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A.A. Mopo3sos, E.C. [TumenoBa, A.A. 3t03bko, M.C. CaaksH

CUHAPOM KYPPAPUHO V AETEN

OT'AOY BO Ilepsriit MI'MYVY M. 1.M. CeuenoBa M3 PO (CeuenoBckuit YHuBepcurer), Mocksa, PO

Cunnpom KyppapuHo — peakuii BpO:KIeHHBINH IOPOK Pa3BUTHUS, HMEIOUIUII TeTePOreHHYI0 IPUPOLY
M BKJIIOYAKOIMII TPUALY CHMITOMOB (AaHOMAJUIO Pa3BUTUS KpeCTHa, MpecakpajbHOe 00pa3oBa-
HHEe M aHOPEKTAJIBHYI0 Majabdopmanui). IMGpuoreHes 3a00ojieBaHUS 0 CHX IOP JMCKYTHUPYeTCH.
IomyasiumMoHHAsA YacTOTa NMOPOKa Heus3BecTHa. JleueHue cuHapoma KyppapuHo xupypruueckoe,
IIPY OTCYTCTBMHU KOPPEKIMM MOIYT PasBUThCH KU3Heyrposkarouue ociosxHenus. Hemocratounas
OCBEIOMJIEHHOCTH O CYLI€CTBOBAHMY IMOJO0HOI aHOMAJIUM 3HAYUTENHHO 3ATPYIHAET TUATHOCTHKY M
MOKeT CTATh IPUYHHON BHIGOPA HEPAIMOHAJIHLHON TAKTHKY Je4eHUsI 9TOH rPyNIsl manueHTos. B cra-
The NMPHUBEIEHbI JaHHbIE O PA3JINYHBIX ACHEKTaX dMOPHOreHe3a, TUATHOCTHKH M JIEUEHHS CHHIPOMA
Kyppapuso u3 1uTepaTypHbIX HCTOUHHKOB, OIIy0JUKOBAHHBIX 32 mocaexuue 20 jer.

Knrouesste cnosa: cunopom Kyppapuro, anopekmanvHsle nopoxu, demu.

Hum.: ]].A. Moposos, E.C. I[Tumenosa, /1.J]. 3103vrk0, M.C. Caarxan. Cundpom Kyppapuno y demeil.
ITeduampus. 2019; 98 (2): 198-203.

D.A. Morozov, E.S. Pimenova, D.D. Zyuzko, M.S. Saakyan

CURRARINO SYNDROME IN CHILDREN

.M. Sechenov First Moscow State Medical University, Moscow, Russia

Currarino syndrome is a rare congenital malformation that has a heterogeneous nature and
includes a triad of symptoms (abnormal development of the sacrum, presacral formation and
anorectal malformation). Embryogenesis of the disease is still debated. The population incidence
rate of the pathology is unknown. The treatment of Currarino syndrome is surgical, without
correction, life-threatening complications can develop. Lack of awareness about this anomaly
makes it difficult to diagnose and may be the reason of irrational treatment tactics for this group of
patients. The article presents data on various aspects of embryogenesis, diagnostics and treatment
of Currarino syndrome from sources published in the last 20 years.

Keywords: Currarino syndrome, anorectal defects, children.

Quote: D.A. Morozov, E.S. Pimenova, D.D. Zyuzko, M.S. Saakyan. Currarino Syndrome in children.
Pediatria. 2019; 98 (2): 198-203.

Bnepsoie cuagpom Kyppapuuo (CK) 6611 ortrcan
B 1981 r. amepukaHcKkuM peHTreHoaorom Currarino
Kak TpHama, BKJIOUAKIOIIAS AHOMAJIWI Pa3BUTUSI
KpecTiia, IpecaxkpajibHOe 00beMHOe 0o0pasoBaHue,
J1000#1 aHOPEKTAJbHBIN TOPOK pas3BuTusd [1].

CK BcTpeuaeTcsa OPeUMYIIECTBEHHO Y OeBO-
yek [2]. HekoTopble aBTOPHI BBIAEJIAIOT IMMOJHYIO
U HemoJHYI0 GopMbI cuHApoMma [3], omuckiBad, 10
cyTu, BapuabeJbHOCTHh IMPOSIBJIEHUS CHUHIPOMA —
IIpY HEIMOJHOUN ()opMe OTCYTCTBYIOT OAWH WJIHU IBa
xapaxTepHbIX cuMmnToMa [4]. B 1993 r. oreuecTBeH-
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HbIe KOJIJIEr'H OIIMCAJIY YeTBEPTHIN IPU3HAK, XapaK-
TepHbIA A1 CK — BpoKIeHHYIO IUCILIA3UI0 TKAHEeHN
TazoBoro nHa [5].

