbHas
pednokcHast 60e3Hb, 9SHJOCKOINMYECKM HeraTMBHAsL.
XpoHMYecKnii MOBEPXHOCTHBIN TaCTPUT C MOBBILIEHHON
K1caoToobpasyomeit Gpynkumert. XpoHUUeCcKnit ayope-
HUT B CTafiny 000CTpeHNs. PeakTMBHBIC I3MEHEHNA IO
JKeTTYIOUHOI XKele3bl. AHOMANNA PasBUTHSA KeTIHOTO ITy-
3bIpA (PukcupoBaHHbI Hepernd). JIAMOI103 KUIIEYHNKA
(B aHaMHe3e). XpoHUYeCcKMii HecrennbIiecKuit Hesi3BeH-
HBIJ1 KOJINT.

[TanueHTy mpoBefieHO o6C/IefoBaHMe: B 0obleM aHa-
N13e KPOBY YPOBEHb 3pUTpouuToB (5,0 x 10'%/11), remoriio-
6uHa (149 r/n) n tpomboruToB (300X 10°/1) He HapyuIeH.
YCTaHOB/IEHO yBelIM4YeHUE KONMYECTBA JIEMKOLUTOB
(11,1 x10%/m) co cABUTOM NeKOLUTAPHON (GOPMYIIBI BIIe-
BO (9031/1H0(b1/mbl - 1%, nanouykosApepHble — 4%, cermen-
roagepuble — 80%, muMdouutsl — 13%, MoHOLUTHI — 2%)
n mnosbimedHas COY (19 mm/4). B 6uOXMMIUYIECKOM
aHaJaM3e KPOBU OTMEYEHO IIOBBILIEHNE YPOBHS MapKe-
pa octporo BocmaneHus (C-peakTVMBHBIN 6enoK — 6 I/1,
Hopma 0-4,5 r/7), moHMKeHMe obijero Genka (45,7 r/m,
HOpMa 5876 I/11), OCTaIbHBIe IOKa3aTe/N B Ipefie/iaX BO3-
pacTHOI HOpMBI (amaHMHaMuHOTpaHCcdepasa — 25,3 En/n,
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Puc. 1. MpaBas pyka (obnacts Puc. 2. lMpagas Hora (06nacTb Puc. 3. Ha KOXKHbIX MOKPOBaXx CAVHbI Puc. 4. MukpocTtoma
NOKTEBOrO CyCTaBa). B ouare KOMEeHHOrO CycCTaga). [laTonornyeckmi BUHbI MHOXECTBEHHbIE A3BbI

MopaKeHNa — TONCTble PYMUONAHOTO KOXHBbI NpoLecc npefcTasneH C OTEYHBIMY CUHIOLLIHO-KPACHOrO

xapaKTepa KopKu, rpybble, PYNUOUAHBIMU KOPKaMK, KeNOWAHbIMM LBeTa KpaAmu, TONCTble pynuu,

nedbopMmupytoLLvie KOXyY KenouaHble py6Liamu, ouaramm BTOPUUHOW KenomnaHble py6Libl 1 ouary BTOPUUHOM

pyoLbl aHeToAepPMUM aHeToAepPMUM

acmapraTaMuHoTpaHchepasa - 19,5 Ep/m, Ounupy6bun
obmmit — 12,5 MKMONb/M). AHanm3 Kajma Ha CKPHITYIO
KpOBb — oTpuLaTenbHbiil. OGHapy)XeH BBICOKUII YPOBEHb
Ka/IbIPOTeKTUHA B Kajie — 151,6 Mxr/T (HopMa 0-50 MKr/T).
[TonyKoNMM4eCTBEHHBIM METOROM (MMMYHO(epMeHTHBIIT
aHa/IN3) BBLABICHBI CyMMapHble aHTUTeNA K aHTUTeHaM
Giardia lamblia B Tutpe>1:40, a Tak)Xe aHTUTeNA K I/IN-
afuHy (MMMYHODEpPMEHTHBII aHanIM3) B HUSKOI KOH-
nenrpauun (IgG - 3,9 En/mn, IgA - 59 Ep/min, Hopma
0-12,5 Ex/mn).

C nensio puddepeHInaabHO-AMATHOCTUIECKOTO 0~
UCKa peOeHKY IPOBefIeHO YITTyONIeHHOe 1ab0paTOPHO-H-
CTpyMeHTaJIbHOe oOcaefoBaHme. IIpy yIbTpasByKOBOM
MCCTIeOBAHNI CepAlid M COCY/{OB BM3YalM3MpPOBANACh
IOMOMHNUTEIbHASL XOPAa JIEBOTO >KEMyHO4Ka ¥ He3HadM-
Te/IbHAs TUIIEPTPOdUs MUOKap/a 63 reMOAMHAMIYECKIX
Hapymennit. [Ipu snexrpokappuorpadum ycTaHOBIEHA
CHHYCOBas TaXUKapAus (IacTOTa CepHedHBIX COKpalle-
Huit 100-120 ya/mMuH, HOpMa 75-95 yI/MUH) C HENOMTHOM
6710Kaoil IpaBOll HOXKM IIyuKa [uca m yBenudeHue
MOTEHI[MAIOB IPaBOTO KeTy[A04YKa. BbIsABICHHBIE M3Me-
HEHMsl MOTYT OBITb MHTEPIPETMPOBAHBI KaK aHOMA/INN
(CTUTMBI) pa3BUTUSI COEMHUTETBHON TKAaHN, BO3HUKININE
BHYTPUYTPOOHO.

Ilp  yIbTPa3BYKOBOM  HCCIETOBAHMN  OPraHOB
OpIOIIHOI IIOMIOCTH YCTAHOBJIEHBl MPU3HAKM TearTo-
CI/ICHOMETaNNy, AHOMAIMs PasBUTUSA SKeTYHOTO IIy-
3bipsA  (QukcupoBaHHBINI mHepern6) U peaKTUBHbBIE
U3MeHEHMs O KeNyOuHOI JKenesbl. Iyist nuddepenun-
Q/IPHOJ JVATHOCTUKM 3a60JIEBAHMII XKeTyLOIHO-KIIIed-
HOTO TPaKTa M BepuUKALMM JUATHO3a MALMEHTY IIPO-
BefieHa GuOpoa3odaroracTpogyaseHOCKOMI ¢ Guomcuet
[IATOTIOTMYECKN M3MEHeHHbIX TKaHeil. Ha ocHoBaHum
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IDaHHBIX ($16P0930¢aroracTpopyaseHOCKOINN YCTaHOB-
JIeH IMarHO3 MOBEPXHOCTHOTO TacTpUTa U KaTapajbHOTOo
nyopenuta. ITaromopdonorndeckoe MccaefoBaHue CIINU-
3MCTOI OOO/MIOYKIM JIBEHAJIIATUIIEPCTHOM KUIIKU CBUJe-
TeTbCTBOBAJIO O XPOHMYECKOM ITOBEPXHOCTHOM BOCIA-
nmeHnu (MOBEPXHOCTb CIMBUCTON CITIAXKEHA, YIUIOIEeHA;
OTMeYaeTcs TUIepCeKpeluA CIU3Y, 04aropas JecKBaMa-
VISl SMUTEVMANbHBIX KJIETOK) C BBHIPa’KeHHBIMM CKIIEpO-
IIACTMYECKMMI M3MEHEHUAMM CTPOMbI (BBIPa>KeHHbII
OTeK, ITOTHOKPOBYE COCYROB, A1 Y3HO-0IaTrOBbIe IIM-
¢dommasmonuTapHble MHQUIBTPATB C 303MHODUIAMM).
B cBsasu ¢ wacroit acconnarnueit BIIII ¢ BK u SIK pebenxy
NpOBeJieHa JMarHocTuyeckas KojaoHockomus [9, 24, 25].
IIpn aHanm3e JaHHBIX MCCIEJOBAaHMA HVDKHUX OTHENIOB
JKeTyJJOYHO-KMIIEYHOTO TPaKTa BBbIABAEHBI IPU3HAKM
XPOHMYECKOTO HeCTelM(pUIeCKOro BOCIIAIeHNS TOICTOII
KUIIKY (TePMUHATBHBII OT/{e/I TIO/|B3/{OLIHON KMIIKY U30-
THYT, KOHMYECKH Cy>eH 7o 0,5 CM; 11oc/ie 1jieoneKanbHOro
K/IallaHa KMIIKa Cy)KeHa, MeCTaMM MMeeT HePOBHBII KOH-
TYp, penbed CIM3UCTON M3MEHEH, He MICKTIOYaeTCsA CUM-
IITOM «OY/IBIXHOI MOCTOBOI»).

Y4aurbiBag MHOTOJIETHee TedeHue 3a00/ieBaHusA, II0-
MMMOpGU3M KIMHUYECKOJ KapTVMHBI, BOBICUYEHUe B Ia-
TOJIOTMYECKMII IIPOLIECC >KM3HEHHO BaXKHBIX OpPraHOB
U CUCTeM, PeOEHKY JJOIOTHUTENbHO IIPOBEIEeHO MOJIEKY-
JISIPHO-T€HeTIYeCKoe MCCIefoBaHue B Tab0OpaTOpUM MO-
nexynsapHoil maronorun «IeHomen», . Mocksa (Illumine
nextseg 500). ITo zanubIM cekBeHnposanusa JHK BoisBie-
Ha TeTepO3UTOTHasA MyTauusA B 38-M ak3ome rena MYH7
(chr14/23883224C>T, rs121913652), npuBogsias K 3aMe-
He aMITHOKMCTIOTHI B 1883-11 mosuunu 6enka (p.Glul883Lys,
NM_000257.3). TeTeposuroTHele MyTal[My THUIA MIC-
ceHc B reHe MYH7 onmucaHpl y IaLMEHTOB C CEMEIHOII

KnnHnyeckme Ha6J'IIOLI,eHI/lﬂ
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runeprpodudeckoit Kappuomuonarueit Tuma 1 (OMIM:
192600) u pMIaTAlMOHHOI KapAuMoMMoIlaTueil tmma 15
(OMIM: 613426). MyTanus He 3aperucTpupoBaHa B KOH-
TPONBHBIX BbIGOPKax «1000 reromos», ESP6500 1 ExAC.

IIpn maToMopdOIOrN4ecKoM MCCIeOBaHNN OMOII-
TaTa KOXXM KPaeBOil 30HBI A3BbI BepUPUIMPOBAHBI aKaH-
TO3, CIIOHTNO3, MHTpa- U CybamupepManbHble HENTPO-
buIbHBIE MUKPOAbCIlecchl B 3NUAEPMUCE C IIIOTHBIM
NepUBaCKY/IAPHBIM BOCIIA/INTETbHBIM MHQUIBTPATOM U3
HeliTpodunos, MMMGOINUTOB ¥ IIIA3MOLUTOB B JiepMe.
BrplleonycaHHble M3MEHEHUA COOTBETCTBYIOT [OIIONTHM-
TeJIbHBIM IIpM3HaKaM 3aboeBaHuA (HeTpouIbHAA UH-
buabTpaIA ¢ IPU3HAKAMI BaCKY/INTA).

[TanmeHT moyYas nedyeHne COTTaCHO OCHOBHOMY Jiua-
rHO3Y. Pe6eHKy OBLIO IIPOBEIEHO IIACTUYeCKOe yCTpaHe-
HIe MUKPOCTOMBI. JleueH1e IpOBOAMIOCH B COOTBETCTBUN
CO CTaHAAPTOM JIeYeHM A AeTeil ¢ pyOIoBoit fedopmarlmeit
nuua. B cBA3KM ¢ mIoXoil epeHOCMMOCTDIO JerapennKca
(bapmakonornyeckoe feiiCTBIE — UTOCTATIYECKOE 1 VM-
MYHOJeIIPecCHBHOE) peOeHKy ObIT Ha3HaueH KypC MeTUII-
npegHu3onoHa (papMaKonIornIecKoe fielicTBue — NPOTH-
BOBOCIIAJIMTEIBHOE VI UMMYHOJIEIIPeCCUBHOE) B lo3e 16 Mr
(1 TabmeTka — 4 MI) B CyTKM [IEPOPA/IbHO C TI[ATETbHBIM
BBITUTPOBBIBAHNEM IOJfiep)KMBAOIeil T03bl (PEeKOMEH-
TOBAaHO CHIDKATD 103y Ipemapara Ha 1 Mr B Hezento). Ha
0Yary IopakeHys KOXU HAaHOCUIACh Qy3u0Bast KUCTOTA
(Ma3pb 2%) 2-3 pasa B [ieHb, Ha CIM3UCTBIE IOJIOCTH PTa —
Masb cynabdaTnasona cepebpa 2-3 pasa B cyTku. JledeHne
70 XOpOIle Pe3y/lbTaThl C 3a>KMBJIEHMEM 3B Ha KOXe
M CIM3UCTOM MOJIOCTU PTa.

O6cyxpeHue

OmncaHHOe KIMHMYECKOe HabIofieHNne IIpelcTaB-
nsger coboit armnuyubll BapuaHt [Tl — Bererupy-
IOl TMOAEePMATUT — HUOCTOMATUT y pebeHKa.
YHUKaNMbHOCTb KIMHMYECKOTO IpUMepa 00ycIoBe-
Ha TSDKEJIBIM IIPOrPecCHpPYIOIIUM TedeHueM 3abore-
BaHUA C pasBUTHEM YaCTUYHON KOHTPAKTYPHI KO-
HEYHOCTell, MMKPOCTOMBI 1 Kaxexcuu. OTCyTCTBUE
3HAHMIT KIMHUYECKNX OCOOEHHOCTel 3abomeBaHms
U MeXJUCLUIUIMHAPHOTO AuddepeHnaabHO-I1a-
THOCTMYECKOTO IIOJMCKA IPUBEIO K IIO3HEMY yCTa-
HOBJICHNIO IMarHO3a.

Knuunyeckas xaptuna BIIII y pebenka mpep-
CTaBJIeHa PAaCIPOCTPAaHEHHBIM IIOpPa)KeHUEM KOXU
C BOBJIEYEHNMEM B IATOJIOTMYECKUI IPOLjecc CU3NU-
CTOJ TIOTIOCTM PTa, KOTOPBIe paHee PacIeHNBATINCh
BpauaMy KaK OTJe/lbHble CaMOCTOATE/IbHbIE 3a060-
nesaHMA (mmopepmms, QypyHKyes, mabyambHBIN
reprec, CTOMaTuT u Ap.). B cBoio odependb, UMEHHO
COBOKYIIHOCTb YKa3aHHBIX KIMHUYECKUX CUMIITO-
MOB SIB/IsIeTCS XapaKTepHbIM npusHakoM BIIII [7, 18,
21]. 3a6oneBaHme 1O TUPOBAIO C TOPAKEHN ST CIIN-
3MCTOI 00OJIOUKY IONOCTM pTa ¥ BO3HUKHOBEHMS

Cedosa T.I, Envkur B/]., Kykosa A.A. HeobbluHoe neamatpnueckoe HabmoAeHe raHrpeHo3HOM NMoAEPMIM

00/Ie3HEHHBIX BBICBITAHNII (13BbI C HAaleTOM PubpH-
Ha) Ha BHYTpPEHHell IIOBEPXHOCTU IIEK M MATKOTO
HEOQ, TP HTOM SI3BIK I [HO IIOJIOCTH PTA B IATOJIOT Y-
YeCKUI Ipoljecc He BOB/IEKAINCh. YKa3aHHasA TOIO-
rpadus mOpa)keHNUT COOTBETCTBYET KIMHUYECKUM
nposisnenusim BIIII [1, 7, 21]. YcranoBeHo, 4yTo 3¢-
¢dropecueHI NN TOSBUINCH CIYCTS HEKOTOPOE Bpe-
M3 Iocste onepauyi (yganeHye 6-ro Iajblia JIeBOI
CTOIIBI), YTO PACIIEHEHO HAMMU KaK MOTOXXUTENTbHBII
(dbeHOMEH mareprum — OCHOBHOI AMATHOCTUYECKMIA
kputepuit I'Tl [1, 2, 6]. OCHOBHBIMM JUMATHOCTHU-
YeCKMMM HpPU3HAKAMU ObIIM TaKXKe KIMHUYEeCKUe
0c06eHHOCTH BBICHITaHMIT (60/Ie3HEHHbIE A3BHI C He-
POBHBIMM, BO3BBIMIAIOMIVIMICA OTEYHBIMU KpasMu
CYHIOIIHO-KPACHOTO 1[BeTa), a HOIOIHUTEIbHBIMY —
HelTpoduIbHasE BAaCKy/lIONaTHs NPy maToMopdo-
JIOTMYeCKOM MCCTIeJOBAHNY, OTCYTCTBME IOIOXKU-
TEJIbHOI AMHAMMKMU OT Tepaluy aHTUOMOTMKAMMN
U TIOTIOXKUTE/IbHBI OTBET Ha CUCTEMHYIO TePAINIo
ITIOKOKOpTHKOCcTepougamu [1, 3]. O6pamjaer Ha
ceb6s1 BHUMaHMe 3HAYNMTE/IbHOE YMEHBIIEHNe pO-
TOBOJI IIlefM y MallMeHTa U PyOI[0Bble U3MEHEHUs
CIIUSVCTON I'y0, KOTOpPBIE CUMTAIOTCS TSKEIBIM OC-
noxHenueM BIIII. Hapapy c tunuuneim gna I'TI
9BOJIIOLMIOHHBIM ITOTMMOP()U3MOM KOXHOI CBIIN
y pebeHka HabIIOmamuCch rpyoOble KelmoupgHble pyo-
bl C 4YacTUYHON KOHTPAKTYpPOJM KOHEYHOCTEN.
BrinreykasaHHbBIe OCTOKHEHVA OOYC/IOBIIEHBI MHO-
TOZIETHMM BOTHOOOPA3HBIM TedeHreM 3a60eBaHus
U OTCYTCTBMEM CBOEBPEMEHHOI J1e4eOHO-AMarHo-
cTuveckort momomu. Kpome kemonpHbIx py6IioB
y ManyeHTa OTMeYajauch O4aru BTOPMYHON aHETO-
TepMMM, KOTOpble, KaK ¥ KeJIOMAbI, BO3HMKAIU Ha
MeCTe Ppa3pelNBIINXCSA 3/I1€MEHTOB. BbIAB/IeHHbBIE
y MaljMeHTa JOIOHUTEIbHAA XOpfa JIEBOTO Kenly-
JOYKA, MOMUAAKTUINSA M MHOXECTBEHHBIE PyOI[bI
KOXM ¥ CIM3UCTBIX CBUIETENBCTBYIOT O CHUCTEM-
HBIX aHOMAJMAX COEeJMHUTENbHON TKaHU. B cBoiO
odepenb, peUVUBUPYIOUINI aBTO3HDBII CTOMATUT
C IOBBIIIEHMEM BOCIIAIUTENIbHBIX MapKepOB KPOBU
(meiikonMTO3 ¢ HEUTPODUIBHBIM CHBUILOM JIEHKO-
nurtapHoit popmynsl BreBo, yBenndeHne COJ, mno-
BbInIeHue C-peakTUBHOTO Oe/lka) HabIIofaeTCsA Ipu
psfie ay TOBOCHAIUTENbHBIX 3a00/IeBaHIIT M CUHLIPO-
MOB C T'€HETMYECKOI IpefipaciionoKeHHOCThI0 (13,
26, 27]. IlpoBefeHHOE MOJNEKYISIPHO-TEHETIYECKOE
UCCTIeOBaHMe MalMieHTa He BBIABU/IO IaTOTeHHBIX
OJHOHYKJICOTU/IHBIX 3aMeH B leHaX, aCCOI[MMPOBaH-
HBIX C JAHHBIM 3a00jIeBaHIEM. DTO TOBOPUT O TOM,
4TO 3ab0JIeBaHUe MajIo M3Y4eHO U PefIKO BCTpeda-
erca B monynAnuu [17-19]. A obHapy)XeHHas IaTo-
TeHHas OJHOHYKIeOTHU/HasA 3aMeHa B reHe MYH7
OINCaHa TONBKO Y MAIIMEHTOB C CEMENHO TuIep-
TpoduIeCcKoi KapaMOMIOIaTHeN U JUIATallIOHHO
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KapuoMMonaryeil. YHUKaJIbHOCTb HAIero KIIN-
HIYECKOTO HAOMIONIeHNs TNOATBEP)KAeTCA OTCYT-
CTBMEM TeHEeTUYeCKO} MHGPOpPMaLUNy BBISIBICHHON
MyTanuy B BbI6OpKax 6ombioro o6sema («1000 re-
HoMOB», ESP6500 1 ExAC).

BIIII npuHATO paclieHNBaTh B Ka4eCTBE MapKepa
BOCITa/INTE/IbHBIX 3a00/MeBaHNIT KMIIeYHMKA, Hanbo-
Jlee 4acTo 3ab60JIeBaHIe PETUCTPUPYIOT Y MALMEHTOB
My>kckoro nona ¢ BK [7, 20, 21]. ITo gaHHBIM AyarHo-
CTMYECKOJ KOJIOHOCKOIMM Y HAIlleTo NaljyieHTa yCTa-
HOBJICHO BOCIIa/INTEIbHOE 3a00/IeBaHMe KUIIeYHIKA!
TEePMMHAJIBHBIN OT/ie/l MOAB3JOIMIHON KMIIKM M30-
THYT, KOHMYEeCKU Cy>XeH o 0,5 cM; mocie umeone-
KaJIbHOTO K/IallaHa KMIIKA Cy>KeHa, MeCTaMy MMeeT
HEepOBHBI KOHTYP, penbed CIM3UCTON U3MEHEH, 9TO
COOTBETCTBYeT ToIorpago-aHATOMUYECKOMY IIOpa-
»keHmo knureynnka mpu bK [24]. Kpome Toro, Bbico-
KUl ypOBEeHb KaJNbIIPOTEKTUHA B Kane — 151,6 MKI/T
(HopMa 0-50 MKI/T) — MOXKET TaK>Ke yKa3bIBaTb Ha
BK. M3BecTHO, yto BK wame pgebrotupyer ¢ adpros-
HOT'O CTOMAaTHUTa U COIPOBOXKJAETCS IOCIeYIOINM
BOBJI€YEHNEM KOXXU B ITATONOTMYECKII IPOL[eCC, YTO
COIIOCTaBMMO C [JaHHBIMM aHaMHe3a 3a00/IeBaHMs
HabmoaeMoro Hamu pebeHKa. BHeKMIIedHBIMM 110-
paxeHnnsamu BK, onucaHHbIMU B TUTEpaType U BbI-
ABJICHHBIM) Yy IANMeHTa, ObUIM TelaToCIIEHOMe-
ramus, moBepxHOCTHbI ractput u I'Tl [24]. Takum
06pasoM, TsKe/Ible MOPAXKEHMST KOXU U CIIUSUCTBIX
B HallleM K/IMHUYECKOM HaONMIOeHUN NONYCTUMO
pacleHMBaTh KaK BHEKMIICYHYI0 GOPMY MY/IBTUCK-
CTEMHOTO XPOHMYECKOTO UAMOIATIYeCKOro 3abore-
BaHums KuiredHnka — BK. OgHako 115t Bepuduxanum

JononHutenbHaa nHopmauua

AMarHosa HeobOXomuMmo yriaybneHHoe oOcCIenoBa-
Hue pebeHKa B TaCTPOIHTEPONIOTNYECKOI KIMHIKE.
JlanbHelilIee BefleH e MAVIEHTa 3aK/TI0YaeTCs B UC-
[TaHCEPHOM HaOJIOfeHNUN Y epMaTonora 1 racTpo-
SHTEpOJIOra C KOppeKLyell BbIABIEHHON IaTOIOTUN
U IIATEIbHON IOAePXKUBAKOLEN Tepalyell CUCTeM-
HBIMU U HAPY>KHBIMU IIpemapaTamu. PeGeHky creny-
eT nsberarb MEXaHMYECKUX TPABM I ITOBPEXIEHMI,
B TOM 4IICJIe 3alIpelleHbl MHDEKIUNU IEKAPCTB BO U3-
6exanme peHoMeHa ITaTeprum.

3aknoueHue

BereTupyrommuii nmuopepMaTUT — IMOCTOMATHUT
BCTpeYaeTcs KpaliHe PeKo M XapaKTepusyeTcs JIn-
TE/IbHBIM YIIOPHBIM T€YEHMEM CTIOXKHO AMATHOCTUPY-
emoro 3aboneBanus. [IpefcraBieHHOe KIMHNYECKOE
HabmIofeHNe YKas3blBaeT Ha HEOOXORMMOCTD MEX-
OVCLUIUIMHAPHOTO KOMIIIEKCMPOBaHUsI B pabdore
Y4YacTKOBBIX IIeAMATPOB, JePMATONIOTOB, CTOMATOJIO-
TOB, XUPYProB, NHPEKIMOHUCTOB U JPYTUX CIIelya-
UCTOB. 7151 yIydIieHys KauecTBa XM3HM Mal[eHTa
M IPOrHO3a 3a60/IeBaHM ST YPE3BbIYAITHO BasKHO PaH-
Hee YCTaHOBJIEHIe IMarH03a ¥ CBOEeBpEeMEHHO Ha3Ha-
YeHHOe JiedeHue. BpadaM ciefyeT akKILeHTUPOBATb
BHUMaHIe Ha MOSABJICHUN Y MAljUeHTa ObICTPO HIpO-
rpeccupyoIux OONe3sHEHHBIX 3/IEBUPYIOLINX 3B
Ha KOXK€ U CIUBUCTHIX 000/I094KaX, 0COOEHHO ITOCTIe
HEe3HAYMTEe/MbHBIX TPaBM WIM oOnepanuil (IONMoXMu-
Te/bHBII (PeHOMEH IaTePriuu), YaCThIX ACCOLMALIMAX
KOXKHBIX IIOPaXKeHMIT ¢ BOCIIAMUTEIbHBIMU 3ab071e-
BaHuaMM knureynnka (BK) u orcyrerBum monoxu-
TEJIbHOM JUHAMMKY OT Tepaluy aHTUONOTUKAMH. ©

Cornacue naymeHTa ®uHaHcMpoBaHne KoHnuKT nHtepecos

3aKOHHbIN NpeAcTaBUTENb NaLMeHTa (MaTb) BO6POBONBHO MauueHT 6b1n rocnutanuampoaH B [BY3 MK «Kpaesas get- ABTOpPbI ieKNapupyioT OTCYTCTBME ABHbIX N MOTEHLMasNb-
noanucana NHGOpMrpPoBaHHOE cornacue Ha nybnuKkauuio cKan KnMHUYeckasa 6osbHMLa», Npoxoaun obcneaoBaHve HbIX KOHQIMKTOB MHTEPECOB, CBA3aHHbIX C Nybnukaumei
nepcoHanbHOWM MeanumHcKon nHpopmauum n dotorpa- 3a cyeT cpeacTB poHaa OMC, BKNoYas MoneKkynsapHo-re- HacToALen cTaTby.

w1 B KypHane «AnbMaHax KIIMHNYECKON MEANLIHDI».
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An unusual pediatric clinical case of atypical pyoderma

gangrenosum

T.G. Sedova' - V.D. Elkin' « A.A. Zhukova'

Pyoderma gangrenosum (PG) belongs to the
group of neutrophilic dermatoses with unknown
etiology and poorly understood pathogenesis. In
children, PG is primarily associated with inflam-
matory bowel diseases (Crohn's disease and ul-
cerative colitis). By now, about 355 PG cases have
been described worldwide, including 15 children
with the involvement of oral mucosa. Clinical man-
ifestations of the disease are diverse and depend
on the form, stage and associated conditions. Such
arare PG as pyodermatitis-pyostomatitis vegetans
manifests by combined lesions of the oral muco-
sa and skin. The authors present historical data
on the investigation of the disease, its etiology,
pathogenesis, risk factors, and clinical picture.
A description of a rare clinical case of severe form
of atypical PG, namely, pyodermatitis-pyostoma-
titis vegetans in a 10-year-old child, is presented.
The unique character of the case is related to the
variety of clinical manifestations and the clinical

course complicated by the development of keloid
and partial scar-related flexion contracture of the
upper and lower extremities, the formation of
microstoma and cachexia. The association of pyo-
dermatitis-pyostomatitis vegetans with Crohn's
disease was found. The lack of awareness of the
clinical symptoms of this rare disease has led to
diagnostic errors and late diagnosis.

Key words: pyoderma gangrenosum, pyoderma-
titis-pyostomatitis vegetans, clinical manifesta-
tion, complications
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CvHIPOM MHBEPTPOBAHHOW AynanKauum
W TEPMUHANBLHOW JeneLmn KOPoTKOro nieva
XPOMOCOMbI 5 (onmcaHue KMHnYeckoro HaboaeHus)

Conosoa O.A." - OnapuHa H.B." « Kotanesckas KO.10." « KannHeHkoa C.I." « JlaTbinos A.LL

CrHAPOM VMHBEPTMPOBaHHONW Aynankauuu ¢ fe-
fleumen KOPOTKOro njeya Xpomocombl 5 (inv
dup del 5p) - pepkoe reHeTuyeckoe 3abosne-
BaHMe C YacTOTON BCTPEYAEMOCTV MeHee Yem
1:1 000000, NpYYMHO BO3HUKHOBEHNA KOTOPO-
ro ABNAETCA CEerMeHTapHasd TPUCOMUA U OFHO-
BPEMEHHO CerMeHTapHas MOHOCOMMSA KOPOTKOTo
nyieya xpomMocombl 5.3abonieBaHme BrepBble onu-
caHo A. Kleczkowska n coaBT. B 1987 . CornacHo
OaHHbIM NIUTepaTypbl, KpymnHble Aynaukauuu
KOPOTKOFO MJjle4ya XpOMOCOMbI 5 XapakTepusy-
10TCA BblpaXKeHHbIMY GEeHOTUMNYECKMMUN NPOSAB-
NIEHVAMY, 3afePXKKOV PeUYeBOro n yMCTBEHHOTO
pa3BUTUA, a TaKXKe aHOMaNUAMM Pa3BUTUA Cepa-
L3, rOJIOBHOrO MO3ra U KOCTHO-MbILEYHOW CU-
cTemMbl. B cTaTbe AaHO onmcaHve KMHUYECKOro

MHJPOM MHBEPTUPOBAHHON!

JIaX KOPOTKOTO IJIeda XpOMOCOMBbBI 5.

B 1987 r. A. Kleczkowska 1 coaBT. BrepBble onu-
Ca/i Ma/IbYMKa, YMEPILIETo BCKOPE [OC/Ie POXKEH
BCJIE[ICTBYE MHOXKECTBEHHBIX BPOXK/JEHHBIX IIOPOKOB
PasBUTH, TAKUX KaK [ePUMeMOPaHO3HBIN JedeKT
MEKIKeTYZOYKOBOII [ePErOPOKY, TUIIONIA3US 110~
9eK, KOCONANIOCTb, areHe3us MO3OJNCTOTO TeJIa,
BEHTpUKy/IoMeranus, rugponedanns. Vs denorn-
IYECKUX 0COOEHHOCTEN GBIV OTMEYEHBI MaKpPOJIO-
nuxouedaist, MOHTOTIOUHBII paspes U TUIIePTeNo-
PU3M I71a3, MMKPOPETPOTHATISI, UIMPOKIUE GONbIIe

OyTINKa-
LMY C TEPMUHAJIBHON fefieneil KOpoTKO-
ro maeda xpomocomsl 5 (inv dup del 5p) -
OYeHb pefKMII KOMIIZIEKC XPOMOCOMHBIX

AHOMAJIMI C 9aCTOTOM BCTPEYAEMOCTV MEHee 4eM

1:1000000 [1]. ITaToreneTnyeckoit nmpuunHoit ¢pop-

MupoBaHus (eHOTUIIa CUYMTAETCs] Haaudue Xpo-

MOCOMHOTO [ycOaaHca: CeTMEHTAPHOI TPUCOMUM

B COYETAHNM C CETMEHTapHOM MOHOCOMMEN B IIpefie-

HabntofeHNsA NPOTAXKEHHON WHBEPTUPOBAHHOM
Aynaukauum ¢ geneumnen KopoTKoro niaeya xpo-
MOCOMbI 5 y AEBOYKM C «MATKUM» GEHOTUTOM
M OTCYTCTBMEM aHOMaNNn Pa3BUTUA BHYTPEHHNX
OPraHoB 1 KOCTHO-MbILEYHOWN CMCTEMbI, 06CY K-
[aloTcA maTtoreHeTMyeckne mexaHusmbl Gopmu-
pOBaHVA XPOMOCOMHOW MEepPecTPOWKN, MPOBO-
OVTCA CPaBHUTESNbHBIV aHann3 GeHOTUNNYECKNX
NPOABNEHMI Ha OCHOBE [aHHbIX JUTEpPaTypbl.
B pe3ynbraTte KOMNAEKCHOro MOMEKYNAPHO-L-
TOreHeTMYeCcKoro NcciefoBaHnA foKa3aHo, YTo
AYNINLUPOBAHHbBIN YyYacTOK MMeeT MPOTAXEH-
HOCTb 29 M6 c rpaHuyamm 5(p13.3p15.33), a ge-
NEeTUPOBAHHBIV Y4acTOK Cy6TENOMEPHOrO palio-
Ha, PacrnonoXeHHbl fguctanbHee 5p15.33, umeet
npoTaAXeHHoCTb 110 K6.

KnioueBble cnoBa: nHBepTMPOBaHHaA fyrinKa-
uMA C TepMUHaNbHOW Aeneunelt, BPOXKAEHHbIe
aHOManuy PpasBUTUA, LWUTOreHeTUYeckoe WC-
cnefoBaHve, XPOMOCOMHbIN MUKPOMATPUYHbIA
aHanms

Ana untuposaHmua: Conososa OA, OnapuHa HB,
Kotanesckas OO, Kanunenkosa CI, Jlatbinos ALLL
CUHOPOM MHBEPTUPOBAHHOW AYMAMKALMK 1 TepMu-
HanbHOW Aeneumn KOPOTKOrO Mieya XPOMOCOMbI 5
(onuncaHve KNMHWYECKoro HabnwoaeHus). AflbMmaHax
KnvHW4Yeckor  MeguunHbl.  2020;48(4):271-9.  doi:
10.18786/2072-0505-2020-48-025.

MocTtynuna 25.04.2020; popabotaHa 17.05.2020; npu-
HATa K ny6nvkaummn 19.05.2020; ony6nvKoBaHa OH-
naiH 05.06.2020

[TosgHee 6bUTM OMMCAHBI KaK IpeHaTanbHble [3-
5], Tak ¥ HOCTHATa/nbHbIe [6-9] ClIyYanu BBISBIEHNS
inv dup del 5p momo6HBIX pasMepoB y Mal[MeHTOB
CO CXOXMMMU (PEHOTUNMIECKNMI XapaKTePUCTUKA-
MM, BKIIOYAIOIIVMI BBICOKUII /100, TUIIEPTENOPU3M
713, HU3KOIIOCA)KEHHBIE YIIIN, MUKPOPETPOrHATHIO,
mupoxue QanaHry 6OIbIINX MaNbIeB KICTeN / CTOI,
KOCO/IAIIOCTh, AHOMA/INM PA3BUTHUS ILIEHTPAIbHOIL
HepBHOI cucTeMbl (areHe3msi MO3OJIVCTOTO TeJIa,

BEHTPUKYJIOMETA/INA), 3alepXKKy pPe4eBOro U yM-

I1a/IbI bl KUCTeI, OOMMXOMEINA. B pe3ynbTaTe IpoBe-

JIE€HHOTO LMTOTE€HETNIECKOTO VICCIE[OBAHMS IIJIOf-
HOT'O MaTepuaja, MOMy4YeHHOTO [PY aMHUOLEHTE3e,
1 06pa31iOB KPOBH, B3SITOI post mortem, Oblia BBISB-

neHa inv dup 5(p13.1p15.33) [2].

CTBEHHOTO Pa3BUTH. B HEKOTOPBIX C/Tydasx y maumu-
€HTOB OTMevauch cygoporn [7].

B macTosmieM cooOIeHnn Mbl OTIMChIBAEM KIIV-
HUYECKOE
BAaHHOJ AYIUIMKALMM C TEPMMHAIBHOI Helelyei
KOPOTKOTO II/Ie4a XPOMOCOMBI 5, 06CY’X/aeM maTo-
reHeTMYeCKMe MeXaHN3Mbl (pOPMMUPOBAHNUSI XPOMO-
COMHOII [TepeCcTPOIKI, IPUBOJUM Pe3yIbTaThl CPaB-
HUTE/IBHOTO aHanM13a GeHOTUNNIECKIX IPOSIB/ICHN I
Ha OCHOBE JJaHHBIX JIUTEPATYPHI.

HaOmofieHNe CUHApPOMAa WHBEPTUPO-

KnnHnyeckoe HabnoaeHne

IManuentka K. (mpobaHp), feBoYKa, HA MOMEHT OCMOTpa
4 ropa. JKamo6bl: Ha MajIblil CTTOBapHbIIL 3a11acC, OTCYTCTBUE

¢dpasoBoit peun, OTCYTCTBIE HABBIKOB OLPATHOCTIL.
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AHamHe3 XM3HM: peOEHOK OT TpeTbeil GepeMeHHO-
cti (mepBasi — MeUKAMEHTO3HBIT abOpT; BTOpast — POb,
IeBOYKa, 13 JieT, 3,0poBa), IpoTeKaBleil 6e3 0COOeHHO-
cTeit (0OTMedanach 3afiep)kKa BHyTPUYTPOOHOTO Pa3BUTHSA
I/IOA), BTOPBIX CAMOCTOSITE/IbHBIX POJIOB B CpOKe 38 He-
menb. [InnHa Tena npu poxaeHuu 46 cm (menee 10-it mep-
LeHTNUIN), Macca tena 2230 r (MeHee 3-if IepLEHTUIN).
Orenka 110 1mkajae Anrap — 8/9 6annos, sakpuyana cpasy.
Ay[IVOCKPMHUHT IPOLIJIA C fBYX CTOPOH, 110 BHYTPEHHNUM
opraHaM M3MEHEHNII He BBIAB/IEHO. BpinucaHa 13 poajgoma
Ha 3-U CYTKMU.

Popurenu (Bospact MaTepu 35 7ieT, otia 42 ropa) 370-
POBBI, OpaK HEKPOBHOPOJCTBEHHBIN, CEMETHbII aHAMHe3
HE OTATOIIEH.