Imbpuozenes CK mo cux mop ob6cysKmaeTcs.
CyIIecTBYIOT IPEAIIOJ0KEHNI, UTO OJHON M3 IIPU-
YMH BOSHUKHOBEHHUS [IOPOKA SBJISIETCA HapyIle-
HUE OTAeJIeHUS HeHPOIKTOLEPMBI OT JHTOIEPMBI
y amOpuona Ha 4-ii Henese recranum [2]. Ilocae
HePBUYHON HEHPYJIAINNN IPOUCXOIUT (POpMUPOBa-
HUe KayJaJIbHOI'0 OT/eJ/ia II03BOHOYHMUKA U TOJICTOMN
Kumiku 3MopuoHa. OCHOBHYIO POJIb B 9TOM IIPOIEC-
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ce OTBOAAT KJIETKAM KayJaJbHOTO BO3BBIIIEHUS,
KOTOPBIE OAIOT HAYAJIO BCEM 9MOPHOJIOTHMYECKUM
TKaHAM HUMKHUX OTHEeJ0B miaoaa [2, 6]. Hapymenusa
B IIPOIIECCE JOP30BEHTPAILHOI0 PA3Ae/IeHUs KJIeTOK
KayJaJIbHOI'0 BO3BBIIICHUS IIPUBOLAT K medeKTam
KpecTIia AuCTaJibHee IePBOro KPeCTI[OBOr0 I03BOH-
Ka, a TaK/Ke K aHOMAaJIMSIM MOYEIOJOBOI CHCTEMBI
¥ aHOPEKTAJIbHBIM MaJib(opMamusam (HapylIeHune
paspenenus kjaoaxku) [6]. [loaBieHue mpecakpasb-
HOU TepaTOMbI PsJ aBTOPOB O0BACHSIET IEePCUCTEH-
uel CTBOJIOBBIX IJIIOPUIIOTEHTHBIX KJIETOK B 9TOM
obsactu [ 7-9].

Currarino m coaBT. IIPEIJOKUJIN TEOPHUIO0 O
«CHUHAPOME Pa3IeIeHHOU XOPIbI», COIrJIACHO KOTO-
poOii Xopza pasmesisieTcs Ha JBe YacTH M3-3a HAaJu-
YK IATOJOTMUYECKUX CIAeK MEXKIy SHTOAEPMOM u
HePOSKTOAEPMOI1, UTO BIIOCJIEACTBUU IIPEIISITCTBYET
coenmHeHUIO 1MO3BOHKOB [1]. Ilo muenmio Gegg u
COAaBT., 9Ta TEOPUSA HE O0OBACHSET BOSHUKHOBEHUS
IPYrUX aHOMAJHI KaymaJbHOM dYacTu sMOpPHOHA,
onucauubix npu CK. BmecTo sToro, mo ux MHEHHIO,
medeKT MOJIKEeH HAXOAUTHbCA B XBOCTOBOW dYacCTHU
5MOpHOHAa ¢ HapyIIeHneM BTOPUYHON HEeNPYJIAINH.
IIpu TakuX yCJIOBUSAX MOKET BOSHHUKHYTH OIIMCAH-
Hada Tpuazga [9].

B 2003 r. Liu u coaBt. cmogenupoBaiau CK B
9KCIepUMeHTaJbHOI padoTe, MPEAIIOJNIOMKUB, UTO
AaHOPEKTAJNbHBLIN MOPOK M IIpecakpabHoe o0paso-
BaHMe HUMeEIOT o0Imuii smOpuorenes. Ha 9-ii meHb
recTanyy MbIIIAM BBOJUJINA STUJIOBBIA dhup amu-
TpeTuHa. [[asee mMpousBOaMIACH CEKITUA SMOPUOHOB
Ha 9—18-e CyTKHU C OKpaIllMBaHNEM ¥ MUKPOCKOIIN-
eli moJIy4eHHBIX cpe3oB. Ha 9-e cyTKu y oMOPHOHOB,
00paboTaHHBIX STHUJOBLIM 3(pHUPOM aIUTPETHUHA,
ObLIa OOHapysKeHa IIpoJindepanus HeHPOSIUTEIN-
aJIbHBIX KJIETOK B IIpecaxkpaJibHoi obaactu. Ha 12-e
CYTKU BU3YJIM3UPOBAJICA KaHaJ MEXXIy Heiposmu-
TeJNAJbHLIMA KJIETKaAMU 00pPasOBaHUA U Kaynajb-
HBIM KOHI[OM sMOpuoHa. Ha 13-e cyTKu ompezmess-
Jlach aHOPEeKTaJbHAsA MaJIb(OPMAaIlUA B COUETAHUU
C YPOTeHUTAJILHLIM cuHycoM. Ha 14-e cyTku ObLIN
obHapyskenbl onyxonu. Ha 18-e cyrku 76,9% (30
u3 39) MBIIINHBIX SMOPUOHOB MMEJIN AHOPEKTAaJb-
HYI0 MaJb(popMaruio, BCe KUBOTHBIE NMeJIN IIpeca-
KpajabHOoe o0pasoBanue u nedeKT KpecTia. ABTODPBI
pe3loMUpoOBaIN, UTO aHOMaJbHadA au@depeHIIUA-
IUsI XBOCTOBOT'O BO3BBIIIEHUS 9MODPHOHA IIPUBO-
OIUT K IIOABJEHUIO ae()eKTOB B AHOPEKTAJIbHON
obJjlacT M KayAajJbHOII YacTH HEePBHOW TPYOKH.
AnomaabHBIE Me3eHXNMAaJbHBIE MACCHI OJIOKUPYIOT
HOPMAaJIbHOE HUCXOKIEHNEe KJIOAKU Uepe3 3aIHI0I0
YacTh KJOAKaJbHOIU MeMOpaHbl. BriocieacTBuu 5T0
OPUBOAUT K OOpPasOBAHUIO CBUINEI, BXONAINUX B
COCTaB AHOPEKTAJbHBIX MaJab(OpMaIiuil, IOsSBJIE-
HUIO IIPecakpaJbHBIX Macc u Tepatom [10].