MoTopHOe pasBUTHE C 3a[ieP>KKOI: TOJIOBY JEP>KUT
¢ 4 MecsIieB, CAMOCTOSITENIBHO CUUT C 8 MeCAIEeB, XO-
muT ¢ 1 roga 5 mecanes. HepHo-nicuxmyeckoe pasBuTue:
BHMIMATE/IbHO C/IyILIAeT, YTO FOBOPSAT B3POCTIble, HABBIK
OIIPATHOCTH OTCYTCTBYeT. CaMOCTOSITE/IBHO eCT, IIPU 9TOM
HIPAaBUJIBHO JAEPIKUT JIOXKKY, YMeET II0/Ib30BAThCSI BUTKOIL.
CaMOCTOATENbHO YMBIBAETCA U BhITHpaeTcsa. CIoBapHbIN
3amac — 15 c/10B, peun HeT, eCTh 3ByKOIIOfpakaHe >KUBOT-
HbIM. VIHCTpyKuuu He BeimonHser. IIpodumakTiudeckie
IPUBUBKMU 110 KaneHaapo. Habmonamacy y HeBposora mo
[IOBOJY MbIIIIE€YHOI TUIIOTOHWM, BEHTPUKYIOMETajINN.

Ha6mrogaeTcs ¢ 3 €T y ncuxuarpa 1o noBOJy 3aepxk-
K pe4eBOTO M MHTE/IEKTYaTbHOTO PA3BUTHA.

OcMmortp odranbMoIIOra, CypfoIora, pe3yabTaThl 9/1eK-
TpoKappuorpaduu, oxokappuorpadum, 9MeKTPOIHIle-
¢danorpadun, yrbTpasByKOBOTO MCCIE[OBaHINsI OPraHOB
OPIOIIHOI ITOZIOCTH U 3a0PIOIIMHHOTO IPOCTPaHCTBA — Oe3
ocobenHoCTell. 10 TaHHBIM MarHMTHO-PE3OHAHCHOI TO-
Morpa(l)m/[ TOJIOBHOT'O MO3ra BBISIBJICHO pach/IpeHMe Ha-
PY’KHBIX TMKBOPHBIX IIPOCTPAHCTB.

ITpu ocmoTpe poct 94 cM (3-51 mepueHTUND), Bec 13,5 KT
(3-51 IepLIeHTUIb), OKPY>KHOCTD TOIOBBI 50 cM (25-5 mep-
LIeHTI/Ib), OKPYXXHOCTb TPYAHOI KIeTku 50 cM (3-1 mmep-
nenTunn). Ha ocmoTp pearnpyer HerarusHO. OTMeYaI0TCA
monuxoledanis, BBICOKNI BBICTYHAMOIUIL 100, J/IMHHbIE
peCHI/II_[bI, TOHKaA BerHHH ry6a, /:[TH/IHHI)IIV/I CFHa)KeHHinI
UNBTP, MUKPOPETPOrHATHS, IPUPOCIINEe MOYKM YIIel,
TUIIEPTENOPU3M COCKOB (puc. 1).

ITo pesyapraTaM MeAMKO-TEHETUYECKOTO KOHCYIIb-
TUPOBAHMS B CBSI3M C OTCTAaBaHMEM B ICUXOpPEYEBOM
pasBUTUM M HamudyeM (QEeHOTUIMYECKUX 0COOEHHOCTel
po6aHAy OO PEKOMEH0BAHO MPOBEJEHNME IIUTOTEeHe-
TUYECKOTO MCCTEOBAHMSL.

CraHgapTHOe  IMTOTEHETMYeCKOe  MCC/IeflOBaHIe
(CIIM) 65110 MpOBefeHO MIPObGaHAY 1 060UM POLUTENAM.
B pesynbrare ObIIO HOKa3aHO, YTO KapUOTUIIBI POJUTE-
JIell HOpMajIbHbIE, XPOMOCOMHbIE AHOMAJINH, B TOM UHCIIe
mapa- WM IepULeHTpUYecKue MHBEPCUY, He BbIAB/ICHBDI.

B kapuorumne mnpobanga Obia oOHapyXeHa Iepe-
crpoenHast xpomocoma 5 (der(5)) ¢ FOMONMHUTETBHBIM
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Puc. 1. ®oTo npobarpa, Bo3pacT 4 rofa. OcobeHHOCTH heHoTumNa:
BbICTYNAIOWINIA BBICOKMI 1106, ANMHHbIE PECHULbI, TOHKAA BEPXHSAA
ry6a, ANIMHHBIN CraKeHHbI GUbTP, NPUPOCLIas MOYKa yxa

/ P
. p15.2
e B .
-y
—del10m p15.33 l

p15.2 [Cri-du-chat region)

p133

5 der(5)

cxema nepecTpoiim cen 5

Puc. 2. Busyanumsauma nocne GTG-0KpacKky HopManbHOM
xpomMocombl 5 1 inv dup del 5p (06o3HaueHa Kak der(5)) co
CXeMaTnYeCKrM N300paKkeHNEM BbIABNIEHHOM NepecTporku. Ha
YBEMYEHHOM YUYacTKe Cxembl OTMeYeHbl: p13.3 — NPOKCHUManbHaA
rpaHMLia BOBMIEUEHHOrO B NepecTponKy yyacTka; p15.2 —
KpuTtnuecknii pervoH Cri-du-Chat; p15.33 — auctanbHas rpaHvua
BOBJIEUEHHOTO B MEePEeCTPOKY y4acTKa; CybTenomMmepHas aeneums
pa3mepom 110 Kb 1 ee pacnonoxeHvie. CTpefikamm ykasaHa
NPOCTPaHCTBEHHAA OPVEHTAUMA Y4aCcTKOB

MaTepuaaoM JUCTalbHee ydacTKa pl5.33 KOpOTKOro me-
4ya npoucxoxpaenuem de novo (puc. 2). Pasmep nu GTG-
PUCYHOK IOIIOTHUTE/IbHOTO MaTepyaa MO3BOJIIIN TIpefi-
HOMIOKUTb MHBEPTUPOBAHHYIO [YIIMKALMIO Y4YacTKa
p13.3p15.3 KOpOTKOroO 1n1eya XpOMOCOMBI 5.

1 TOATBEpXKIEHNUA JTOM TMUIIOTe3bl HpOoOaHAy
Oba mpoBefieHa (IyopecLieHTHas in situ rubpummsa-
usa (fluorescence in situ hybridization, FISH) co cnenu-
¢uunbIM K 710KyCcy 5pl15.2 [THK-3onmoM. Hanndane aByx
IMOPUAN3ALIOHHBIX CUTHAIOB OT JMCCIEAYeMOTrO JIOKyca
Ha der(5) mOATBEPAMIIO, YTO JONMOMHNUTETbHBIN MaTepuar
ABJIACTCA MPOU3BOSHBIM KOPOTKOTO IIe4a XPOMOCOMBI 5

KnnHnyeckme Ha6J'IIOLI,eHI/Iﬂ
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Puc. 3. Busyanusaums 1 cxematmyeckoe pacnonoxeHve rubpuam3aLioHHbIX CUrHasoB.

KpacHbiM LIBETOM OTMEYEHbI CUTHambl OT KpuTdeckoro pernona Cri-du-Chat CTNND2(5p15.2),
NPOTAXEHHOCTb YYacTKa rvbpuamsaumm coctasnaet 570 k6 B rpaHmuax ot SHGC-107760 go
D552874. 3eneHblM LIBETOM OTMEYEHbI CUrHasbl OT Nokyca 5g31.2 (CDC25C/EGR1), NpOTAXEHHOCTb
yuacTKa rvbpuamsaumnmy coctasnaet 650 KO B rpaHmuax ot RH48032 no SHGC-3896

n der(5) uMeeT 2 KOIMM MCKOMOTO Y4acTKa, COfieprKaliie-
ro red CTNND2. KoHTpONbHBIN CUTHAT OT /oKyca 5q31
I/IMHHOTO IITeda ObUI BBISBIEH B KOTNMYECTBE OHOI KO-
MMM Ha KaXX[JOM TOMOJIOT€ XPOMOCOMBI 5, YTO COOTBET-
crByeT HOpMe (puc. 3).

JIns yTo4HeHMS TO4YeK paspbiBa, NPOTAKEHHOCTU
y4YacTKa, HeCYyIIero HOTOTHUTEIbHbIN MaTepyual, a TaKxKe
IJ1 BBIAB/ICHMS BO3MOXXHBIX CKPBITBIX JJOIOMTHUTENTbHBIX
MMKPOXPOMOCOMHBIX IepeCcTpOeK IIPOOaHAy IpOBefeH
XPOMOCOMHBIIT MUKpoMaTpuuHblit aHanmusd (XMA). B pe-
3y/IbTaTe€ 3TOTO VCCAELOBAHUsA YCTAHOBJIEHO, YTO BECh
TOIOTHUTE/IbHBIN MaTepyuaj IpefCTaBIAeT cO00il JacTh
KOPOTKOTO IIJIeda XpOMOCOMBI 5. IIpOTAXKEHHOCTD yTIIN-
IMPOBAHHOTO y4yacTKa coctasnser 29399 150 m.H. (29 M6)
¢ rpaHMnaMu ot nosunun 229921 go nosunuu 29629071
¥ TOYKaMM paspbiBa B pernoHax pl5.33 u p13.3 KopoTkoro
mreda xpoMocomsl 5. Kpome toro, 6bia 3adukcrupoBana
menenus B Cy6Te1oMepHOM paiioHe p15.33 KOpOTKOTO Iile-
4a XpoMOCOMBI 5 pasmepom 110567 1.H. (110 k6) ¢ rpanu-
namu ot nosunuy 113576 mo mosunuu 224143 (puc. 4).

PaspepHyTas ¢opmyna KapMOTHUIIa, COITACHO Heii-
cTByromeit MeXIyHapogHO! CucTeMe IUTOreHeTHnYe-
ckoit HoMeHKMaTypsl (International System for Human
Cytogenomic Nomenclature, ISCN) 2016 r. [10], BoITZARUT
cefyoiuM 06pasom:

46,XX,dup(5)(:p13.3-->p15.33::p15.33-->qter)
del(p15.33)dn.

Kom1iekcHOe 3aK/TI04eH e, yYuThiBalollee BCe IpoBe-
IeHHbIE UCCIIeOBAHM A, UMETIO CIe/y IO BIJ;:

46,XX,dup(5)(p15.3p13.3)del(p15.33)dn.
ish der(5)(CTNND2++).

arr[19]5p15.33(113576_224143)x1,
5p15.33p13.3(229921_29629071)x3.

Ob6HapyeHHasi ~ MUKpPOZeNenVs  MHIEKCUPOBa-
Ha B 0ase JaHHBIX HOPMa/bHBIX T€HOMHBIX BapMaHTOB
DGV (Database of Genomic Variants) [11]. B 6asax maH-
upix ISCA (International Standards for Cytogenomic

tusa [12, 13].

KOMIIJZIEKCHOTO

Ijie9a XpoMOCOMBI 5.

HIPUMEHSIACD C/IeflyIolIVie MeTOIBI:
o kapmortunuponanue, FISH, XMA;
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Arrays), DECIPHER (DatabasE of genomiC varlation and
Phenotype in Humans using Ensembl Resources) o6Hapy-
JKEHHasl [YIUIMKAaLMs Olpefie/ieHa KaK [IaTOTeHHas, CBA-
3aHHasI C 3a[lePXKKOII 1 BPOXKAEHHBIMIL IIOPOKAMI Pa3BHU-

TakuM 06pasoMm, B pe3yabTaTe MPOBEJEHHOTO
MOJIEKYNTAPHO-IUTOT€HETNIECKO-
TO JMCCIeOBAHMS YCTAHOB/IEHO, YTO NMPOOaH[ MMe-
eT HecOaTaHCHPOBAHHBIN KapUOTUIL: HaOII0gaeTCs
BHYTPUXPOMOCOMHAs MepecTpoiika OfHOTO U3 TO-
MOJIOTOB XPOMOCOMBI 5, UAeHTU(PUIMPOBaHHAA KaK
CerMeHTHas MHBEPTUPOBAHHAS AYIUIMKALKS C CY6-
TEJIOMEPHOM TEPMMHAIBHOM Je/lenyueil KOPOTKOIO

Onucanue memo0os. B mporecce mccnefoBaHms

o CIM GTG-okpalleHHbIX XPOMOCOM M3 72-9aC0-
BOJT CTUMY/ITMPOBAHHON GUTOTeMaTrTII0TUHNHOM
KYZIBTYpbl TUMOLUTOB Iepudeprdeckoil Kpo-

BI;

o FISH Ha MeTaa3HBIX ITACTMHKAaX KY/IbTU-

BIPOBaHHbIX ]'II/[MCl)OLU/ITOB

nepudepnieckoir

kposn ¢ JHK-3oHmoM, cnenududHbBIM K Kpu-

TUYECKOMY [JId Pa3BUTUA
IIAYbero KpUKa»

cCnHApOMa
permoHy KOpPOTKOro Inie4da

«KO-

xpomocoMmsl 5 (LSI 5 Cri-du-Chat critical region
CTNND2(5p15.2)/CDC25C/EGR1(5q31),
Kreatech, Leica, Hupepnanjpr), cormacHo mpo-

TOKO/Y IIPOM3BOJMUTENA.
MmeradasHplx, GTG-oxpalleHHBIX

I Busyanmsanun

XpOMOCOM
U QayopeclieHIUN TMOPUAN3AIMOHHBIX CUTHA-
710B ucnonb3opaca Mukpockon Nikon Eclipse Ci
(Nikon Corporation, SmoHust) ¢ HporpaMMHbBIM

B8 Kayoview V| #§ Segments ¥ LJ| CytoRegions ¥ ¢ OverlapMap ¥ 2] Graphs ¥ Variants ¥ {5 Query Samples ¥ [ Query Segn[ < [>
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Puc. 4. Bwsyanmauwﬂ pe3ynbraTtoB XPOMOCOMHOIo MMKPOMaTPUYHOIO aHain3a

Conogosa O.A, OnapuHa H.B., Komanesckas I0.f0., Kanurerkoga C.I, Jlameinog A.LL.
CUHAPOM MHBEPTUPOBAHHOW AYNAUKALIMMA 1 TEPMUHANBHOMN AENELMN KOPOTKOTO Myieya XPOMOCOMbI 5 (OnrcaHne KMHMYeCKoro HabnopeHus)
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obecrieyennem «BupeoTectKapuo 3.1» («Bupeo-

tecT», Poccma) m LUCIA Cytogenetics — FISH

(LUCIA Cytogenetics, Yexns).

XMA sruinonHeH Ha sapepHoit JHK nefikonutos
nepudepudeckoit KpoBHU C MCIONb30BaHMEM aHAN-
satopa «lenockan 3000» (Thermo Fisher Scientific,
CIHIA, Poccust), Ha MUKpOMATpPUI[aX CTaHLAPTHOTO
paspeurennst (CytoScan 750K Array specifications,
25 markers/ 100 kb) B cooTBeTCTBMM C IPOTOKOIOM
IIPOV3BOJUTEIA.

06¢cyxpeHne

Cunpgpomsl inv dup del cocraBnsoT pefkyio rpymn-
Iy XPOMOCOMHBIX ItepecTpoek. OHU ONMCaHBI KaK
IUIsL AyTOCOM, TaK M [/Is1 TOHOCOM (Hampumep, [jist
xpomocoM 1p/lq, 2q, 3p, 4p/4q, 5p, 79, 8p, 9p/9q,
10p/10q, 11p, 14q, 15q, 18q, 21q u Xp [6, 14-33]).
ITepBoe MeCTO MO YaCTOTE BCTPEYAEMOCTI 3aHIMA-
eT MHBEePTUPOBAHHAS JYIIMKAIUA KOPOTKOTO IJIe-
4ya xpomocomsl 8 (inv dup del 8p) ¢ mokasarenem 1
Ha 10-30 TbIC. HOBOPOXX/JeHHBIX [34].

B Hacrosimee BpeMs MPeAIOKEHO TPU OCHOB-
HBIX MeXaHU3Ma Ji1s 00bACHeHUs GOPMUPOBAHNA
KOMIIIEKCA MHBEPTUPOBAHHOI JyIIMKAL[UY / fieTie-
uuu [35]. B ocHOBe Bcex Tpex MeXaHM3MOB JIEXKUT
KacKafj [0C/IefloBaTe/IbHBIX COOBITIIL, B Pe3yIbTaTe
KOTOPOro (GOpMUPYETCsT FULEHTPUIECKas] XPOMO-
coma. HecTabuapHOCTD AUIEHTPUIECKON XPOMO-
COMBI BO BpeMsI Melio3a IPUBOAUT K IIOBTOPHOMY
paspeiBy U (GOPMUPOBAHUIO MOHOLEHTPUIECKOI
XPOMOCOMBI, HeCylell OJHOBPEMEHHO CerMeHTap-
HYIO IYIUIMKALMIO U CETMEHTAPHYIO JeNelnio.

B T0 >ke BpeMs caMy1 9TV MeXaHI3MbI IPUHIINIIN-
a/IbHO Pas3nUyHBL. [IepBbIii 13 BOSMO>KHBIX MEXaHMU3-
moB (tun I) mpepcraBnser coboit hopmupoBaHie
PeKOMOMHAHTHON IMLEHTPUYECKON XPOMOCOMBI
BCIEICTBME MENOTHYECKOT0 KPOCCHHIOBepa BHY-
TPU MHBEPCUOHHOM metnn. Takoil mporecc mpovc-
XOIUT, eC/IY OfMH 13 TOMOJIOTOB B IIape XPOMOCOM
M3HAYAIPHO HECET IapalleHTPUYECKYI0 MHBEPCUIO.
Bropoit mexanusm (rumn II) xapakrepusyercs «CBo-
paunBaHueM» (anri. folding) omuoit m3 xpomarup
OTHOCHUTE/bHO TOMOJIOTa ¥ BO3HMKHOBEHUEM HeaJl-
JIe/IBHOI TOMOJIOTMYHOI pekoMOuHanuu (non-allelic
homologous recombination, NAHR) B yuacTkax
C MHBEPTVMPOBAHHBIMI HI3KOKOIMITHBIMY IIOBTOPA-
mu (aur. low copy repeats, LCRs). Tpetnit, caMmblit
YaCTBII MEXaHNU3M, 3aIIyCKAeTCs] BO3SHIMKHOBEHNEM
[BYXIIE[IOYE€YHOTO pa3pbiBa 00enX CeCcTPUHCKUX
XpOMaTufi, YTO MPUBOAUT K IOSIBICHMUIO «IMIKUX
KOHI[OB», KOTOPBIE, CMBIKasICh MEX/y cO00J1 B TOUKe
cnusuus (aur. fusion site, fs), 06pasyroT guueHTpU-
YeCKyI0 XpoMocomy. Jlajee MPONCXOANUT IIOBTOPHBII
paspbIB gucTajabHee TOYKM cnusHusA (fs) B HOBOI
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TO4YKe paspbiBa (aHIJ. breakage site, bs). B pe3ynb-
TaTe STUX COOBITUIT 0OPA3YIOTCS 1BE XPOMOCOMBI,
OJJHa 13 KOTOPBIX C Jejleniyell, a BTopasA — C MHBEp-
TUPOBAHHON AyInmkauuenn u penenumeit (inv dup
del). 9To Kmaccumyeckass MOJeENb CUMMETPUYHOTO
U-tumna, onucanHas J. Jenderny u coaBT. B 1998 .
[18] (puc. 5). Ilpu arom eme B 1976 1. R.G. Weleber
U COaBT. [36] mpenmonoXXmuan, 4TO Takye COOBITUS
IPOUCXOAAT B Meliose I, B mpouecce hopMupoBaHus
AN1IEeK/TeTOK U CIIepMaTO30MI0B.

OrnpesennTb MEXaHN3M IEPECTPONKM Y KaXKT0-
ro KOHKPETHOTO MalneHTa ¢ cuHapomom inv dup del
OYeHb C/I0’KHO, TIOCKOIbKY KOHEYHbIe ITPOAYKTHI, TO
€CTb CTPYKTYPHO M3MEHEHHbIE XPOMOCOMBI, CXOXMI
MeX 7y coboit. 3HaunmpiM oTindueM tumos [ u IT ot
cuMMeTpuyHOro U-THIIa CAY>KUT HaJaudue ydacT-
Ka C HOpMaJIbHOI KONMUITHOCTBIO MEXY HYTNIUIK-
POBAaHHBIM U JeNeTUPOBAHHBIM cerMeHTaMm. [Ipm
cuMMeTpudHOM U-TuIle y4acTOK C HOpMaabHOI KO-
NUITHOCTBIO OTCYTCTBYET.

B omuceiBaeMoM HaMu ciydae Haubosee Be-
pOsITHO GOpPMUPOBaHME TMEPECTPONKM IO CUMMe-
TpuyHOoMy U-Tumy, Tak KakK ee IIPOUCXOXKJeHUe
ompefieneHO Kak de novo, a HaaM4dmMe YIaCTKOB
C HOpPMa/IbHON KONMITHOCTBIO MEXJAY NYIUINIVIPO-
BaHHBIMM OTpe3KaMM Ipy MOMOILIM BBICOKOpaspe-
IIAIOIIET0 METOA MOJIEKYIAPHOTO KapMOTUIIMPO-
Banusa (XMA) He mokasaHO. Y4aCTOK OT MO3ULIUMA
224143 (HpOKCI/IMa}IbHaH rpaHuIa Henenumn) 1o mo-
sunuy 229921 (zucranbHas rpaHulia LYIUIMKALIAN)
He UMeeT MapKepoB Ha MaTpule (puc. 6).

44 o9

A B2

Puc. 5. Cxema cobbitvii npu cummeTpryHom U-Tune:

A — AByxLienoyYeyHbIn pa3pbis xpomatng; b1 — aueHTpnyeckmne
bparmeHThl (TEPATCA B NpoLecce AeneHns KNeTku);

B2 - cMbiKaHWe «IMMKKX KOHL0B» B ToYke cinanua (fusion site,

fs) 1 0Opa3oBaHVE ANLIEHTPUYUECKON XPOMOCOMbI, CEPOW NIVHMEN
OTMeYeH MOBTOPHbIN pa3pbis B HOBOW Touke (breakage site, bs);

B - 06pa3oBaHue KOHeUHbIX MPOAYKTOB: XPOMOCOMa

C TEPMUHANBHOW fenevmeit (3eneHblin UBET) 1 XPOMOCOMa C inv dup
del (KpacHbIl 1 3eneHblli LiBeTa)
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e TSR ep Capy KapTUHbI CUMHIpPpOMa «KOIIAYbEero KpukKa» uMe-

€T 3HayeHlMe He BeNMYMHA YTPAadeHHOTO y4acTKa,
a BOBJICYEHHOCTb B JleJIelINI0 peruoHa pl5.2 (xpu-
v i : * + rtuvyeckuit pernon Cri-du-Chat). K ocHoBHBIM ¢e-
HOTUIIMYECKMM IIPU3HAKAM OTHOCATCA 3a/lep>KKa
IICUXOMOTOPHOTO ¥ MHTE//IEKTYaIbHOTO Pa3BUTU A,
XapaKTepHbIil I1ay pebeHKa, HAIIOMIHAIOLINIT KO-

801-22 €y750K cychp: Weighted Log2 Ratio
15

= Aa— i -
Pn.s

801-22 £y750K cychp: Copy Number State

>

Puc. 6. Busyanusauma yyactka KOPOTKOTO nieya XPOMOCOMbI 5, PaCNONOMKEHHOTO Mexay Ia9Yb€ MsAYKaHbe, TAKXXE€ BCTPCYAKTCA BPOXICH-

AENeTMPOBaHHbIM 1 AYNANUMPOBAHHbBIM CErMEHTaMW. KonuimHocTb 3Toro y4acCTKa He
onpeneneHa n3-3a OTCyTCTBMA METOK Ha MaTpuLe (yKasaHo cepoﬂ CTpeJ'IKOVl)

Hble MTOPOKM CepAla, KOCTHO-MBIIIEYHON CUCTEMBI
U BHYTPEHHUX OpPTaHOB, MMKpoledanus, MTO3,

Hamu mposefieH CpaBHUTENbHBIN aHANMNU3 KIU-
HUYEeCKMX HAOMIOfEeHUII CUHAPOMa WHBEPTUPO-
BaHHON [JyNJIMKalMM C TePMMHAJIbHON [enenneit
KOPOTKOTO II/IedYa XPOMOCOMBI 5, OIMCaHHBIX B JIN-
Teparype (rabnuuna). OToOpaHHBle NN aHaIM3a
C/ydYam MpefcTaBAAlT c000il BBHIOOPKY MallyeH-
ToB ¢ inv dup del 5p, pasnMUHBIMM 10 MEXaHU3MY
dbopMupoBaHMsA M MAKCUMANIbHO CXOKIUMIU 110 pas-
mepam. Knuunyeckne HabM0eHUsT PACIIONOXKEHBI
B Tab/ule 0 IPMHLUKITY HApacTaHUs pasMepa fie-
Jenuu: OT MeHbllell (ONMChIBaeMblil HAMM CTydaii)
K 6osbpIert.

Ananusupyemast BbIOOpPKA COCTOMT U3 IIECTU
[MAl[MEHTOB, COOTHoIeHre nonoB 1:1 (3 meBouku
u 3 ManbuyuKa). MomeKynApHO-IIUTOTeHeTYecKast
IVMAaTrHOCTUKA ObIIa IIPOBeJieHa IIPeHaTaIbHO B IBYX
CIy4yasx: KOpJOLEHTe3 B 22 HeJle/I) TeCTallui Ialy-
eHTy N° 2 1 aMHMOLIeHTe3 Ha 32-11 Hefle/le recTalun
nanueHTy Ne 3. IlocTHaTanbHOE KapMOTUIIMPOBa-
HJe BBIIIOJIHEHO YeTbIpeM IaljMieHTaM: B BO3pacTe
5 MecsieB — ofHOMY (manyeHT Ne 4), B BospacTe
4 et — Tpem (manyeHTs Ne 1, 5, 6). Y Bcex iecTu ma-
I[MEHTOB IPOUCXOXX/IeHVIe BbIABIEHHO epecTpoii-
KI OIpefeneHo Kak de novo. Mexanusm Gpopmupo-
BaHMs MePeCTPONKM V Tpex mauyeHtos (Ne 3, 4, 6)
He omycaH; y maumeHta Ne 2 ommcaH kKak NAHR,
MPOTAXXEHHOCTDb y4acTKa C HOPMaJIbHOI KOMMUITHO-
CTbIO (OZIHOKOIMITHBII PETMOH) MEXAY TpaHULIaMU
memenuy M AyIVIMKanuu onpeneneHa B 30 x6 [5].
¥ nanmenTta Ne 5 onucan U-TUIl ¢ OTCYTCTBUEM Of-
HOKOIIMIIHOTO peruoHa pa3MepoM 6oee yem 100 k6
[7]. B onmcpiBaeMOM Hamy Crydae, y marueHTa Ne 1,
taxke npegnonaraercs U-tun popmupoBaHms Ie-
pecTpoiiku. DTa runoresa TpedyeT MOATBEPKAEHM S
MeTOoJaMM JMarHOCTUKM ¢ 6ojee BBICOKOI paspe-
HIAOIIel CIIOCOOHOCTHIO, HApUMeEpP, C MUCIONIb30-
BaHneM SNP-onuTroOHyK/IeOTHHBIX MMUKPOMATPHUIL
BBICOKOJ MIOTHOCTU. Y BCeX MallMeHTOB Je/lenns
OTpaHM4YeHa y4YacTKoM 5pl5.3, HO uMMeeT pas3nind-
HYI0 IPOTSKEHHOCTb.

M3BecTHO, 4TO M30MMPOBAHHbIE [eleluu 5p
BBI3BIBAIOT CUHJPOM «Kolaybero kpuka» (OMIM
#123450) [37]. Ons pasBUTHMS  KIMHUYECKOI
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HI3KOe PAacIojoKeHre u gedopMauys yUIHbIX pa-
KOBUH, TUIEPTEIOpU3M, SIMKAHT, aHTUMOHTIOJIO-
MUIHBI paspes raas. [enrenun MeHbLIErO pasMepa,
3aTparmuBaollyie peruoH pl5.33 BbI3bIBalOT Oosee
MATKMe (QeHOTUNnYeCcKre NposiBaeHus. [eHamu-
KaHAMJAaTaMU, UTPAIOIIVIMU POJIb B POPMUPOBAHNA
denoruma npu pemenusax permona 5(pl5.2pl5.33),
npusHaorca TERT, ADAMTSI6, ICEI, SEMA5A,
CTNND?2 [5].

Y mamuenTta Ne 3 pgemenmsa He ommMcaHa, Tak
KaK [ad [AMAaTHOCTMKM NepecTpoiKy IpOBOAK-
noch tonbko CILIM u, oueBMAHO, pasmep Aenerun
OblI MeHblle CTaH[JAPTHOTO paspellieHNsI MeTOo-
ma (~5 M6). MoXXHO NPeAIoNOXUTh: OTCYTCTBUE
Yy 9TOro Hal¥eHTa IjIada 10 TUIy KOLIa4bero CBU-
IeTeNbCTBYET O TOM, YTO KPUTUIECKUIT PETOH [I/A
PasBUTHUA 3TOTO NMPU3HAKa He IOMa/laeT B 30HY Jie-
nenuu. Obpaiaer Ha ce6s1 BHUMaHMe, YTO Y MAL{A-
eHTa Ne 5 ¢ Gojlee MPOTSA>KEHHOI Jie/ieliell OTCYT-
CTBYeT IIJIa4 [10 TUITY KOILIIaubeTo, a y maruenTa Ne 4
C Jenenyeil MeHbIIETO pasMepa 1 y MmanueHTa Ne 6
C caMoll mpoTsDKeHHOI fenmenueit (9,9 M6) takoii
IIa4 HAOII0maeTcs.

B ommucriBaemMoM HaMm ciaydae (mapueHT Ne 1)
HNPOTAXEHHOCTD Ae/el ) HaMMEeHbIAs 13 BCell BbI-
6opkn u cocrapnsgeT 110 k6. ITockombKy BBIABIEH-
Hasi MIKPOZenenus NHAEKCUPOBaHa B 6a3e JaHHBIX
HOpPMaJIbHBIX I'€HOMHBIX BapuaHToB DGV, MoxXHO
IPEIIONOXNUTD, YTO HUKAKOTO BIMAHUS Ha PeHo-
TUII OHA He OKa3blBaeT, a BCA KIMHMYecKas KapTUHa
y Haleil HalMeHTKN OOyC/IOBIEeHA IYIIMKAalMei
pernona 5(p13.3p15.33).

Y Bcex MNanmMeHTOB JYIJIMKAIMM XPOMOCOM-
HOTO MaTepuaja paclojarajauchb B Ipefenax paii-
oHa (pl3.1pl15.3) KOPOTKOTO IIeya XPOMOCOMBL 5.
Knnangeckne NIPOSABJIEHNA M30/IMPOBAHHBIX
OYTIIMKAIUIL 5p 3aBUCAT OT NPOTAXKEHHOCTH y4acT-
Ka. IIpM 9acTMYHBIX MM HOMTHBIX JYIIMKALMAX
KOPOTKOTO II/Iedya XPOMOCOMBI 5 (5p) XapaKTepHBI-
M GEHOTUNMYECKMMI IMPU3HAKAMM CTAHOBSITCS
JUILeBble gucMopduu, 3ajiepXKKa pasBUTUA, CYHO-
POXXHBIIT CHHPOM, ITOPOKY PasBUTK ceppua [38].
HexoTopsle 0630pbI TuTEepaTyphbl IOKa3bIBAIOT, YTO
Zynnukanuy gucranbHee 5pl3.3 [39, 40] mpuBozsaT
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MokasaTtenb MaumneHT N2 1. Cob- MaumeHT N2 2. 1zzo A. MaumeHT N2 3. MauneHT N2 4. MaumeHT N2 5. MauneHT N2 6.
CTBEHHOE Habnoae- 1 coasT,, 2012 [4] Kleczkowska A. n co- Krgovic D. v coaBrT,, Wang J.C. 1 coasr,, Sreekantaiah C. n co-
Hue, 2020 aBT, 1987 [2] 2014 [8] 2008 [7] aBT., 1999 [6]
Heneunsn
rpaHnLbl 5p15.33 5p15.33 HeT paHHbIX 5p15.33p15.31 5p15.33p15.31 5p15.33p15.3
pasmep 110 kK6 870 k6 - 6,3 M6 6,9 M6 9,9 M6
Oynnukauma
rpaHnLbl 5p13.3p15.33 5p13.1p15.33 5p13.1p15.33 5p13.2p15.31 5p14.3p15.31 5p14p15.3
pasmep 29 M6 40,5 M6 ~ 40,5 M6 29,7 M6 13 M6 10 M6
MeTopp! CLW, FISH, arrCGH CUW, FISH, arrCGH, cum CUMW, FISH, arrCGH CUMW, FISH, arrCGH CUW, FISH
ANArHoCTUKN TexHonorusa BACs-
on-Beads
MexaHnam ¢pop-  NAHR? U-tvn? (Hyxkpa-  NAHR HeT gaHHbIX HeT faaHHbIX U-tun HeT faHHbIX
MUPOBaHWsA eTCA B yTOUYHEeHUN)
nepecTponkum
Mon K M M K M x
Bospact/cpok 4 ropa Mnog (cpok 22 Hegenn) HOBOPOXAEHHDIN, 5 mecAues [vHamnyeckoe Habn- 4 ropa
HabnogeHus ymep B BO3pacTe neHve c 4 po 6 net
HEeCKOMNbKUX CYTOK
QeHotun Lonuxouedanus, Bbl- HuskonocakeHHble Makpogonuxoueda- Makpoponuxoueda- HuskonocakeHHble [LNVHHBIA GUNBTP, TOH-
COKWI N06, ANIVHHbIe ywim, 3k3o0dTanbm, IS, MOHFONIOUIHBIN nus, rTMNepTenopusm ylum, npeaypuky- Kas BepXHAA ryba,
PecHULbI, SIVHHBI nokatblin no6. [1gy- paspes rnas, runep- rnas, cxopAiieeca NAPHbIE BbIPOCTbI, NIeBOCTOPOHHASA
$unbTp, TOHKaA CTOPOHHSAA Kocona- TENIOPU3M INas, HU3- Kocornaswve, onuH- LWNPOKKME bonblune 330Tponus
BepxHAA ryba, Mu- nocTb, NNeN03KTasnA KOMOCaKeHHbIe yLuu, Hble pecHuLbl, ABY- nanbLbl KNCTEN
KpopeTporHaTus, MUKPOPETPOrHaTus, CTOPOHHSAA aTpesuna 1 CTOM, HEOObIYHbIE
npupocLIne MOYKN LIMpoKMe 6onblune XO0aH, areHesus nanbLibl, 4BYCTOPOH-
ylen, runepreno- nanbLbl KNCTEN, npaBoro yxa, fiBa HUI KPUNTOPXKM3M,
pV3M COCKOB [IBYCTOPOHHAA KOCO- npeaypuKynapHbIX NIOCKOBanbrycHble
nanocTb BbIPOCTa CMpaBa, cTonbl
HM3KOMOCaXeHHble
YLK, MUKPOPETPO-
rHaTua, runepreno-
pU3M COCKOB, rmno-
nnasua noyek
3MPP, 3P + HeT naHHbIX HeT faHHbIX + + +
MblweyHasn + HeT faHHbIX + + + +
rMNOTOHUA
AyTusm - HeT faHHbIX HeT faHHbIX HeT gaHHbIX + +
Cypoporu - - - + -
BMncC - - + + - -
BIP mo3ra BeHTpukynomeranusa - AreHes3na mo3onnctoro BeHTpuKynomeranus, - -
Tena, BEHTPUKYNo- nepuUBEHTPUKYNAP-
Meranwus, rmgpoue- Has reTepoTonus,
danua yMeHbLUEHVEe 06be-
Ma runnokKamnanb-
HbIX obnacTen
Mnay no Tuny - HeT faHHbIX - + - +

KoLllaybero
B HeOHaTalb-
HbI Nepuog,

arrCGH - cpaBHUTeNbHaA reHoMHasA rmbpuansauma Ha unnax, FISH — dnyopecueHTHas in situ rubpuansauma, NAHR - HeannenbHasa romonornyHas pekoméuHauws, BIP - BpoxaeHHbI
nopok pa3suTus, BMNC — BpoxAeHHbI NOPOK cepaLa, K — xeHckui non, 3MP - 3agepxka ncuxuyeckoro passutua, 3MNPP — 3agepikka ncmxopeyeBoro passuTusA, M — My>KCKO nos,
CLW - ctaHpapTHOE uuTOreHeTnYeckoe nccnefoBaHmne
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K 3HAYMTE/IIbHO MEHDbUIEMY CHEKTPY KAMHUYECKUX
IpOABJIEHMIT, YeM gymuKanuu 5(pllpl3.3) [41], xo-
TOpbIe XapaKTEepPU3YIOTCA MaKpojonuxoledanmer,
MLEBBIMY AUCMOPDUAMHU, a TaKXKe aHOMATMIMU
cepAla, IoYeK, KNIIeYHMKA U IIeHTPaIbHOl HEPBHO
CUCTEMBI, PelMAVBUPYOINMY PeCIMPaTOPHBIMU
nHexuamyu. OfHaKO MUKPOAYIUIMKALA 06/1acTH
5(p13.1p13.2) 6biTa oTMedeHa y pebeHKa C ayTus-
MOM U OTCYTCTBMEM HaBBIKOB CAaMOOOCITY>KMBaHUA,
ay manmeHTa ¢ JymuKaiueit pernona 5(pl3.2pl3.3)
omucana smunencus [40]. Kpome Toro, pmaxke He-
6obiIye pasMephl [YIIMKALUM C BOBICUEHUEM pe-
rroHa 5(pl4pl5) MOTyT KIMHUYECKU MPOABIATHCA
33JIeP>KKOJl IICMXOMOTOPHOTO PasBUTHUHA, IIPU ITOM
B OCTa/IbHOM (peHOTHII He MMeeT ocobeHHOCTel. Psipy
aBTOPOB IPEJIIONATa0T, YTO ONpefenArllee 3Haye-
HIe J/1s KIMHWYeCKNX IPOABIEeHNI UMeeT Komnye-
CTBO T€HOB, BOBJIEYeHHBIX B IlepecTpoiiky [40].