ITo Teopum Bentley u coast., mpuumHOii o0pa-
30BaHUS MPECAKPAIBbHBIX, PETPOCAKPAIBHBIX MAacC
¥ KUIIIEUHBIX KUCT SIBJISETCSA HeymauHas Pe3oporus
CBHUIIA MEXK Y 9HTOIePMOT 1 HeliposKToaepmoii [11].

B 2000 r. Weinberg mpezaonao:Kuia, 4To IIpe-
CaKpaJbHBIE MACChI, OIIMCAHHbLIE KAK TEePaTOMbBI, Ha
caMoM [eJie, SIBJAIOTCSA raMapTOMaMM, YUYUTHIBAS
ux mobporauvecTBeHHOCTH [12]. Puck manuruamsa-
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nuu IpecakpanabHoi TepaTroMmbl npu CK cocraBaser
0K0J10 1%, B TO BpeMs KaK BEPOSTHOCTL O3JIOKA-
YEeCTBJIEHUS, HAIPUMepP, KPECTI0BO-KONUYUKOBOU
TepaToMbl HAMHOTO BbIIIIE [4].

Martucciello u coaBT. ony0anKoOBaJIM COOOIIE-
HIE 0 TOM, uTO yacTh nanueHToB ¢ CK umeer anoma-
JINY MHTPAMYPAJIbHBIX HEPBHBIX CILJIETEHUIN KUIIIeY-
HUKAa, KOTOPbIE IOABJSIOTCS BCJENCTBHE HapyIIe-
HUA HUX KaygaJdbHoli mMurpamuu. KIMHUYECKU Yy
IeTeill aTO IPOSBJIAETCSI CHMIITOMATHUKON 00JIe3HU
Tupmnpynra [13].

Konnern oOHapyXUIN KOPPEIANHUI0 MEXKIY
HAJIMYMEM KPECTIIOBOro aed)eKTa U «BBICOTOM» aHO-
peKTaibHOoi Manbhopmanuu. IIpu «BBICOKUX» (hop-
MaxX aHOPEKTAJIbHBIX IIOPOKOB AreHes3usi/THUIIOILIa-
3Usl KPecTiia BcTpeuaercs ropasmo garie (45-59%),
10 CPABHEHUIO ¢ «HU3KuMu» hopmamu (19% )[4, 13].

Ilo gaHHBIM JHUTEPATYPBI, HEJIb3S HUCKJIIO-
YUTHh POJIb OCTPBIX U XPOHUUYECKUX 3a00JIeBaHUK
MaTepd BO BpeMs 0OepPeMEeHHOCTH B BO3HHKHOBE-
anu CK. B psage wucciaegosanuii oxosio 15—25%
marepeit gereii ¢ CK umMenu HMHCYJIMHO3aBUCU-
MbBIU caxapHbIi auabet [1, 4, 14]. ITocae 1940 r.
B [eYaTH HOSBUJINCH JAHHbIE O IIATOTE€HHOM BJIU-
SAHUYM MaTePUHCKOI'O CaXapHOro auabera Ha ILJIOX.
Caxapunlii guaber y marepu B 15-25% cayua-
€B IIPUBOAUT K AareHe3UH/TUIOIJIA3UKU KPEeCTIia
WM KOIMUWKA, AaHOMAJIUAM HUMKHUX KOHEUYHOCTeH
W CIIMHHOMO3TOBBIM TIpbl:kaM [4]. Duraiswami u
COaBT. 9KCIEPUMEHTAJIbHO JOKAa3aJi IIaTOTeHHOe
BINSHNE WHCYJINHA HA PA3BUTHE KYPUHOT'O d3MOpPHU-
ona [15]. B 1959 r. Blumel u coasr. obGparuiu
BHUMAHHUE HA TO, UTO €T C areHesrell KpecTiia
POKIATNCH OT MATepeil, y KOTOPBIX HaOJIIOAAINCH
HapPYIIeHUs TOJEPAHTHOCTA K IJII0K03€, WHCYJIUH
9TU JKEHIIUHBI He MpuHUMaau [16].

Welch u Aterman Ha oCHOBaHHY CBOUX HCCJIE-
IOBAHWUU CHeJIaId IIPEIIIOJ0MKeHNe, UTO areHe3us
KpeCTIa U JPyrue aHOMAaJuKU BO3HUKAIOT y dMOpHU-
OHOB C T€HEeTUYECKOH! IIPeIPaCIOI0MKEHHOCTBIO 10T
BO3IEMCTBUEM PAa3JIMYHBIX (DAKTOPOB, B T.4. MHCY-
JINHA, aHTUTEJ K WHCYJUHY WJIN APYTUX HapyIle-
HUH yryieBogHOTO obmeHa [17].

Cohn u Bay-Nielsen mpeamosnosuin, 4To mep-
BONPUYNHON aHOMAaJbHOU AuG@PEepeHIIuPOBKU IIPU
CK saBasierca nedeKTHBIN I'eH, CIEILIEHHBIA ¢ X
xpomocomoii [18]. B Gosee mosgHMX oTueTax ObLIa
onybJanKoBaHa MHMpopManusa o6 ayTOCOMHO-IOMMU-
"HaHTHOM Tuiie HacaemoBanus CK [4, 19]. B mocie-
IyIuX paboTax oTMeueHa 6OJIbINAS BEPOATHOCTh
HaJauuusg myTtanuu B rede HLXB9 y maiueHToOB C
aHOpeKTaJbHBIMU mOpoKamu [4, 13, 14, 20, 21].

B 1995 r. 6b11u HalifeHbl MYTAIIUN B XPOMOCO-
me 7936, cBasaumubie ¢ passutueM CK, a mosgmee
ObLT yTOUHEH MyTupoBasiuii red — HLXBYI [4, 21,
22]. B 2004 r. Martucciello u coaBr. coobmiuin,
yTO BaprabebHOCTD IIPOABJIEHUN CUHAPOMA CBsA3a-
Ha ¢ IIepeMeHHON sKcCIIpeccueil B MyTaHTHOM IeHe
HLXB9 xpomocomsl 7q36 [21]. Kochling u coasr.
MIPEAIOJIOMKIIN, UYTO Bapuamuy (DeHOTUIIA CBSI3aHbI
c aHoMausaMu crpoernsa 6eaxka HB9, cuuTes KoTo-
poro, B cBOIO ouepenb, Kogupyercs reaom HLXB9
[23]. TakuM 06pa3oM IOSABUIUCH IPEAIOCHIIKY IJIA
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BO3MOJKHOCTH IIOATBEPIKICHUS AUarHos3a y 0eccrm-
IITOMHBIX T'€TePO3UTOT U ONIPEeIeJeHUs WNCTUHHON
BcTpeuaemocTu 3aboseBanusd [11].

Myranus resa HLXB9 B xpomocome 7q36
ABJAETCSA IPUUYUHON «ceMelinbIx» caydaeB CK [9].
IIpoBoamInCch MCCIENOBAHUA, B KOTOPBIX KOJLJIETH
AHAJIMBUPOBAIN T'€HOTUIINYECKO-(DEHOTUIINYECKYIO
KOPPEJIAIUIO IPOABJIEHUN CUHIPOMA, & TAKIKe OIIU-
ChIBAJIY BapUabeJIbHOCTh (DEHOTUIIOB Y HAIMEHTOB C
cemeiinbiMu popmamu CK. Myramuu ObLIN UAEHTHI-
¢unupoBaHbl B OOJILIINHCTBE CIy4YaeB CEeMEMHOIo
CK (70%) u y yactu y namuenTos (30% ) co cmopa-
audeckoit opmoii [24].

CK umeeT BBICOKYIO (DEHOTHUIHUYECKYIO M3MEH-
YUBOCTh. BcTpeuaeMOCTh HOBBIX MY TaIl1ii COCTABJIS-
er 15% [22, 23, 25, 26], B cBsi3u ¢ uem Martucciello
¥ COaBT. OBLI MIPEAJOKEeH BapHaHT KJaccu(puKa-
Y B 3aBUCHUMOCTU OT HAJWYMUS Te€X UJIN HUHBIX
deHOTUIINUECKUX NPOSABJIeHUN cuHApoma. Ilo mx
KJaccupuranuu noaraa ¢opma CK BrIouaeT Bce
TPU KJIOUYEBble aHOMAaJIHUU, CpemHsas opma — aBe,
MUHUMAaJdbHaA (popma — oxuy [13, 21].

st pacuera PUCKOB BOBHUKHOBEHUS JAHHOTO
3a00/IeBaHUsI B CeMb€ BO3MOJKHO KCIIOJIb30BAHUE
MIPOOAHIZOBOr0 METO[A IIPU YCJIOBUM, UTO UIEHTHU-
umuposan cuenupuueckuii rex. B padore Lynch u
COaBT. YJAJIOCh BRIABUTDH JaHHBIN red v 90 uesioBek
u3 110 (B mcciaemoBaHUU TPUHUMAIW ydactue 13
cemeii). IIpu pPeHTreHOJIOTUYECKOM WCCJIEeTOBAHUM
Tasa y 44 yesnosek (49% ) aHomauii pa3BUTHUS Opra-
HOB MAaJIOTO Tas3a BBIABJIEHO He ObLi10, y 18 (20%)
OBbLIV TUATrHOCTUPOBAHBLI CJIOKHBIE BADUAHTHI IIOPO-
KoB [27].

Knunuueckas kapmuna CK mmeer ocobeHHO-
cru. CK ompegeinsercss coueTaHleM MHOYKECTBEH-
HBIX AHOMAJIMI: IOJHOTO OTCYTCTBUS/YACTUYUHOTO
Hegopassutusa Kpecrma (hemisacrum), kax mpa-
BUJIO, C yJ4aCTHEM KPECTI[OBBIX IIO3BOHKOB (S,—Sjy),
pPas3JIMYHBIX BAPUAHTOB aHOPEKTAJBbHBIX Maab(op-
Manuii (aHOPEeKTaJbHBIA CTEHO3, aHOPEKTAaJIbHBIEe
mopoku 6e3 CBUIIA U CO CBUIIOM — BECTHUOYJISIPHBIM,
IIPOMEXKHOCTHBIM, BE3WUKAaJbHBIM, YPETPaJIbHBIM
U JIp.) U HAJIUUYMEM ITpecakpajbHBIX 00pasoBaHUI
[10].