Y Bcex IIecTM MaLMEHTOB OTMEYaTNCh CXO0XIe
¢deHOTMIIMYECKUE IPU3HAKU B BUJe Ronuxoueda-
JIMM, TIIA3HOTO TUIEPTeNIOpU3Ma, NINHHOTO PUIb-
Tpa, TOHKOJI BEpXHell I'yObl, HU3KOIOCa>XEHHBIX
YUIHBIX PaKOBMH. Y manueHToB Ne 1, 4, 5, 6 Takxe
OTMe€Yanach 3ajlep>kKa ICUXOPEYeBOTO M MOTOPHO-
TO pasBUTHUA.

CuHApPOM WMHBEPTMPOBAHHON  AYIVIMKAIUK
C TepMMHA/bHOI Jlefleljeli KOPOTKOTO Ijieya Xpo-
MOCOMBI 5, ONMICAHHBIN B INTEPAType, NPeNCTaBA-
eT co60il COUYeTaHHYI0 XPOMOCOMHYIO NaTOJIOTHUIO,
(deHOTUNIMYECKMe IPUBHAKM KOTOPON CK/Iafbl-
BAaIOTCA U3 NPOABIEHUIN fAeneluy U AYIIMKAIUN
U pasMepa IepecTPOEHHbIX YYaCTKOB XPOMOCOM.

Kak y»xe oTMedanoch BbIllIe, B ONMCBIBAEMOM
HaMJ HaOTIOeHNN [ieflel[ust UMeeT MIHMMAJIbHbIe
pasMepsl M MOXeT OBITb HelTpanbHa s GeHOTH-
IIa, a BbIsAB/IEHHAs NYIJIMKALMA ONpefiefieHa Kak
ITaTOT€HHas, CBA3aHHAA C 3aleP>KKOM U BPOXJEH-
HBIMM HOPOKaMM Pa3BUTHUsA, COOTBETCTBEHHO, OHA
B OCHOBHOM M OIpefensdeT KIMHUYECKYI0 Kap-
tuHy [12, 13]. HecMOTps Ha 3HAUMTENbHBIN pas-
Mep AYIIMKAnuy, IpobaHy uMeeT MUHMMAJIbHbIE
KIMHN4YecKne nposasaeHud. Ilpu stom y manu-
€HTOB C IOJOOHBIMU MPOTSKEHHBIMM AYIIMKA-
OUAMU oOmucaH 0ojiee BBIpaXKeHHBIN (GeHOTHUI,

JononHutenbHaa nidopmayuma

Cornacue nauumeHTa

PoguTenn nayuneHTa o6poBONbHO NoANMcany MHGOPMUPOBaHHOE Corna-
Cuve Ha nybnukauuio NepcoHanbHoOM MegULMHCKOM HdopmaLmmn 1 ¢oto-
rpadui B >kypHane «AnbMaHax KNMHUYECKON MeANLIHBI».
®uHaHcMpoBaHne

PaboTta npoBepeHa 6e3 npuBneYeHUs AOMONHUTENBHOIO GpUHAHCMPOBa-
HWA CO CTOPOHbI TPETLYX NNLL.
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BK/IIOYAIOIIMII BpPOXK/IEHHBIe IIOPOKYM pasBUTUA
(areHe3Mst MO3ONMCTOTO Tejd, IIOPOKM Pa3BUTUS
II0YeK, CepAlia, KOCTHO-MBILIEYHO CUCTEMBI), ay-
TU3M U 6ojee TsKenble MHTEIEKTYa/lbHbIE pPac-
CTpOIICTBA, cygoporu [40].

Denorunuveckue spdeKTsl Aemennit ¥ LyIiu-
Kaluii MOTYT OBITh CXOXM, TaK KaK B 000X CIIy-
JasgX Hapylaercss 6ajlaHC TeHOB, UX SKCIPeCccHus,
MHAKTMBanuA ¥ T.4. JyIUIMKauuyu NPUHATO CUU-
TaTb MeHee NAaTOTeHHBIMU II0 CPABHEHUIO C Jlerle-
LUAMM, BO3MOXHO, BBUY OO/ee MSTKUX U HEOJ-
HO3HAYHBIX, 4YeM IpU [elelyax, KIMHUIECKUX
IpOSAB/ICHUAX. B 3aBUCHMOCTM OT JIOKaIM3aLuu
TOYEK paspbIBa U pa3MepOB BOB/IEYEHHBIX Y4aCTKOB
AYIUIMKALMU MOTYT OBITh KaK HelTpalbHBIMU, TaK
U TaTOTeHHBIMU [42, 43].

Y Hamell MaIlMeHTKN OTCYTCTBYeT O4eBMIHAA
KOppeIALYA MeXAY CTeIeHbI0 KIMHUYeCKUX IPO-
ABJIEHUII M PasMepoOM, CTPYKTYpOJ IepecTpPOVKM
B 1esioM. ITo cOBOKYIHOCTM NPM3HAKOB B TaHHOM
cy4yae ompefiensdioliee 3HadeHMe AAA (PeHOTHIIA
UMeeT JyIUIMKalVA.

3aKnyeHue

ITpexcraBneHHOe KIMHUYECKOe HaONOfieHue He-
MOHCTPUpPYeT  HEOOXOAMMOCTb  KOMIIJIEKCHO-
O TEeHeTUYEeCKOro O0OCIefoBaHMS IALlMeHTOB
C M30NMPOBAHHON 3a/IEPXKKOJ Pe4yeBOro U MHTEN-
JIEKTYa/IbHOTO PA3BUTHUA [akKe C MMHUMAJIbHBbI-
MU (QEHOTUNNYECKMMM HPOABACHUAMM HIJA BbI-
ABJICHNA BO3MOXKHBIX T'e€HETMYECKUX NPUUMH KX
BO3HUKHOBeHUsA. OmucaHme KIMHUYECKON M Te-
HETMYEeCKO! XapaKTepUCTUKN MOFOOHBIX CIydaeB
M03BOJIAET IeTaNU3MPOBATh M HAKAIIMBaTh CBefle-
HUs O KOPpeALMAX TeHOTHIa/ peHoTnmna, creme-
HU BAUSHUA pasMepoB HepecTpOiiKy Ha GeHOTHuII,
YTO MMeeT Ba)KHOE INPOrHOCTUYECKOEe 3HadeHMe.
Kpome Toro, Hall ONBIT IOKa3bIBAET, YTO IIPUMe-
HeHle KOMIIJIEKCHOTO IOAX0/ja K AMarHoCTHKe Io-
BBIIIAET 3HAYMMOCTD IIOTYyYEHHBIX pPe3y/NbTaTOB,
pacKpbIBaeT IOHMMaHME MEXaHM3MOB IPOMCXOXK-
[leHVsI TeHeTUIeCKOro AucbamaHca, YTO B KOHEU-
HOM UTOT€ y/Iy4IlaeT KaueCTBO MeJMKO-TeHeTuye-
CKOTO KOHCY/IbTUPOBAaHNA ceMell. ©

KoHGAUKT nHTepecos

ABTOpPbI AE€KNaPMPYIOT OTCYTCTBUE ABHBIX U MOTEHLMANbHBIX KOHGVKTOB
VNHTEpPecoB, CBA3aHHbIX C Ny6nMKaLmen HacTosALwel CTaTby.

Yvactue aBTOpOB

Bce aBTOpbl BHEC/IV CYLLECTBEHHDIV BKMIaZ B aHanu3 nuTepatypbl 1 noa-
roTOoBKy CTaTby, Mpounu u opobpunn duHanbHylo Bepcuio nepeq
ny6nukaumeil.
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A clinical case of inverted duplication with terminal
deletion of the short arm of chromosome 5

O.A. Solovova' « N.V. Oparina' - Yu.Yu. Kotalevskaya' «

S.G. Kalinenkova' - A.Sh. Latypov!

The 5p inverted duplication deletion syndrome,
also known as inv dup del 5p, is a rare genetic
disorder with a prevalence of below 1:1000000,
whose underlying abnormality lies in a segmental
trisomy and simultaneous segmental monosomy
of the short arm of chromosome 5. The syndrome
was first described by A. Kleczkowska et al. in 1987.
According to the literature, large duplications of
the chromosome 5 short arm are associated with
pronounced phenotypic manifestations, delayed
speech and mental development, as well as con-
genital cardiac, brain and musculoskeletal malfor-
mations. We present a description of a clinical case
of extended inverted duplication with deletion of
the chromosome 5 short arm in a girl with a mild
phenotype and no visceral or musculoskeletal
abnormalities; we also discuss the pathogenetic
mechanisms of chromosomal rearrangement, and
conduct a comparative analysis of phenotypic

manifestations based on the available literature.
Comprehensive molecular cytogenetic assess-
ments have demonstrated that the duplicated
site has a length of 29 Mb (5p13.3p15.33), and the
deleted site of the subtelomeric region distal to
5p15.33 has a length of 110 kb.

Key words: inverted duplication with terminal
deletion, congenital malformations, cytogenetic
analysis, array-CGH
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Cnyyau ycnewHoro Xmpyprimyeckoro jeyeHuns
Pab/10MMOMbI NPABOr0 XEeNyaoyka y HOBOPOXKAEHHOr0

TapasH M.B." « Eppemos E.C." - boHaapesa N.0O." « LkapwHa H.B." « KagananH CH.'

MepBuyHble onyxonu cepiua OOHapy»KMBa-
l0TCA y fleTell KpaliHe pepko. Hanbonee pacnpo-
CTpaHeHHan [O6POKauyecTBEHHAA OMyXoJib CepA-
La y NniofoB 1 HOBOPOXAEHHbIX — pabaomuoma.
B 60nblWMHCTBE ClyyaeB XUpypruyeckrne BmeLla-
TeNIbCTBA He TPebyloTCcA Mo MPUYMHE OTCYTCTBUA
KNMHWYECKNX CMMMTOMOB ¥ BbICOKOW YacToTbl
CMOHTAHHOW perpeccu onyxosu B TeYeHue nep-
BOTO O/ XU3HW. B TO e Bpems y psfa HOBOpPO-
XKOEHHbIX MOTYT PErMcTpupoBaTbCA BblpaXkeHHbIe
HapyLeHUA BHYTPUCEPAEUYHON TEMOAVHAMUKN,
00yCnoBneHHble 0OCTPYKLUMEN BbIXOAHOTO OTAEe-
fa NpPaBoOro 1 feBOro Xesy[ouykoB Cepaua, uto
CNY>KUT MOKa3aHWeM L5l HEOTNIOXKHbIX XUPYpPru-
Yeckux BMelaTenbcTB. [lofHaa uam YacTuuHas
pe3eKumA OnyXoneBbiX Macc, Kak npasuno, obe-
CMeyrBaeT HeOC/IOKHEHHBIN MOC/eonepaLmoH-
HbIi MeproA 1 He MPUBOAMUT K peuuansy pabao-
MWOMbI B OTAANEHHOM NEPUOAE.

OnucaHo KNMHUYeCKoe HabiiofeHne HOBOPO-
XKOEHHOro 15 [HeN K13HW, KOTOPbIA MoaBeprcs
HEOT/IOXKHOMY XVPYPruyeckomy BMeLIaTenbCTBy
Nno MpUYMHE BbIPAXKEHHOW OBCTPYKLUMM KPOBO-
TOKa OMyXoJiblo B BbIXOJHOM OTAEse MPaBoro
Xenypouka. o AaHHbIM MpeAonepaynoHHOro

abgommomMa - Hambonee 49acTo
o@ACA  H06pOKaueCTBEHHAS

ceppua. Y IJIOHOB U feTell oHA OOHApy-

Knpaerca B 50-70% crmydaeB cpefu Bcex
HEepBUYHBIX HOBOOOPA3OBaHUIT Cepflia, YacToTa
perucTpanum KOTOPBIX, IO JJAHHBIM ayTOIICHIL, Ba-
ppupyer ot 0,0017 go 0,28%, 4TO CBUIETENLCTBYET
O PeIKOCTM BO3HMKHOBEHM:A HEONIa3M B JEeTCKON
nonynsuuy [1]. Onyxonb pasBUBaeTCs BHYTPU-
YTpOOHO 13 5MOPMOHAJIbHBIX MBIIIEYHBIX KJIETOK
B pesy/IbTaTe AM39MOPMOTeHe3a, MOXKET CTPeMU-
TeJIbHO yBEINYMBATHCA B pasmepax mo 30-32-i1 He-
fley TecTalluy, B OONBIIMHCTBE CIy4aeB MMeeT
MHO>XECTBEHHBII POCT M PEJKO IPEJCTaBIeHa CO-
nuTapHBIM y3moM [2]. TIpm MHOXXeCTBEHHOM BHY-
TpuceppedyHom pocre B 80% cmydaeB B TOTOBHOM
MO3re, MOYKaX, JEerKUMX OOHapy>XUBAIOTCA [pyrue
9KCTpaKapiuanbHble O4ary B BUJe TaMapTOM, IOJ-
TBepXKZasi HaCJIe[CTBEHHYIO IPUPOAY 3ab0/IeBaHm,
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3XOKapAnorpapryeckoro nccnefoBaHnA 3aperu-
CTPUPOBAH CUCTONIMYECKUI TPafiueHT [aBrieHus
B CTBOJIE JIErOYHOWN apTepmm, paBHbli 90 MM PT. CT.
YmepeHHas runokcemus (Sa0, — 90%), ofbiluKa A0
55 B MUHYTY B COBOKYMHOCTU C AaHHbIMW 3XOKap-
auorpadun CBUAETENbCTBOBANIM 06 N3MEHEHHOM
NeroYyHoM KPOBOTOKE U MOCAYKUV NOKasaHUAMYN
ANA pe3eKkunmn onyxonu. B ycnosuax nckyccreeH-
HOro KpoBOOOpalleHVa U KapAauonneruu AocTy-
NMoM Yepes BbIXOJHOW OTAEeN NPaBOro »esyaou-
Ka onyxosib 6blna MOMHOCTbIO yAaneHa, aedekt
B CTEHKE MPaBOro XenyAoyka 3akpblT 3aniaTon 13
ayTonepukappa. [locneonepaluoHHbIi nepuog
npotekan 6e3 ocNoKHEHNN: pebeHOK Obln SKCTY-
6MpPOBaH Ha 2-e CyTKU 1 BbINMWCAH U3 KIIMHUKA Ha
11-e cyTku nocne onepauuun. lMcTonormyeckoe
nccnepoBaHve ypaaneHHoro HoBoobpas3oBaHWA
NMOATBEPAUNIO AMarHos pabgomuombl. Yepes me-
cAL, nocse onepauymn B NOIOCTAX U NeperopofKax
cepaua AOMOJHUTENIbHBIX HOBOOOPa3oBaHU He
06HapyXeHO.

Pabgomuoma, npuBogALLas K Bblpa)keHHO 06-
CTPYKL MW BbIXOAHOTO OTAEeNa NPaBoro Xenyfoyka
Y HOBOPOX/EHHOrO, NPeAcTaBiAeT cobon peakoe
XKM3Heyrpoxatolliee OC/IOKHEHNE eCTeCTBEHHOro

BCTpeya-
OIyXOJNb

TeUYeHNA MepPBUYHBIX OMyXxonen ceppua y AeTei.
Hanuune opbllKn B MOKOe, yMepeHHOW pfeca-
Typauum B COBOKYMHOCTV C [aHHbIMK 3XOKap-
avorpadryeckoro WCCNefoBaHua onpesenunun
OTKa3 OT KOHCEPBAaTMBHOM TaKTUKK, MPUHATON
AnA GoNblUMHCTBa C/lyyaeB pabaoMuom cepaua,
M MOCAYXWAW MOKa3aHUAMU [N HEOTIOXKHOro
XUPYPruyeckoro BmellaTesibcTBa. B otaaneHHom
nocsieonepaLmoHHOM Nepuoge cnepyet BbiMos-
HUTb MarHUTHO-PEe30HaHCHYl0 TomMorpaduio ans
VCKITIOYEeHNA Ty6epo3HOro ckneposa.

KnioueBble c/ioBa: NMepBUYHbIE OMYXOMn CepaLa
y petei, pabaomMroma, HOBOPOXKAEHHbIE

Ona uyuTupoBaHusa: TapasH MB, Edpemor EC,
boHpapesa MO, WkapuHa HB, KaanamH CH. Cnyyai
YCMELIHOMO XMPYPrMyeckoro neyeHns pabaomMmMomsl
MPaBOro Xesyaouka y HOBOPOXAEHHOTO. ArbMaHax
KNVHWYeckon meguuuHbl.  2020;48(4):280-4. doi:
10.18786/2072-0505-2020-48-047.

Moctynwuna 20.04.2020; fopabotaHa 28.04.2020; npu-
HATa K nybnukaumm 25.05.2020; ony6nvKoBaHa OH-
nanH 13.10.2020

Ha3bIBAEMOT0 TyOEpO3HBIM CKJIEPO3HBIM KOMIIIEK-
coM, mnn 6onesHsio Ilpunrna - Bypuesnns [3, 4].
JobpokadecTBeHHAS IPUPOA PAGIOMIOMBI B COBO-
KYIIHOCTH C 60/IbII0I YacToTOl (10 80%) perpeccun
OITyXOJIV B T€Y€HIE IIEPBOTO oA >KM3HM [IPefOoTpe-
IenmsifoT BBIOOP KOHCEPBATMBHOIN TaKTUKM HaOMIO-
IeHUs 3a HOBOPOXX/IEHHBIMU 1 JIETbMU B OOJBIINH-
CTBe Cay4aeB. B To ke BpeMs Hammuye KPYHIHBIX
0YaroB OIIyXOJEBOIO POCTA B MEXKIKETYLOYKOBOIL
IeperopofiKe, BBIHOCAIMX TPaKTax JIEBOTO U IIpa-
BOTO JKETY/JOYKOB MOXXET CO3[aBaTh YCIOBUS [
BO3HUKHOBEHM S >KMSHEYTPOXKAOINX apuT™Muit [5],
HeOCTATOYHOCTI K/TallaHOB CEPALIa, MEXaHIUEeCKOTT
06CTPYKI[MM KPOBOTOKA, YTO OIIPefe/sieT IMoKasa-
HUS K XUPYPIUYECKOMY JIeIeHUIO [jake Y HOBOPO-
xpeHHbIX. [Toc/ieiHee 06CTOSATENBCTBO HOCTYXKIIIO
HIPUYNHO HEOTIOKHOTO XUPYPrUYecKOro BMella-
TEeJbCTBA B MyOIMKYeMOM HaMU K/IVHIYECKOM Ha-
6JII0IEHU .
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PeGeHok oT MaTepu 32 JIeT, 2-X CPOYHBIX POJIOB, BEC IIPH PO-
xpernn 3800 T, onjeHKa mo mkane Anrap 8/9. Ha 3-u cytku
JKU3HY B CBA3U C MHTEHCUBHBIM CUCTONMMYECKUM IIYMOM
B obmacty ceppua Oblla BBINOJTHEHA TPaHCTOpaKalbHasA
sXoKapayorpadus, Mo TaHHBIM KOTOPOII 0OHAPYXeHO HO-
BOOOpa3oBaHue B MOJIOCTU IPABOTO JKEMYHOUYKa, @ TakoKe
3aI0I03PEHDI OITYXO/NIEBU/HbIE OYaTH B MEXOKEMYJ09KOBOI
neperopopke. O6pasoBaHue, MPeANOIOKUTENIBHO Pabmo-
MIOMa, PacIloNarazoch B BBIBOSHOM TPAKTE ITPABOTO Ke-
TyHOYKa, CO37aBas MpPENATCTBUE KPOBOTOKY U TPaiieHT
CHCTONMYECKOTO NaBJIeHNUA B IPOEKLMM K/IallaHa JIETOYHOM
apTepun 1o 40 MM pr. cT. KnmnHmdgeckoe coctosiHue pebeHka
ObIIO YIOBIETBOPUTEIHBIM, YTO OIIPEME/VIO IPUHATYIO
M3HAYaJIbHO KOHCEPBATUBHYIO TAKTUKY HAOIONEHN B yC-
JIOBMAX OT/Ie/IEHMA MATOMOI MY HOBOPOXKI€HHBIX.