Anomanuu pasButusa Kpectima B coctaBe CK
BKJIIOUAIOT IOJHOE BPOYKIEHHOE ero OTCYTCTBUE
(areHe3uio) uJIM HETOPA3BUTHUE — OTCYTCTBUE
YacTU IO03BOHKOB (THUIIONJIAa3Ui0). AyTOCOMHO-
IToMuHaHTHAsA ()OpMa CAKPAJIBHOM AreHe3Wy YacTo
OIIMCBHIBAETCSA OTIEJbHO, KAK YACTUUYHAS IHCTeHe-
31s KpecTra. B 6oJiee CIOMKHBIX CIydasX IeMHuca-
KpaJausamnus CBsI3aHa ¢ Ipe- UM PeTPOCAKPATIbHBI-
My Maccamu (IepegHee MEHHHIOIeJIe, KUIIEUHAS
KHCTa U/UJIU IPecakpaibHAS TePaTOMa) U aHOPeK-
TanrbHOl MaabdopMalueii. IMeHHO Takoe coueTa-
Hue BoIgessaioT, Kak CK. YacTh aBTOPOB MCHOJIB30-
Bayiu Tepmuu CK, HeKOTOpBIe OIpeneasaain TPuanLy,
kaxk ASP (anal anomalies-aHopeKkTaabHBIE TOPOKU
sacral defect-mopoxu passuTus Kpecria, presacral
mass — IpecakKpaJjibHble oOpasoBanmuda). B mapyrux
paborax peupb IJIa O HACJIEACTBEHHON AareHesuu
KPeCTIIa, a Tpuaa OM1ChIBAIACH KAK YaCTh CUHIPO-
Ma KayaajabHoI perpeccun [14].
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Vpoaoruueckas marojorus y manueaTo ¢ CK
MOKeT OBITh Ipe[cTaBjJeHa AYILINKATYPOH Moue-
TOUHHNKA, IOJKOBOOOPA3HON MJU YABOEHHOW IIO0U-
KOIi, IIy3bIPHO-MOUYETOYHUKOBBIM PEe(IFOKCOM, JVC-
mIasueil moueK Mau rumocnanueii. OnybJanKoBaHa
pabora, omuceiBaromiaa 205 mammentoB ¢ CK, us
KOTOPBIX ¥ 35% ObliIa OOHApPYyKeHa TUCHYHKIUS
MoueBBIeuTeNbHON cucTeMbl [2]. CornacHo Apy-
T'UM aBTOPaM, BCTPEYAEMOCTh YPOJIOTMYECKOM IaTo-
noruu npu CK cocraBaser 20% [28]. IlamueHTsI
¢ CK 3auacTymio AeMOHCTPHUPVIOT IIIUPOKUI CIEKTP
YPOAMHAMUYECKUX HaPYIIeHUN: HeHpPOTreHHbIN
MOUYEBOH Iy3bIPh (AMCCUHEPTUS HEeTPy30pa, HaTo-
JIOTUSI KPECTI[OBOI'0 OT/AeJia II03BOHOUHHKA WJIU
nepudepuuecKuX HEPBHBIX BOJOKOH), HAPYIIIEHNs,
CBsI3AHHBIE C AHOMAJIMUSMU PA3BUTUS MOUYEBBIIE-
JauTesbHOU cuctembl [29, 30], uTo yacTo ABIgeTCA
OPUUYNHON PEeIUAUBUPYIOIMNX HNHPEKIIUN Moue-
BBIBOAAINUX IIyTel, IIYy3BIPHO-MOUYETOYHUKOBOTO
peduiokca u BropuuHOro ruapoHedposa [31]. Ilo
maaaeiM Crétolle u coast., 14% mnamuentos ¢ CK
umeiloT Hemep:xkaHume mouu [28]. Hepemko mapy-
meHre (PyHKIMK Ta30BLIX OPraHOB y IAIIMEHTOB C
CK 00ycJ0BI€HO HAJUYHEM IIATOJOTHUU CIIMHHOIO
moara [32]. Onucansbl coueranubie ¢ CK runekoso-
ruyecKue aHOMAJIMU: ABYPOras MAaTKa, YIBOEHHOE
BJIATAJIUIIE, NBYPas3neJbHBIN KauTop [33].

IIpecakpanbuble oOpasoBaHusa (mepenHee
MEHUHTOIIleJIe, IIPecaKpajbHbIe TEPATOMBI, JIHIIO-
MBI, FaMapTOMBbI) MOTYT KJMHUYECKM HE IIPOSB-
JISITbCS WJIA COIMPOBOKAATHCA 3aMEePIKKON CTyJa,
HeIep:KaHmeM MOYM, AUCMEHOpeeil, MEeCTHBIMU
HEeBPOJIOTUUYECKUMHU CHUMIITOMAaMMU, IapecTe3uei
win cumnromamu mopakenus I[HC (TomrHora u
roJioBHasi 00Jib, BOSHHUKAMOIINE I[IPU HArPys3Ke u
Karmire) [34].

K peakum ocinoxxkuenusm CK oTHocAT Ta3oBbIe
abcIiiecchbl, 3JI0KAUYECTBEHHOE IIePEpPOKIeHUe IIpe-
CaKpaJIbHBLIX OIyXoJiel, MeHuHruT. Ilo naaabiM de
Backer u coaBT., HeImoiHasT PE3EKI[Us IPECAKPATIb-
HO! TepaTOMbI WJIY ee 3JIOKAUYeCTBEHHAs IIPUPOAa
MOT'YT CTaTh IPUUYNHON PEeIlUANBa JAHHOMU OIMYXOJIHN
mocJie ynaienus [35].

Cuuraercs, 4TO IpeHATAIbLHOE YIbTPA3BYKOBOE
uccaenoBanue (Y3UM) mo3BosiAeT BLIABUTH HAJIUULE
mpecakpajabHBIX o0pasoBanuii B 50% ciayuaes [26].
Opmaxko paboOTHI O paHHEl HpeHaTaJIbHON AUATHO-
ctuke CK equauyHb [36].

TemeTnuecKuii aHaan3 Ha MyTaIlUU, IIUTOTEHE-
TUUYECKUN U IPEINMILIAHTAIIMOHHBIN IreHeTUUeCKUi
aHaJIM3 TaKyKe MOr'YyT IIOMOYb B IIPEHATAJBLHOM aua-
rHOCTHKe maTtojoruu [37]. AHAIU3 aMHUOTHUYECKON
JKUIKOCTH, IIPOBEIEHNE MOJIEKYISIPHO-TeHeTUUECKO-
0 MCCJIENOBAHUS IO3BOJISIET BLISIBUTH I'€TEPO3UIOT-
HbIX Hocuteseii rena CK [38].

Ilocsie poxkaeHUsS HEPEOKO IEePBLIM KJINWHU-
yeckuM npossiaeHueM CK saBisercsa Hapyllenue
OTXOJKJIEHUS KUIIEYHOI'0 COAEPIKUMOr0 B CBA3U
C HaJIMYMEM AaHOPEKTAJbHOI'O MOPOKA PAa3BUTHS,
HAIpuMep, aHOPEKTaJbHOrO cTeHosa. VHorma Ha
TMEePBBLIN IIJIAH BBIXOMAT THOMHBIE OCJOMKHEHUSA —
TasoBble abCIIeCChl KaK Pes3yJbTaT HATHOEHUS IIpe-
cakpaJbHOro o0OpasoBaHHA. B MaHHBIX Ccaydasx
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XUPYypPrudecKasi KOPPeKIus IPOBOAUTCS C IIPUMe-
HEHUEM IIPEeBEeHTUBHOI'0O CTOMUPOBAHUSA C IIOCJIENy-
IoIei paguKaJIbHOU oneparnuei [39].

HoBopo:xaenHoii pebeHOK C aHOPEKTAJbHBIM
IOPOKOM B 00s3aTe/JIbHOM MOPAAKE NOJIKEH OBITh
KOMIIJIEKCHO O00CJIeIOBAH HAa IIPEIMET COIIyTCTBY-
omieil maToJoruu. B TakoM cJiydae BBISIBIEHUE
KPEeCTIIOBBIX aHOMAJHII M MIpecakpaJbHBIX o0pa-
30BaHUII MO3BOJIUT HOCTABUTH BEPHBLIN AUATHO3 U
OIIPeeIUTh TAKTUKY JeueHus [40].

B duaznocmurke CK 60JIbIIIyIO POJIbL UTPAIOT Pa3-
JIMYHBIE METOJbI BU3YaJIU3AIINN, XOTS HEPEIKO IIPU
V3U BOBHUKAET CJIOMKHOCTHh OIIpPeAeseHus HNCTOU-
HUKa 00pasoBaHUA, €ro CBA3b CO CIIMHHOMOSI'OBBIM
kKaHaysoMm. CieayeT HOAUEePKHYTh HEOOXOAMMOCTBH
IIOJINTIOSUI[MOHHOI'0 CCJIEIOBAHNSA C NUCIIOJIb30BAHM-
€M HeCTAaHIAPTHBIX TPAHCIEPUHEAIbHBIX U J0PCAJIb-
HBIX ITapaBepTeOpaIbHBIX CKaHOB [41].

MaruurtHo-pesonancHas Tomorpadua (MPT)
IIPEBOCXOAUT APYrue HNHCTPYMEHTaJbHbIE METO-
IObl HCCJEJOBAHUS B IUATHOCTHUKE IIPECaAKpPaJib-
HBIX 00pa3oBaHuii 1 BO3MOKHBIX MHTPACINHAJb-
HbIX HapyineHui [14]. JlaHHBIF MeTOJ] IO3BOJIAET
nu(depeHIIIPOBATh IIPECAKPAJIbHbBIE OIIYXOJUW OT
WHTPACIUHAJIBHBIX UJIU JPYTOU ITaTOJOTUN, HAIIPHU-
Mep, cuHApoMa (PMKCHUPOBAHHOTO CIIMHHOTO MO3Ta
[1, 29, 42].

KomneioTepuas Tomorpadus He cHocoOHA B
IIOJIHO!I Mepe OTPasuTh KAPTUHY HHTPACINHAJb-
HBIX aHOMAJINH, [IPU 9TOM HECeT JIYUEeBYIO HATPY3KY
[20].