B reuenme nocnenyromux 10 fHeit B X0fje TOBTOPHBIX
9XOKapAyorpapuuecknx MCCAeSOBAaHMII 3aperncTpupoBa-
HO yBe/lIMYEHMe IpajineHTa CUCTONMIECKOTO JAaB/IEeHMA Ha
BBIBOJJHOM TPAKTe IIPaBOro Xelymodka Jo 50-55 MM pT. CT.
Pe6eHOK ObIT IepeBefieH B HeTCKOe KapAUOXUPYPriUIecKoe
otgenenye 'bY3 MO MOHVIKN um. M.®. Bragumupckoro.
Ha MOMeHT HOCTYIUIeHNsI COCTOsIHNE IMAI[ieHTa OBUIO OT-
HOCUTENIbHO YJOBJIE€TBOPUTENbHBIM, OTMEYanach yMEpeH-
Hasi (BO 55 B MUHYTY) OfbILIKA, CHJDKEHNE HACHILICHI
apTepuasbHON KPOBM KUCIOPOAOM 10 ypoBHA 90%. IIpu
ayCKyZIbTal[My CepAlla BBICAYIIMBANICA CUCTOMMYECKUI
HIyM II0 JIEBOMY Kpalo TIPYAMHBI MHTEHCUBHOCTbIO 3/6.
OCMOTp KOXXHBIX ITOKPOBOB He BBIABWI CIEIMIIeCcKOl
TIMTMEHTALMY, OTCYTCTBOBA/IM HEBPONOTMYECKMEe CUMIITO-
MBI, @ TAK)Xe CeMEITHbII aHaMHe3 pabgoMuoM cepaua. IIpn
penrreHorpaduu B MaJioM Kpyre KpoBOOOpalleHNs U3Me-
HeHUIT He 0OHAPY>KEHO, Cepilie He3HAYNTE/IbHO YBENINYEHO
B pasMepax, Kap/ioTOpaKaIbHbIl MHAEKC OblT paBeH 0,55
(puc. 1). 3anuch 2/1eKTPOKapAMOrpaMMbl B 12 OTBefleHIAX
HE 3aPerucTpUpoBaa HapyIeHNii pUTMA ¥ IPOBOJMMOCTI
cepaua. IIpu TpaHCTOpaKaIbHOM 3XOKApAMOIPadUIecKOM
MCCTIElOBAaHNM B NPOEKLMM BBIBOJHOTO TpaKTa IPaBOro
XKeTyIo4Ka 0OHAPY)XEHO OKPYITIoe HMOABIDKHOE 06pasoBa-
HUe IO 2 CM, CO3Jaiolljee BBIPQKEHHYIO 0 2 MM O0CTPYyK-
LIMI0 KPOBOTOKA B JIETOYHYIO apTEPUIO C IMKOBBIM CHUCTO-
JIMYEeCKUM TPafiieHTOM fjaBiieHus 1o 90 MM pT. cT. (puc. 2).
Hanuyme XKIMHUMYECKNMX CHMIITOMOB CKOMIIPOMETHPOBAH-
HOTO JIETOYHOTO KPOBOTOKA, a TaKXKe JJaHHBIX 3XOKap/uo-
rpaduuecKoOro UCCIefOBAHNA TTOCTYXXIIO OKa3aHUeM Jiis
HEOT/I0XKHOTO XMPYPIUIeCKOTO BMEIIATeNbCTBA Ha CIEflyIO-
1111€e 3a IOCTYIJIEHMEM B CTal[IOHAP CYTKI.

Omnepanus BHINOMHANACH U3 CPEMHHO CTEPHOTOMUMA
B YCIOBMAX HOPMOTEPMMYECKON Iepdys3nu, paspenbHO
KaHIOIALMY YCTb€B BEPXHEN M HIDKHEN IONbIX BeH. [l
OCTaHOBKM CEPJIEYHOI NeATeNbHOCTI MCIOIb30BATICSA Kap-
mvorermdecknii pactBop Kycrommon B mose 40 Mi/KT.
JlocTyn K HOBOO6Pa30BaHMIO OBLI OCYIECTBIIEH Yepes IIpa-
BYI0 BEHTPUKY/IOTOMUIO, UyTh HIDKE KJIallaHa JIeTOYHON
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Cnyqal?l YCNeWHOro Xnpyprnyeckoro neyeHna Da6D'OMVIOMbI NpPaBoro xenyfo4vka y HOBOPOXKAEHHOro

®

apTepunu. HoBoobpasoBaHie 6el10-p0o30BOro I{BeTa, OKpY-
710¥1 GOPMBI, IVIOTHOJ KOHCUCTEHIIMU MCXOWIO U3 CBO-
6OIHOJ CTEHKM BBIXOJHOIO OT/eNIa IIPABOTO SKETy[ouKa,
LUPKY/IAPHO CYXXUBas ero IpocseT [0 2,5 MM. Bepxuuii
Kpall HOBOOOpa3OBaHMA IpWIeran K KIaIllaHy JerOYHON
apTepun. OCTppIM IyTeM 06pasoBaHMe OBUIO OTHEIEHO
OT 9HJIOKAapfia IPAaBOro JKeMyJOoYKa M IOTHOCTBIO yAale-
HO. [ledeKT HpaBOro >XeTyfouka OT BEHTPUKYIOTOMUM
6BI/ 3aKPBIT 3AIIATON U3 ayTOIepHKapHa, 06paboTaHHOro
B 0,625% pacTBOpe ITTyTapoBoro anbaernaa (puc. 3). Bpems
HepeXXaTusi aOpThl M MCKYCCTBEHHOIO KPOBOOOpAIleHIIs
cocTaBmno 35 1 54 MUHYTBI COOTBETCTBEHHO. OTKITIOUEHIe
alnmapara MCKyCCTBEHHOTO KpOBOOOpallleHNs ITOTpe6oBao
HebONIbIION KAPAMOTOHNIECKON IOAeP>KKIM, B JanbHell-
IIeM IOC/IeONEePAIIOHHBII TIePUOJ, IIPOTeKal 6e3 OCIOX-
HeHMit. IIpy rucTONMOrMYecKoM UCCIefOBaHNM YIaIeHHOTO
06pa3oBaHMs IOATBEPKEH [IYIaTHO3 PabOMUOMBI IIPaBO-
ro Kenmygouka (puc. 4, 5). PebeHOK ObUI 9KCTYOMpOBaH Ha
2-e u BbINMCAH Ha 11-e cyTku nocne onepauyu. IloBTOpHbI
0CMOTp 4epes 1 MecsIll He BBIABUI JOIIOTHUTEIbHBIX 06pa-
30BaHNII B IEPErOPOJKaX 1 IONTOCTAX CEpPALa.

06¢cyxpeHune

B mpeobmagaromnieM OONBIINHCTBE CIyYaeB OIMYXO/IN
CepALa y JieTell sSIB/ISIOTCS MEPBUYHBIMU U TOOpOKa-
vyecTBeHHbIMM [6]. Hambornee BeposiTHast cTpykTypa
OIIYXO/IM B HIEPUOJie HOBOPOKAEHHOCTH — pabmommo-
Ma U TepaToMa, KOTopas, KaK IIPaBIUJIO, PacIoIaraeTcs
aKcTpakapauanbHO [7]. COITTacHO IaHHBIM JIUTEpary-
pbI, TpubmM3nTenbHO 40% MOXOOHBIX HOBOOOpPa3OBa-
HUIT MOTYT OBITh JUATHOCTMPOBAHBI BHYTPUYTPOOHO,
4TO ITI03BOJISIET MOHMTOPMPOBATH MX POCT, OIpefie-
JIATH BO3MOXKHbBIE PUCKM TMOeIM IIOAA, ITOKA3aHWS
ULl TIpUMEHEHVIsI MHTMOUTOPOB OIyXO/IEBOr0 POCTa
Ha [TOCTHATa/IbHOM 3Talle, a B Psifie C/Iy4aeB 1 HeobOXo-
IMIMOCTb JOCPOYHOrO popopaspemntenns [1, 8].
ITpenaranmpHasi AMATHOCTMKA MHOXXECTBEHHBIX
pabmomyoM ceppua B COYETAaHMM C TyOepO3HBIM
CKJIEPO3HBIM KOMIUIEKCOM TIPEfICTABIIsAET COO0IT Bax-
HYI0 33jady II0 IPUYMHE HEeYHZOBIETBOPUTETBHOTO
IPOTHO3a M1 JAHHOJ KaTeropyyu MalyeHTOB B CB-
31 C BBIPQ)XEHHBIM HEBPOJIOTMYECKUM AePUIIUTOM,
IIpOrpeccupylolell MOMMOPTaHHON AMCHYHKIMETL.
DeranpHasE 9XOKapAuorpadus, yIbTpa3ByKoBoOe NC-
CJIefJOBaHIe TOJIOBHOTO MO3Ta 11 T0Y€K, MArHUTHO-pe-
3oHaHcHass tomorpadus (MPT) mroma mosBOMISOT
¢ GOJIBIION J{O7Iell BEPOSITHOCTY aHTEHATAIbHO JiMa-
THOCTMPOBATb MHOXXECTBEHHbIE OYary OITyXOIEBOT'O
pocra (raMapTOMBI) ¥ CBOEBPEMEHHO 3aIIOO3PUThH
Ty6epo3HbIil CKIepo3Hbiil Kommekc [9]. Ilo Bmorn-
He oObexTuBHBIM mpuunHaM MPT mioga He MoXxet
OBITh CKPUHVMHTOBBIM METOJIOM MCC/IEOBaHMA, II0-
3TOMY IIpU Y/IbTPA3BYKOBON [UATHOCTHKE MHOXe-
CTBEHHBIX pabmomMyuoM ceppua 6osee JOCTYIHAs
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Puc. 1. Pertrenorpadusa: KapavoTopakanbHbiii Puc. 2. TpaHcTOpakanbHasa axokapavorpadus Puc. 3. ViHTpaonepayuoHHoe $poTo.

VHOeKC paseH 0,55

TEXHONOTUA — WCCIENOBaHME TEHOB, KOAMPYIOIINX
cuHTe3 ramaptuHa u Tybepuna [10]. ITomck cmoH-
TaHHOI MYTalluu OO0 ceMeNHOI HAC/IeLCTBEHHOCTI
KpaliHe Ba)KeH, TaK KaK 3TO MOXXET IOC/TY>KUTb OCHO-
BaHJeM [ IIpepbIBaHNA OepeMeHHOCTI.

HeMHorouncnenHple MyJIbTUIIEHTPOBbIE JICCIIE-
IOBaHM:A Pe3y/NbTATOB JIEUeHUA JieTell C MepBUYHbI-
MU OIYXONAMMU CEPAlLla CBUJETEILCTBYIOT O TOM, 4TO
00BIYHO MX [MATHOCTHKA OCYIIECTB/IAETCS IIOCIIe
POK[IeHMs, B TeUeHNe ePBOro rofia KM3HU peOeHKa,
VI OHY HEPEJIKO CTAHOBATCSA CIy4aliHOM HaXOKOM IIpU
IUVIAHOBOM 9XOKapAmorpaduyeckoM MUCCIeTOBaHUN
[11]. Kak mpaBuso, Hamu4ne Hecrnenuduaecknx Kap-
AVIONIOTMYECKUX CYMIITOMOB, TaKMX KaK IaTOIOTM4e-
CKUe cepiedHble IIyMbl, HAaPYLIEHNUs PUTMA, OJbIIIKA,
mecaTypanus Cay>KaT OCHOBAaHMEM JJIA BBIIIOTHEHNSA
3KCIIEPTHOTO 9XOKApAMOTpadUIecKOro MCCIefioBa-
Husd, B page coydaes MPT, uro mosBosseT ompere-
JIUTb CTENEHb BBIPAKEHHOCTM HAapPyLIEHWUII IeMOfu-
HaMMKM U TTOKa3aHMA /IS XMPYPTUUECKOTo JIeUueHNs
[12, 13]. TsoKecTb KIMHUYECKON KapTUMHBI 3aBUCUT
OT pasMepa HOBOOOPA3OBAHMUSA U €r0 JIOKAIM3ALNIL.
[TpeuMyliecTBeHHO — pabpoMMOMa  PacloaraeTcs
B 00/1aCTH MEXIKENTyIOYKOBOII TePeropoOgKY, CBOOOS-
HOJI CTEHKe IPAaBOTO M JIEBOTO JKETY/JOUYKOB CepAlia
[14, 15]. OnucaHbl OYeHb pefKye Caydan TOKan3a-
LUy pabIOMIOMBL ¢ OIOKOM IPUTOKA KPOBM B IIO-
JIOCTb NIPABOrO KEY[04Ka, YTO MOCTY>XUIO IPUYN-
HOJI JI/IS1 BBIITOTTHEHVSI HEOTIOKHBIX XVPYPTUIECKNX
BMellaTenbeTs [16, 17].

OneIT XUPYpPrudeckoro jedeHus pabmoMuom
cepaua B IIEpUOJie HOBOPOXKAEHHOCTM OTpaHMYM-
BAeTCs efUHNYHBIMY HAOTIOIEHUSIMU B CBA3K C BbI-
COKOJI YaCTOTOJ CIIOHTAHHOV pPerpeccum OIYXO/IN
[18, 19, 20]. B cmy4asx, mofo6HBIX HallleMy, BbIpa-
JKeHHasg OOCTPYKLVS BBIXOJHOIO OTJe/la IIPaBOro

A — paboMMOMa NPaBOTo eNyaouKa, JOCTyn Yepes
npasyio BEHTPUKYNoTOMUIO; B — nnactuka npasoro
KeNy[IoUKa 3anmaToi 13 KceHoneprkapaa

B HaJeXJe Ha CHOHTAHHBII perpecc onyxomu [21, 22,
23]. Jlokanusaiusi HOBOOOpa3oBaHMs B 00/IACTI BbI-
BOJIHOTO TPAKTa IIPABOT0 JKeTyL04Ka obecredna Xo-
poLMiT XMPYPIUYECKMIT JOCTYII U IIOJIHOE Y/a/eHue
OIyXO/IM M3 HeOOMBILIOI BeHTPUKYIoTOMMUN. B TO >Xe
BpeMsA IpY OOCTPYKLMYM BBIXOZHOIO OT/e/Ia JIEBOTO
JKeMy[o4Ka HOCTYI Yepe3 K/allaH aopThbl, 0COOEHHO
Yy HOBODOXXIEHHBIX [eTeil, MOXeT OBITb COLpSKEH
C TeXHUYECKUMH CTIOXKHOCTAMU. B TakMX cUTyanmax
JaCTUYHAs pe3eKna pabIoMIOMBI, BBIIIOTHEHNE KO-
TOPOJI BO3MOXKHO B CBSI3M C MaJIOll BEPOSATHOCTDIO ee
pelnanBa, MO3BOJIsIET YCTPAHUTh OOCTPYKLUIO KPO-
BOTOKa, He TOBPE/INB BaXKHbIE aHATOMMUYECKIE CTPYK-
TYpBI cepaua [24, 25].

OTmeTMM: OTCYTCTBHME B HalleM KIMHMYECKOM
HAOMIONeHNN [PYTMX OYaroB OMYXOJIEBOTO POCTa

B CepAlle, a TaKKe HEBPOJOTMYECKUX CUMIITOMOB
U CeMeITHOTO aHaMHe3a He OCBOOOXK/IaeT OT Ja/lbHel-
11er0 HaOIIofieH st 32 PeOEHKOM B L[eJISIX MCKTIOUEeHVSI
Ty6eposHoro ckieposa. Boimonuenre MPT notpe6y-
eTCsI B TedeHue O/IVDKAIIIIero rofa mocyie omepariiL.

JKETyROIKa MOKET MPUBECTU K SKUSHEYTPOKAOIINM  p e g Makponpenapat Puc. 5. [ucTonornueckoe nccneaoBaHve: pabaomrmoma npasoro
HapylIeHUsAM TIeMOAMHAMUKM, YTO He TIO3BOMACT  ypanenHoit Kenyaouka

BBIODAaTb KOHCEPBATMBHYIO TaKTUKy HAOMIONEHMA  pabaomvowmsl
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3aKnouyeHune

PabpomMioma, BBI3BIBAIOLIASL BBIPAKEHHYIO OOCTPYK-
L[MIO BBIBOJHOTO OT/e/la IPaBOTo >KeMy/louKa y HOBO-
POXIEHHOTO, TIPECTABISAET OO0l PEAKoe 1 TPO3HOE
OCJIO>KHEHJIE eCTeCTBEHHOTO TeyeHM s JOOpOKaueCTBeH-
HBIX OIIyXOJIel ceppla y mereit. Hamame Kniumdeckoin

MlononHuTtenbHas nHpopmayms

Cornacue naymeHTa

Poantenn naumeHTa 4O6POBOLHO NOANMUCANN MHGOPMUPOBAHHOE COrna-
cue Ha Ny6IMKaLumio NepcoHanbHON MeANLIMHCKON MHPOPMaLMK B KypHa-

KapTVHBI JIVICITHO, JlecaTypallyi B COBOKYIIHOCTM
¢ 9xoKapayorpaduMuecKumMy TaHHBIMU  OIpeIeIN
B HallleM CTy4Yae OTKa3 OT KOHCEPBATMBHON TaKTUKI,
HPVHATON B GOJIBIIMHCTBE CIy4aeB LI pabmoMiom
CepAla, ¥ MOCTYXWIM TTOKa3aHMeM IS BBIITOJTHEHNs
HEOT/IOXKHOTO XVPYPIUYECKOI0 BMEIIaTeIbCTBa. €

KoHdpnuKT nurepecos

ABTOpbI AEKNaPUPYIOT OTCYTCTBIE ABHbIX 1 MOTEHLMANbHBIX KOHGINKTOB
MHTEPECOB, CBA3aHHbIX C Ny6n1KaLyei HacToALLel CTaTb.

ne «AnbmaHax KIIMHUYEeCKOW MegULUHbI».

Qmuaucuposaume

Pa6ota nposejeHa 6e3 npueneyeHna AONOJIHATENbHOTO ¢MHaHCMpOBa-

HUA CO CTOPOHbI TPETbUX NNL,.
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Successful surgery for a right ventricle rhabdomyoma

in a neonate

M.\V.Tarayan'« ES. Efremov’ - 1.O. Bondareva' - N.V. Shkarina' «

S.N. Kavaidin'

Primary cardiac tumors are very rare in chil-
dren. Rhabdomyoma is the most common benign
tumor in fetuses and neonates. Most cases do not
require any surgical intervention due to absence of
clinical symptoms and a high rate of spontaneous
regression within the first year of life. However,
some neonates can have significant abnormalities
of intracardial hemodynamics related to the ob-
struction of the left and right ventricle outflows;
this is an indication to emergency surgery. As
a rule, complete or partial resection of the tumor
mass provides uneventful postoperative course
and is not associated with a relapse of rhabdomyo-
ma in the long-term.

We present a clinical case of a 15-days old ne-
onate who underwent an emergency surgery due
to advanced tumor obstruction of the blood flow
in the right ventricle outflow tract (RVOT). At pre-
operative echocardiography, there was a pulmo-
nary artery systolic pressure gradient of 90 mm Hg.
Moderate hypoxemia (SaO, 90%), breathing rate of
up to 55 per minute, together with echocardio-
graphic results, indicated the impaired pulmonary
blood flow and the need for the tumor resection.
The tumor was completely resected through the
right ventricle access with cardiopulmonary by-
pass and cardioplegia, with subsequent autolo-
gous pericardium patching of the right ventricle.

The postoperative period was uneventful; the
patient was extubated at day 2 and discharged at
day 11 after surgery. The diagnosis of rhabdomy-
oma was confirmed histologically. At one month
after surgery, no additional tumor masses were
found in the heart chambers and septum.

Rhabdomyoma causing severe obstruction of
the RVOT in a newborn is a rare life-threatening
complication of the natural course of benign heart
tumorsin children.The presence of dyspneaatrest,
moderate desaturation, and echocardiographic
data determined the rejection of the conservative
management commonly adopted in most cases of
cardiac rhabdomyomas, and were indications for
an emergency surgery. In the long-term postoper-
ative period, magnetic resonance imaging should
be done to exclude tuberous sclerosis.

Key words: primary cardiac tumor in children,
rhabdomyoma, neonate
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CuHapoM [uineHa - bappe y pebeHka. OnucaHue
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CuHppom liirieHa — Bappe oTHOCUTCA K opdaHHbIM
ayTOVIMMYHHbIM  3a60SIEBaHUAM, COMPOBOXAAI0-
WUMCS MOpaXkeHVeM nepridpepryeckort HepBHOMN
cuctembl. KnvHnyeckoe TeyeHne CHAPOMa No3Bo-
NAET pasfeNnTb ero Ha YeTblpe OCHOBHbIX GOPMbI.
B cTaTbe JaHO onvcaHue KIMHMYeCKoro Habnoge-
HUA cuHapoma lneHa — bappe y pebeHka 6 net. Ha
doHe nepeHeceHHON MHEKUUM Yy HEro pa3Buiach
CMMNTOMaTVKa B BUAE FNa3oABUraTenbHbIX Hapy-
LWeHnin, neprdepryeckoro TeTpanapesa, YyBCTBU-
TENIbHbIX HapyLIeHWN C MOC/eAyoWyM BO3HUK-
HOBEHVIEM BbIPa)KEHHOW CNaboCTU AbIXaTesbHOM
MycKynatypbl. [poBeaeH auddepeHLmnanbHbIn
[MarHo3 ¢ BOCMaauTesbHbIM, UHEKLNOHHbBIM U He-
OMNacTUYeCKMM MOpPaXKeHWeM CMMHHOIO MO3ra,
BbIMOJIHEHA MarHUTHO-Pe30HaHCHas Tomorpadus
CMVHHOTO MO3ra, WCCeAoBaHune Lepebpocnu-
HaNnbHON KMAKOCTW. [laHHble nekTpomumorpadu-
YeCKoro MccrefoBaHMA MauMeHTa MOATBEPAMIN
nopaxeHvie nepudepuyecknx HepBoB. Takum
obpa3om, y pebeHKa 3aperncTpmpoBaH CUHAPOM
lreHa — Bappe. Ha ¢oHe npumeHeHna cneum-
duyeckon Tepanuy, BKIOYalolwen nnasmadepes

N BHYTPUBEHHOE BBefEHME VMMYHOINMOGYINHOB
yenoseka knacca G B gose 0,4 Mr B CyTKU B Teye-
HVE 5 CYTOK eXegHEBHO, U CYMMTOMATUYECKOro
NeyeHns COCTOSIHME MaLMeHTa MOCTEeNeHHO YIyu-
LUMOCh, HEBPOJIOTMYECKan CUMNTOMATIKA perpec-
CUpOBasa NOIHOCTbIO. B CBA3M € TEM UTO CMHAPOM
[MeHa - bappe npepctasnsaet coboi peakoe 3a6o-
neBaHuie nepridbepnuyeckon HePBHOM CUCTEMbI, 3Ha-
H/ie 06 0COGEHHOCTAX ero KMHNYECKOro TeUeHus
MO3BOJISIET PaHbLLE YCTAaHOBUTH MPaBUSIbHbIN AUa-
rHO3 1 Ha3HauUTb 3GPEKTUBHOE fleUeHme.

KnioueBble cnoBa: cuHgpom [uneHa — bappe,
K/MHMYecKoe HabnogeHve, AnarHocTrka

Ana untupoBaHma: Pabuerko AlO, lpaHkuH EB.
CuHopom [uiieHa — bappe y pebeHka. OnwvcaHue
KIIMHWYECKOro cyyan. AflbMaHax KAMHNYECKOW me-
OnUmHbL. 2020;48(4):285-9. doi: 10.18786/2072-0505-
2020-48-052.

MocTtynuna 29.09.2020; gopabotaHa 14.10.2020; npu-
HATa K ny6avkaumm 15.10.2020; ony6avKoBaHa OH-
nanH 20.10.2020

nuppoM I'mitena — bBappe (CI'B) - Tsaxe-

noe 3aboneBaHMe, COIPOBOXK/AOIeECs

HOpakeHMeM IepyudepuiecKkoil HepBHOI

CHCTeMbl, Hanbosee yacTast IpUYMNHA BO3-
HIKHOBEHUsSI OCTPOTO Ieprdeprndeckoro TeTpama-
pesa [1]. CI'b oTHOCUTCS K OphaHHBIM 3ab0/IeBaHM-
AM. Ilo maHHBIM MEXIYHapOJHBIX MCCIENOBAHUIA,
CT'b B meTckoli ONynANNUM BCTPeYaeTCs C 4aCTOTOI
or 0,34 pgo 1,5 coyvyas Ha 100 Thic. HacemeHms [2].
ITHOMOIMA €ro OCTAeTCs HEM3BECTHON, HO BBIfie/IA-
0T PsT TPUITEPHBIX GaKTOPOB: MHGEKINY, BHI3BAH-
Hble IIITOMETaJIOBUPYyCaMy, BUpycaMy DIIITelHA —
Bapp, Bupycom rpumma, Mycoplasma pneumoniae,
Campylobacter jejuni, Haemophilus influenzae, Bu-
pycom renaruta E, Bupycom 3mka, a Tak>ke Iepeox-
JaXKIeHye, OllepaTBHbIe BMEIIaTeIbCTBA, OIYXOJI,
MHTOKCYUKAIINY, POAibl, PeIKO — BaKI[MHAINUA, IPU-
MeHeHJe HeKOTOPbIX IMMYHOTPOIIHBIX IIPeIIapaToB,
HaIlpJMep, aHTaTOHUCTOB (haKTOpa HEKPO3a OIyXO-
M, MHTMOUTOPOB MMYHHBIX KOHTPOJIBHBIX TOYEK,
uHTepdeponos I Tuna [3].

ITpu CTb pasBuBaeTcs ayTOMMMYHHOE IIOpake-
Hue nepudeprudeckoil HepBHOM CUCTEMBI C eMue-
NVHU3ALMEN ¥ BTOPUYHBIM IOPaKEHMEM aKCOHOB.
Knnunueckas xapTuHa 3a00/1€BaHMS IPOSIBIAETCS
OCTPOIJi, IPOTrPeCcCUPYIOLIeil MBIIIEYHON C1abOCTbIO
B [IBYX U 60Jiee KOHEYHOCTSIX, CHIDKEHIEM WU OT-
CYTCTBMEM CYXOXXUIBHBIX pe(IeKCOB, YMEHDIICHN-
€M YYBCTBUTE/IBHOCTM U IIOSIBJIEHMEM IapecTe3uil.
B macroamee Bpemsa CI'D pasgensioT Ha 4 OCHOBHBIE
KIMHUYeCKe (OPMBL: OCTPYI0 BOCIATUTEIbHYIO
HAeMUETMHU3NPYIOMIYIO MTOINPaUKYTOHE POIATIIO
(OBIII), ocTpyo MOTOPHYIO aKCOHAJbHYIO Hell-
ponaruio (OMAH), ocTpylo MOTOPHO-CEHCOPHYIO
akcoHanpHYI0 Heiipomatuio (OMCAH) u cunpgpom
Munnepa - ®@umepa. Oxono 90% cnygyaes CI'b ot-
Hocutcs k OBJII, OMAH Bctpeudaercs B 5-10%,
OMCAH B 5-8%, a cungpom Mumnnepa - ®uiepa
B 2-3% cny4aeB [4-6]. Upe3BbIYallHO ONIACHBIM CHM-
IITOMOM B OCTPOM Iep1ofie 3a00/IeBaHM I BBICTyTIAeT
Iapanny AbIXaTebHON MYCKY/IATYpBhl, OIpefiesio-
Uil HeOOGXOAMMOCTb HPOBEEHUs UCKYCCTBEHHOI
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BeHTunAuumu nerkux (VIBJI). JleTalibHOCTh B CBA3K
C BHEJI[pEHNEM COBpeMeHHbBIX pexXxuMoB VIBJI cansu-
nach ¢ 30 ;o 3-5%.

[Tpu BbIABNEHMM KIMHMYecKuX npusHakos CI'b
HEOOXORMMO TIIpOBefieHMe [ONONTHUTEIbHBIX Me-
TOJAOB MMArHOCTUKY, BK/IIOYAIOIINX MCCAeTOBaHNeE
1epeOpOCIMHANBHON  KUIKOCTH, 9TIeKTPOHENPO-
muorpapuo (SHMI), HeitpoBusyanusaumio. IIpn
MCCTIEIOBAaHMM JIMKBOPA BBISBISIOT OETKOBO-KIIe-
Tounylo aucconuanuio. [Ipy SHMI nmeer mecto
CHIDKEHME aMIUINTYAbl M-0TBeTa ¥ CKOpPOCTM IIPO-
BefleHMsI BO3OY)K[EeHMsI IO [BUTATETbHBIM U CEH-
COPHBIM BOJIOKHaM. BbIMONTHeHNEe MarHUTHO-pPe30-
HaHcHOi ToMmorpadum (MPT) Heobxomumo B Tex
Cly4asAX, KOTZla €CTh IIOJO3PEHMe Ha IopakeHue
CIIVIHHOTO U TOTOBHOTO Mosra. B puddepenmuans-
HoM psify ¢ CI'B HaxomsiTcs cnepymomue 3aboeBa-
HMSA: TOMMOMMENINUT, XPOHUYeCKass BOCIANINTeNbHAS
IeMUEeTMHU3NPYIOMIAsl MOIMHEPONAaTUA C OCTPhIM
HauasnoM, cuagpoM Yapra — Crpocca, BUPYC NMMY-
HopeduTa YenoBeka, 6onesnp lllerpena, 60me3Hb
JlaitmMa, MHTOKCUKAIIUS COMSIMU TSOKETbIX METAJIIOB,
60Tynu3M, MuacteHus, guTepuitHas MOTMHENPO-
matus. JJonomTHUTENbHBIM IUATHOCTUIECKUM TECTOM
MOXXeT OBITD OIlpefieieHie aHTUTEN K TAHITINO3UAAM,
OHO IIPUMEHSETCA C IeNbl0 YTOYHEHUs KIMHNYe-
cKuX HOpM, 0COOEHHO IIPK ATUNNYHOM TEUYEHNN 3a-
60meBaHuUS.

KnuHnyeckoe HabnogeHne

ITanuent T., 6 ner. 3abonen 3a 5 gHEN 4O TOCHUTANNA3A-
L[, 3apeTUCTPUPOBAHO IOBBIIIEHNE TeMIepaTyphl Tema
mo 38,2 °C. Ilocre mpueMa aHTUIIMPETUKOB TeMIIepaTy-
pa CHIMXanach, HO BHOBb MOJHMMA/ACh B BeuepHee Bpe-
mA. OTMeyanach TOUIHOTA, OfJHOKPATHO — >KMAKUIL CTYIL.
ITepuaTpoM ObII YCTAaHOBJIEH AUATHO3 9HTEPOBUPYCHOI
nHpexuyn. Yepes 2 AHA NOABUIACH COHMUBOCTD, ¢o-
tToobusi, rooBHast 601b B JTOOHON 06/1acTy, HOBBILIE-
HUe TeMIIepaTypbl Tena 10 (eOpMIbHBIX IMOKas3aTesell.
Ha 3-i1 meHb 3aboeBaHUA BO3HMKIIA 00l[asg cl1aboCTb,
CTaboCTh B PyKax M HApylLIeHMe IIOXOLKMU, 3aTPyLHEHMe
BCTAaBaHMA U3 HONOKeHUA cupd. Ha 5-if meHp 6one3Hu
IallJMeHT He MOT BCTaTh C KPOBAaTM CAMOCTOATEIbHO, OT-
MeYajioch KOCOITIasle, IBOeHNe Iepe InasaMu, c1abocThb
B pyKax 1 Horax. [TaliMeHT rocimTanusnpoBaH B 9KCTPEH-
HOM TIOpAJIKe B OTZe/NeHNe PeaHMMaIluyu ¥ MHTEHCHBHON
Tepanmm.

W3 anaMHe3a: poc ¥ Pa3BUBAICsA COOTBETCTBEHHO BO3-
pacTy. AKTUBHO 3aHMMaeTcA QUSKYABTYPOIl U CIIOPTOM.
OKko710 2 Hefienb B0 TOCIUTANN3AINY OTMEYaIoCh ITOBbI-
IIeHMe TeMIIepaTypbl Tea 40 CyOheOpuIbHBIX 3HAYCHMIT
B Te4yeHue 2 IHelt. XpOHMYIeCKUX 3a00/IeBaHIIT HE MIMEET.
Tpasm u onepanuit He 6b1710. [IpUBUT COOTBETCTBEHHO Ka-
JIeH/JapIO IIPYBYBOK.
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CoMaTudecknit OCMOTP TPU HOCTYTIIEHUN: KOXKHBIN
HOKpPOB ONenHbIi. I'py/iHas KIeTka CMMMeTpUYHasA, PaB-
HOMEpHO y4JacTBYeT B aKTe [ibIXaHMA. B merkux gpixanue
xectkoe. CripaBa JipIxaHMe 0C/1ab1eHo. XpUIIBI TPOBOJJHO-
ro xapakrepa. [paHMI[bl OTHOCUTEIBHOI 1 aBCOMOTHOI
CepfieyHOl TYTOCTV B Ipefenax HOpMbl. TOHBI cepplja
HOpPUTTYIIEHbl, PUTMUYHBIE, C YACTOTON CepAedHBIX CO-
Kpamenuii 92 ymapa B MunyTy. Ilynbc Ha my4eBoii apre-
pUM HOPMaJbHOTO HANPsKEHUA M HamonHeHuA. JKmsor
He B3[yT, NPU IIajJblIAalUU MATKMUIL, 6e360/1€3HEHHBII.
[TepyucranpTrKa BHICTYIIMBAETCS.

Hesponoruueckuii cTaTyc npu MOCTyT/IEHUN: B ICHOM
cosHaHyM. OpMEHTUPOBAH B MeCTe, BpeMeHM, COOCTBEH-
HOIt TMYHOCTHU. Pedb mpaBuabHas, samennenHas. Octpora
3peHMs M TONA 3peHuA Oe3 HapyumeHwmit. JIuronusa
Opy B3T/IAZIE OPAMO M BeBO. [71asHble IIeny paBHBIE.
OTMeyaeTcss orpaHMuYeHMEe JBUKEHMUII JIEBOTO ITTa3HOTO
A67I10Ka KHapY>KM. 3padyKyl PacIIVPeHbl ¢ 00enX CTOPOH.
YyBCTBUTENbHOCTD Ha NMIle coxpaHeHa. Cua >KkeBaTesnb-
HBIX MBIIII] COXpaHeHa. JInIo cuMMeTpudYHOe, IIpH Ipo-
0ax Ha MMMMYECKIe MBILIIBI aCUMMETPUU He BBIABIIACT-
ca. Crnyx He HapymieH. Illyma B ymax Het. Hucrarma ner.
IToBepxHOCTHasA 6oJeBas YyBCTBUTENBHOCTh CHIDKEHA
IO TUIIY «IIePYaTOK» U «HOCKOB» C 00€NX CTOPOH CHUM-
METPUYHO. MBIIIEYHO-CyCTaBHOE YYBCTBO HE HapyLIEHO.
CyxoxxunpHbill pednekc D=S ¢ gByrIaBoil U Tpexria-
BOJI MBIIII CHIDKEH, KOJIEHHbIe pedIeKChl He BBbI3bIBa-
I0TCS, aXMIOBBI pediekcsl D=S cHyKkeHbl. MplieyHas
CMIa CHIDKeHa paBHOMepHO auddysHO A0 3 6amios.
IOuddysnas MpiuredHas runoToHus. B mose Pombepra
He cTouT, mafaer. KoopauHaTOpHbIe MPOObI BBIIOTHSIET
C IIpOMaxMBaHueM € 06€UX CTOPOH.

IuarHos mpu noctyieHnnn: cuaapom ['mitena - bappe.
IMepudepudeckuii rerpamnapes. [ma3ogBurare/ibHble Hapy-
HIeHM.

ITpoBefeHo KoMIIeKCHOe obciefoBaHue. PeHTreHO-
rpadu JIETKUX ¥ TPYRHON KJIETKI: JAHHBIX 32 aKTVBHYIO
MaTO/IOTHMIO JIETOYHONM TKAaHM He BbIABIEHO. AHOMAanus
5-ro pebpa crpaBa. Pe6po JIromko.

YIbTpasByKOBOe MCCIeOBAHNE OPTaHOB OPIOLIHOIL
HOJIOCTY ¥ TIOYeK: 6e3 BUVMOIL ITaTOJIOTUN.

JlaHHBIe  9/MeKTpoKapayorpadum:  dMeKTpUdecKas
ochb ceppla BepTuKanbHadg. CHHycOBass TaxXMapUTMUS
120-133 B munyTy. Harpyska Ha mpefceppue 1 JIeBbIL
Kenypouek. HapyuieHme mpolieccoB penonspusanyin.
3aocTpenHbIe 3y61n! T.

PesynbraThl 9X0KapAMOCKONNN: YMEPEHHO yBeIMYeHa
HOJIOCTD /IeBOTO SKenynodka. CoKpaTuTenbHas CIOCO0-
HOCTb MIMoOKappia B HopwMme. IIpomanc TpukycnumanbHOToO
KJIallaHa ¢ perypruranueit 1 ct. JlomonHuTeabHas Tpabe-
Kyna.