B kauecTBe OIIOJHUTEJNBHBLIX MCCJIELOBAHUI
PAL aBTOPOB, IMOMHMO KOMIIJIEKCHOTO 00cCjemoBa-
HUSA OPTaHOB MAJIOT0 Ta3a, PEKOMEHIYeT IPOBOIUTD
reHeTUYECKOe 00CIieoOBaHIEe KaK CaMOro IallieHTa,
TaK W ero OJMKaWIINX POACTBEHHHUKOB. Kpome
TOr0, CUMTAeTCA HeoOXoauMbIM mnpoBemeHue MPT
YV POACTBEHHUKOB, IIOJIOMKUTEJbHBIX II0 MYTAHTHO-
My TeHy, Jake IIPU OTCYTCTBUM y HUX TUIUUYHBIX
nedeKToB KpecTioBoi obaactu [43].

Eme ogun Ba:kHBIN acmeKT B guarHoctuke CK
— ompejeJieHWe T'HUCTOJOTMYECKOro THIIA IIpeca-
KpaJabHOTo o0paszoBaHusi. HeKoTopble BUABI OIYX0-
JIel MOTYT MAJUTHU3UPOBATHCS WJIU IaBATh TaKuUe
OCJIOJKHEHUSI, KAK MEHHHIUT U HEBPOJOrMYECKUe
cumMmnToMel [43, 44].

Hugpgepernyuanvroii duazrnosd CK nmpoBosuTca
C M30JIMPOBAHHOII CAKPAIBLHON areHe3nuei 1 CUHIPO-
MOM KayAaJbHOHN perpeccuu, IPUUYMHON KOTOPBIX
HEpPeIKO CTAHOBUTCA MATEPUHCKUUN UM TecTallu-
OHHBIN caxapHbIii numaber [45]. AreHesus KpecTia
MOKeT OBbITh BBISIBJIEHA B COCTABE TAKUX CUHIPOMOB,
kak VACTER-acconuamnua (aHOMAJIWM IT03BOHOY-
HUKA, aHOPEKTAJIbHbIE IOPOKU, IIOPOKU CEPHAEUHO-
COCYIMCTOIl CHCTEMBI, TpPaxew, IUIIEeBOJA, II0UEK
u gedopmanuu KoHeuHocTei) u Kominiekc OEIS
(omphalocele — ompamnonere, exstrophy of bladder
— sKCcTpodusa MOUEBOTO IIy3wIps, imperforate anus
— aHOMAJINSA Pa3sBUTHUA aHyca, sacral abnormalities
— IDOPOKU pasBUTUA KpecTra). Takke B nuddepeH-
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MUAJIbHBIN JUATHO3 MOI'YT OBITH BKJIIOUEHBI PA3JIAU-
Hble BHUIBI aHOPEKTAJbHBIX Majb(opMaluii, u30-
JIMPOBAHHBIE TOPOKU MOUYETIOJIOBOM cucTeMbl [ 28].

Jeuwenue CK xupypruueckoe, HalpaBJeHO Ha
KOPPEKIINI0 AHOPEKTAJIbHOI'0 MOPOKAa U yIaleHue
mpecaxkpajbHOro obpasoBaHusA. Heo6XoammMo mOM-
HUTh O BO3MOXXHOCTY O3JIOKAYECTBJICHUS OIYXOJIHU.
Bo Bpemsi omepaTMBHOrO JIeUEHUS PaIUKaJIbLHOE
yIajieHne OIIyXOJIM BMECTe C AUCTAJIbHBIMU KOII-
YUKOBBIMHU ITO3BOHKaMu obsizaTeabHo. [Ipu masur-
HUBAIUM IIPECAKPAJbHON ONYXOJU MIPUMEHSIOT
xumuoTepanuio [28]. Hanuuwme raHoOiiHOTO ouara B
mepuaHaJbHON 00JIaCTH MHOTA MOJKET CBUAETEJIb-
CTBOBATh O HU3KO PACIOJIOKEHHBIX ITPECAKPATBbHBIX
U peTpocakpasbHBIX Maccax [46]. IIpecakpanbHOE
o0pasoBaHne MOKET MMETH CBSI3b C ITIO3BOHOYHBIM
KaHaJIOM, YTO 3a4YaCTyI0 IPUBOAUT K HEBPOJIOTHUE-
CKOI CHUMIITOMATHKE KaK 10, TAK U IIOCJIe OIlePaIluu
[28, 47].

s ynaneHus TIpecakpasbHBIX ONYyXOJei
IIIXPOKO UCIIOJb3YeTCs 3aJHeCATNTTAJIbHBIN JOCTYII
B pas3iIUYHBIX MoguduKanuax [48, 49].

Cpenu IeTCKuUX XHUPYPTrOB OOIIEIIPUHATA METO-
IUKaA aHOPEKTOILIACTUKY 10 Pena, KoTopas ycIIel-
HO nmpuMeHseTca B Poccun u 3a pyodesxkom 6osee 30
ser. IIpUHIIUIBI MAKCUMAJILHO BO3MOMKHOTO COXPa-
HeHus CQUHKTEPHOrO ammapara MIpPSMOM KUIIKU’
00s13aTeJIbHO JOJIKHEI OBITH COOJIIONEHBI IIPHU OlIepa-
tuBHOM Jieuenuu CK [50].