MPT mmefiHoro oThena IO3BOHOYHMKA: Ha Cepuu
canmkoB MPT, B3pemennsix o T1, T2 n FLAIR B fgBYyx
HPOEKINAX, JIOPHO3 BBHIIPAMIEH ¢ (OPMUPOBAHUEM

KnuHuyeckme HabnogeHua
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MUHUMATbHON K1dOTHYecKoil AedopMaluy Ha ypOBHE
C3-C6. Bricota 1 curHansl no T2 oT MeXMO3BOHKOBBIX
IMCKOB MCCTIe[yeMoil 30HbI coxpaHeHbl. Ilocne BHyTpu-
BEHHOT'O KOHTPACTHOTO YCHMJIEHUsA IPeIapaToM TajoIeH-
TeTOBOJ KICTOTBHI OTMeYaeTCsl HeBBIPA)KeHHOE yCUIeHIe
CHT'HaJa OT HEPBHBIX KODPEIIKOB, B OCTA/IbHBIX OTZe/Nax
MCCTIelyeMOl 30HbBI MATOIOTMYECKOTO YCUIEHUA MarHNUT-
HO-PE30HAHCHOTO CUTHAJIA He olpefensdeTcs. Pesynbrars
MPT noscHMYHO-KPECTIIOBOTO OT/e/1a TO3BOHOYHMKA: Ha
cepun canMkoB MPT, B3Bemennerx mo T1, T2 n FLAIR
B IBYX IPOEKIMAX, IOPA03 BhIIPAM/IEH. BbicoTa MexIo-
3BOHKOBOTO A1cKa L5-S1 MUHMMaNbHO CHMYKEHA, BBICOTA
OCTa/IbHBIX AMCKOB MCCTIe/yeMoil 30HbI coxpaHeHa. ITocre
BHYTPMBEHHOTO BBeJleHMA KOHTPACTHOTO Iperapara ra-
TOTIEHTETOBOI KIIC/IOTDI OIIPe/ieAeTCA yCuIeHye CUTHAA
OT HUTEN KOHCKOTO XBOCTa.

ITposepena crumynanuonnas OHMI, B pesymbraTe
Yero BbIABJIEHBI IIPU3HAKU CEHCOMOTOPHOTO JAeMMeNTNHN-
3UPYIOIIETO MOPa’KeHNsA B AMCTANTbHOM OTHe/ie IPaBOro
MajI06epLI0BOro HepBa BbIPa’KeHHOI! CTeNeH.

[Taument ocmorpeH crenuamucramu. Odranbmornor:
OCMOTp ITIa3HOTO JHA — JUCK 3PUTENbHOTO HepBa Ore-
HO-PO30BbII1, I'PAaHNUIIBI YeTKMe, apTepuy HOPMalbHOTO
Kannbpa, BeHbl HOPMA/TIbHOTO Kanubpa, ceTyarka IIpo-
3pauHasi, 67egHO-po3oBasi. IlapanuTuyeckoe Kocormasue.
ITapes oTBOJALLETO HepBa c/ieBa. VIHQEKIMOHNCT: JaHHBIX
3a nHQeKIMOHHOe 3a6oneBanne HeT. Hedporor: maHHBIX
32 He(pOIOTMYECKYIO TATOJIOTUIO HeT.

ITo pmaHHBIM JTaOOPATOPHBIX aHAJIM30B IIPU IO-
crymnenun: neitkounros (12,9x10°/m), TpombouuTos
(534 10°/1), ycKopeHHe CKOPOCTI OCeJaHUs SPUTPOLH-
TOB (26 MM/4), CIBUT JIEMKOLIMTAPHOI (OPMY/IbI BIEBO
(manouxosiepHble HeilTpoduibl — 10%, cermMeHTOsAMEp-
Hble HeiiTpoduasl — 70%, nmeitkoruTsl — 17%, MOHOLM-
TB — 3%), TIOBbIIIeHNe YpoBHA QuOpuHoreHa (5,48 r/m),
noBblueHre ypoBHsa C-peaktusHOro 6emka (37,2 mr/m).
B puHaMuke oTMedasoch CHVDKEHME JIEMKOIMTO3a 10
7,0x10°/1, Tpombounrtosa mo 299x10°/1, ymeHbleHMe
CKOPOCTY OCENaHVA SPUTPOUUTOB [0 3 MM/U, JIETIKOLIV-
TapHas (opMyTa HOPMAaM30BaAach (CerMeHTOsIIepHbIE
HeNTPOUILL — 62%, NTENKOUNUTEL — 31%, MOHOLUTEI — 5%,
303MHOGUIBI — 2%), YpoBeHb (UOPMHOTeHA CHUBUICH
mo 3,2 r/m, ypoBeHb C-peakTHBHOTO 6enka — mo 1,2 Mr/m.
VIMmMyHOGbepMeHTHDI aHa/MN3: UMMYHOTITOOyIMHel M u G
K BMpYCaM Trepreca, SnureiiHa — bapp u nuroMeraaosu-
pycy He o6Hapy>KeHbL. [IpoBefieH aHaI13 CITHHOMO3T0BOJI
KUAKOCTH: OecliBeTHas, Ipo3padHas )KUAKOCTb. [TnuTos —
2 xi/mM’. YBenudeHue yposH: 6enka o 0,7 r/. Imokosa —
5,07 mmonb/n. Xnopupst 118,3 Mmonb/n. Peakuusa Ilanan
oTpuraTenpHas. 3aKII0UeHe: YBenndeHne o0mero 6enka
B JIMKBOPE.

C y4eToM KIMHMYECKON KapTUHBI U JaHHbBIX 1abopa-
TOPHBIX MCCTIEOBAHNIL, HENIPODUINONIOTNYECKUX U Heli-
POBU3ya/M3alMOHHBIX JAHHBIX BBICTAB/ICH KIMHIYECKMIT

PabueHko A.fO., [paHkuH E.B. CuHapom MmiteHa — bappe y pebeHka. OnuvcaHve KNMHUYECKOro CyYas

pnuarHos: «cuHppom Imitena — bappe. Octpasa Bocma-
NMUTeNbHAA  JEeMUETMHUSUPYIOIasA  IONMHENPONaTHA.
Tsxenoe revenne. Pasa nmporpeccuposanusa». Ha 2-e cyrt-
KV TOCHUTANIM3AIUU COCTOSIHUE TAlMeHTa yXYAIINIOCD.
VBenuunnach ¢1abocTb B KOHEYHOCTSX OO0 2 6aios.
IMosBunch mpusHaKU OynIbOApHOTO CHHAPOMAa B BUIE
pucharuy M Hasonmanuy. PasBuiach fbIxaTenbHas He-
TOCTaTOYHOCTD. Ilo pesynmpraTamM HMOBTOPHON PEHTTEHO-
rpaduy Ha 2-e CYTKM TOCIMTANIM3ALNN: IPU3HAKY IIpa-
BOCTOPOHHE} IONMMCErMEHTAapHONM IHEeBMOHUM. B cBA3U
C pasBuTuMeM Oy/n1bOapHOrO CMHPOMA, HapacTaHUEM
IbIXaTeIbHOJ HENOCTATOYHOCTM OblTa IpOBefeHa MH-
Tybanus Tpaxen u mnopkmodenne x VIBJI. IIpoBopunocs
nedeHye: NHPY3MOHHAS U [ETOKCUKAIL[MOHHAS Tepamusi,
aAaHTUOMOTMKOTEpaINsA, IPOTUBOBMPYCHAA Tepanus, Kop-
PeKIMA BereTaTUBHBIX HapyleHnit. Ha 2-e cyTku rocnu-
TaNu3aluyu IpoBeleHa OfHa Ipolefypa Ilasmadepesa
¢ ypanenueM 360 M/ II71a3Mbl (16,4 mn/xr), ¢ 3-x CYTOK TO-
COUTANM3aNNY HayaTa BHYTPUBEHHAs MMMYHOTEpPAnus
MMMYHOITIOOYIMHOM YelioBeKa kinacca G B mose 0,4 r/kr
Beca eXe[JHeBHO, 1 pas B cyTku B Tedenue 5 gueit. Ha pone
NIPOBEJIEHHON TePaNuM COCTOSAHNE TAllYIeHTa 3HAYUTENb-
HO yny4immnnoch. Ha 9-e cyTku B ¢BA3Y ¢ BOCCTaHOB/IEHN-
€M CaMOCTOATE/TbHOTO IBIXaHNUA U yBeTMYeHeM MbIIed-
HOJI CMJIBI B KOHEYHOCTSX IIPOBefieHa 9KCTYOal s TPaxel.
Ha 23-e cyTku rocrutanusamnyy pebeHoK 6bLI epeBeieH
IS aJIbHeliIeil peabMIMTalliy B HEBPOJIOTMYECKOe OT-
IerneHye o61ero npobus.

06¢cygeHne

Oc06eHHOCTPI0 [JAHHOTO K/IMHUYECKOrO C/Iydast
ObLIIO TsKeTI0e TedeH e 3a00/IeBaHM A C IPUCOeVIHe-
HueM 6ynp0apHOTO CHHAPOMA, IPOTPECCHUPYIOLUINM
HapacTaHUeM MBIIIEYHO! c1ab0oCTU B KOHEYHOCTAX
U IBIXaTe/IbHOI MYCKY/IaTyphl. B x0ze o6cmeoBaHms
nanyeHTa IposefieH guddepeHIaabHblll JUaTHO3
C MMacTeHMell, MUEINTOM, OCTPbIM HapyIIeHUeM
CIMHAJIBHOIO KpPOBOOOpalleHNsA, MH(EKIVOHHBIM
HOpakeHVeM IepudepryecKoil HePBHOM CUCTEMBL
ITpu ananuse MUKBOPA OBUL BBISB/ICH MOBBIIIECH-
HBIIl YPOBeHb 6e/Ka MIpM HOPMaJlbHOM yYPOBHE Kile-
TOYHBIX KOMIIOHEHTOB. J[MarHOCTUYecKoe 3Haue-
HUe aHalM3a JMKBOpPa IpeXJie BCero 3aKIYaeTcs
B OLleHKe IIeonuTo3a. [IneonnuTos 6oee 50 K1eTok/
MKJI IIpefjlio/IaraeT Hajlu4ye Jpyroil IaToNIoruy, Ha-
npuMep, NHPEKIMOHHOI TaTOJIOTUY CIIMHHOTO MO3-
ra wim o6omo4ek. [JoIOMTHUTETBHBIM METOROM Jud-
(depeHIMaNbHO [UATHOCTUKU ¥ TOATBEPXKICHNS
xmHu4eckol popmbl CI'b moryT ObITDH ceponornye-
CKUe METOJVIKY C OIpeJie/ieH/eM aHTUTeN K TaHI/IN-
osyupaM. VI3BecTHO, 4YTO aHTUTeNA K TaHIIMO3UJAM
GMI1 u GDla o6bruHo Habmropatorcsa npu OBIII
u akcoHanbHbIX ¢opmax CI'B. AnTuTena K raHrIn-
osupny GQIlb 6omee xapaKkTepHBI IIpM BOBIEYEHUU
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YepermHO-MO3TOBbIX HEPBOB U Yallle BCTpEYaTCA
npu cuHgpome Muinnepa — @uiepa, 1714 CEHCOPHBIX
HeJlpoIaTuil XxapakTepHo Haau4due antuten Kk GD1b
[7].

AnexTpodusnonorndeckre 0o6CIe[OBAHNS IIO-
3BOMISIIOT MOATBEPAMTH AMArHO3, a Takxe gud-
dbepennuposarp dopmpr CI'B, ogHako Ha mepBoI
Henerne 3abonmeBaHMs crenuduyecKue M3MeHeHUs
B BIJIe CHIDKEHUs IIPOBEfEeHUs MMIY/bca IO Ie-
pudepudeckum HepBaM, OTCyTcTBMs H-pedrekca,
CHIDKEHNA aMIUINTYABl CEHCOPHOTO IIOTeHIMana
MIY CHYDKEHMS aMIIMTYAbI M-oTBeTa MOTYT ObITH
He oOHapy>XeHbl. OLIeHUTb aKCOHA/JIbHOE IHOpake-
HME BO3MOXXHO IIyTeM IIPOBe[eHUS MTONbYaTON
OMI n BBIAB/IEHUS YBENMYEHUs CPEJHEl BeTndu-
Hbl AMIIUTY/bl TTOTEHI[MANIOB JBUTATE/bHBIX efiN-
HUI] ¥ TIPU3HAKOB CIIOHTAHHOJ AKTUBHOCTM IIPK
COXpaHeHUV HOPMAaJIBHBIX CKOPOCTE NMPOBEIEeHUA
MMIIy/IbCA TIO JIBUTATETbHBIM ¥ YyBCTBUTEIbHBIM
BOJIOKHaM Iepudepnyeckux HepBoB. B HameM ciy-
qae DHMI 6b1710 IpOBeffeHO Ha BTOPOIT Heferne 3a-
6ormeBaHMs, OJHAKO IOBTOPEHME 3IEKTPOMMOTpPa-
¢duyeckoro uccmenoBanus Ha 3-8-i1 Hellene MOXKeT
OBITH 1[emeco0bpasHO MyIs yrounenus ¢popmsr CI'b
[8]. IIpoBenenne MPT mpesx/ie Bcero mosBOMIIO ¥C-
KJIIOYNTh 3a60/1€BaHMs ¢ MOPHOTOTMIECKNM TIOPa-
JKeHeM CIMHHOTO MO3Ta: OIIyX0/b, MUETNUT, MUeTIO-
maTuio. BelAB/IeHHOe IpM MCCIeOBAaHUN YCUIEHNe
CUTHa/Ma OT KOPEIIKOB CIMHHOTO MO3Ta IOCyie BHY-
TPUBEHHOTO KOHTPACTHOTO YCUJIEHMS TaJo/NNHU-
€M MOXeT pacCMaTpUBAThCA KaK JOMOTHUTETbHOE
MOATBEPK/eHMe BOCHANUTENbHON IOMMpafyKyIo-
Heliponatuu. Elle ogHMM IepCIeKTUBHBIM J[OTION-
HUTEeAbHBIM MeTomoM pauarHoctuku CI'B moxxHO
Ha3BaTh YJIbTPa3BYKOBOE JCCIeoBaHNe nepudepu-
YeCKIX HEepPBOB, NO3BOJAIIee HA PAHHUX CTAZUAX
3a00j1eBaHMsT OOHAPYXXUTH yBelIMYEHNE IUIOL[AfU

JononHutenbHasa nHpopmauusa

Cornacue nayueHTa

Poputenu nauvieHTa 4O6POBONbHO MOANMCANU NHGOPMIPOBaHHOE Corna-
cvie Ha Ny6AMKaLmMIo NepcoHanbHOM MeANLIMHCKON MHGOPMALIK B XKypHa-
ne «AnbMaHax KNMHNYECKO Me[ULINHbI».

®uHaHcMpoBaHmne

Pa6ota npoBepeHa 6e€3 nNprBneYeHNsa AOMONHUTENBHOTO GUHAHCMPOBa-
HVIS CO CTOPOHbI TPETBUX NNLL.

JNlutepatypa/References

IIOTIEPEYHOrO CeYeHMA HepBa, a TaK)Ke OLIeHMBATh
ee B [MHAMMKe 3ab0/meBaHusA. B HameMm ciaydae aTa
MeTORVKA He IIPOBOANIACD, OJHAKO €e C/Ief[yeT Mpu-
3HATh IPMOPUTETHOIL, TAK KaK OHA II03BOJIAET 3aI0-
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TO Ile/leBOe 3HaueHMe 0oO0beMa Y/JaJleHHON ITa3Mbl
(35 My1/KT), B CBA3K € 4eM OBUIO IPMHATO pelleHue
0 IpuMeHeHMM 60/ee 6e30IIaCHOTO MeTOfla: BHYTPH-
BEHHOTO BBefIeHUsI MMMYHOIOOYIMHOB Kmacca G
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3aK/oueHue
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Guillain-Barré syndrome in a child: a clinical case

A.Yu. Ryabchenko' « E.V. Grankin?

Guillain-Barré syndrome is an orphan autoim-
mune disease associated with the involvement
of the peripheral nervous system. The clinical
course of the syndrome has four main types. We
present a clinical case of Guillain-Barré syndrome
in a 6-year old child. Against the background of
a previous infection, he developed oculomotor
dysfunction, peripheral tetraparesis, sensory ab-
normalities with subsequent severe weakness of
the respiratory muscles. The differential diagnosis
included inflammatory, infectious and neoplas-
tic spinal cord disorders, spinal cord magnetic
resonance imaging, and examination of the cere-
brospinal fluid. The patient's electromyographic
data confirmed peripheral nerve damage. Based
on all of these, the patient was diagnosed with
Guillain-Barré syndrome. Specific treatment, in-
cluding plasmapheresis and intravenous human
immunoglobulin G at a dose of 0.4 mg daily for

5 days, and symptomatic treatment resulted in
gradual improvement and complete regression of
the neurological symptoms completely resolved.
Since Guillain-Barré syndrome is a rare disease of
the peripheral nervous system, the awareness of
the specifics of its clinical course allows for earlier
correct diagnosis and effective treatment.

Key words: Guillain-Barré syndrome, clinical case,
diagnosis
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XypHan <AnbMaHax KNnMHU4YeCcKOM MmeULUHbI»
Tenepb Ny6NnuKyeT NnpenpuHTbl cTaTeu

v ObicTpas nyonukauma v nmonHoLeHHaa nyonmkaums

Penaxumsa >xypHama «AjlbMaHax Bce craTbyu, pasmenjaemble
K/IVHIYeCKOJ MeUIVIHbI» pajia B 9/ICKTPOHHOM BIJi¢ B pasjierne
COOOLINTD O TOM, YTO TeIlephb MBI «[IpMHATO B 1eYaTh», IPOLIIN
nyO/1IMKyeM 37IeKTPOHHBIE BepCHi NO/MHO(OPMATHYIO IPOLENYPY
cTaTell, IPVHATHIX K I1eYaTy, 10 pelieH3MpoBaHus, 0TOOPA,
BBIXOJ]a IT€YaTHOI BepCUU HOMepa. penaKIMOHHON 00pabOTKIL.

Bepcuro, pasmentaemyro B paszene
«IIpMHATO B 1€4aTh», CIEfyeT
CYMTATh OKOHYATETbHbIM
BapMaHTOM CTaTby, HA HEE MOXKHO
CChI/IAThCA KaK Ha COCTOABIIYIOCSA

nyOIMKaIuIo.
v'MOXXHO LIMTUPOBATb v MPEnpPUHT > nevatHasa Bepcus
Cratblo, Nyb/nuKyemyIo B pasfesne ITocne dopmupoBaHus BhIITycKa
«IIpMHATO B me4aThb», CIefyeT CTaThy ME€PEMELIAIOTCA U3
LUUTUPOBATh C VICIIOJIb3OBaHMEM pasgena «IIpuHATO B me4atb»
YHUKAJIbHOTO HOMePa CTaTbhy — B paspen «Ilocmegamit BbITYyCK»
DO, egunoro j14 371€KTpOHHOM U IyONMMKYIOTCA B IIeYaTHON BEPCUN
U TI€9aTHON BEPCHIL. JKypHasa «AbMaHaX KIMHUYECKON

MEIULIVIHBI»,
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