3akaouyeHue

CK — penxuii BPOKAEHHBIN IIOPOK Pa3BUTHUA,
TPeOYIONINiI CBOEBPEMEHHOT'0 OIIePATUBHOIO Jieue-
Hud. Hepenko CK saBaseTcsa mposBIeHNEM I'eHeTH-
YeCKOM MyTaIluH; BCTPEUYAIOTCSA KaK ceMelHbIe, TaK
¥ cIIOpaJuyvecKue Caydau.

B macTosIiee BpeMA CyIIeCTBYIOT METOABI IIpe-
HaTaJbHOW OWAarHOCTHUKU 3aboseBaHuA (COHOTpa-
¢usa, pasauyHbIe BAPUAHTHI TeHETUUYECKOTr0o obcJie-
JIOBaHUS).

ITposasnenunem CK mociie po:xaeHUuS B IIEPBYIO
ouepenb SBISAIOTCA Pas3jNUHbIe BAPUAHTHI aHOPEK-
TAJIbHBLIX IIOPOKOB, YTO TPedyeT OCOOEHHOI0 BHU-
MaHUA CO CTOPOHBI KJIMHUIIUCTOB, TaK KaK IIPHU
BBISIBJIEHUU Y HOBOPOMKIEHHOTO C aHOPEKTaJbHON
magabpopmarieii CK HeoO0X0oaAMMO M3MEHUTL TaK-
TUKY XUPYPTUUECKOTO JIeUeHUA — 00'beM OIleparuu
BKJIIOUAET, IIOMUMO aHOPEKTOILIACTUKHU, yIaJIeHUe
IpecakpaJibHOT0 00pasoBaHUsA.

Ociao:xuaenus CK cepbe3Hbl, BKIIOUYAIOT KUIIIEU-
HYI0 HEIPOXOAUMOCTD, Ta30Bble abCIecChbl, MEHUH-
TUT, TUCPYHKIIUIO OPTaHOB MAaJIOTO Tasa, a TaKKe
MaJINTHU3AINIO TPeCaKPAJIbHBIX OITyXOJIe.

Kongauxkm unmepecoé: asmopb. cmambu nodmeep-
Juau omcymcemeue GuHAHCO80l noddepicku uccredosa-
HUs, 0 KOMOPOiL Heo6x00UMO COOOULUMD.
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BUPYCHEBIN TEIIATUT C C ITEPMHATAABHBIM ITYTEM
NHOULIMPOBAHUS: JITMAEMUNOAOINA 1 OCOBEHHOCTU
KAMHNUYECKOI'O TEYEHUA

IOIBY «AeTcKuit HayYHO-KAMHUYECKUIA [[eHTP NH(PEKIMOHHBIX 6ore3Hel DepeparbHOTO MEeANKO-OGUOAOTMIECKOTO
arenrcrtBa», 2OIBOY BO «Cankr-ITeTepOypreKuii roCyAapCTBEHHBIN TEAMATPUYECKUN MEAUIIMHCKUN YHUBEDCUTET»
M3 P®, Cankr-Iletepbypr, PO

B craTtne nmpencraB/ieHbl COBPEeMEHHbBIe JJUTepaTyPHbIe JaHHbIE, IIOCBAIEHHbIEe TEUeHUI0 BUPYCHOI'O
renatura C (BI'C) y mereii ¢ nepuHaTaabHbIM IyTeM MHpuupoBanua. OnucaHsl 0COGEHHOCTH Tede-
Husa BI'C y mereii ¢ mepuHATAJBHBIM IIyTeM HH(MUIUPOBAHUSA, PACCMOTPEHBI KINHUYECKHe H JJadopa-
TOPHBIE 0COGEHHOCTHU 3a00JI€BAHUT B CPABHEHNH C TeUeHHEeM 3a00JeBaHUA Y B3POCJBIX IAIMEHTOB.

IToxgpo0OHO npeacTaBIeHb MEPOBBIE dIIUAEMHIOJIOTMYeCKIe JaHHbIe, I0OKa3aTeau 3a6oaeBaemoct BI'C
H 4acCTOoTa 3JIUMHUHAIIMU BHUPYyCa, a TAKKe JaHHbIE 110 PAa3IMYHBIM CTPAaHAM M peruoHaM.

Knrouesvie cnoea: supycuuiii cenamum C, demu, nepuramaJibHoe UHQUUUPOBAHUE, 8POX#OeHHbLIL
zenamum C, zenamum C, 8poxcOenHas UHQeKyus, HO80POXcdeHHbLil, XpoHudeckuil zenamum C, HCV-
uHn@eryus, supyc zenamuma C, BRympuympooHas uHPeKyusl.

Hum.: BA. I'pewnsaxosa, JI.I'. I'opavesa, H.B. Ckpunuenxo. Bupycuuiii zenamum C ¢ nepunamaJbHulm

nymem uHGUUUPOBAHU: INUOMUOLO2USL U 0COOEHHOCMU KAUHUYecK020 meienus. Ileduampus. 2019;
98 (2):203-208.
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VIRAL HEPATITIS C WITH A PERINATAL INFECTION
TRANSMISSION: EPIDEMIOLOGY AND CLINICAL
COURSE PECULIARITIES
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The article presents current literature data on the course of hepatitis C virus (HCV) in children
with perinatal infection transmission. It describes HCV course peculiarities in children with
perinatal infection transmission, clinical and laboratory features of the disease in comparison with
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