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BOJIESHb I'TPHIIIPYHIA 1 CUH/IPOM JIAYHA
KAK COYETAHHASI IIATOJIOTHA Y JETEU:
AHAJIN3 COBCTBEHHbIX HABJIOAEHUU
1

TI'Y «Pecnybaukanckutl HayuHO-NPAKMUYECKUN ueHmp 0emckou xupypauus’,
YO «Benopyccruil zocydapcmeenviil MeOUUUHCKUL YHUGEPCUNem»’

bonesnv I'upunpymnea — neupoxpucmonamusi, KAACCUYECKUL NPUMED KOMNACKCHOU zeHemuue-
CKOU NAMOS02UU, XAPAKMEPUIYEMC S OCAHOBKOU HOPMALOHOU MUZPAUUU HEPEHO-2PeOeUK0BbLY
KAEMOK U ux Ouppepenyuposku na npomsKenuu Kuwxu. Imo obsscusem ece 6ovuiee KoauUe-
cmeo nabawdenull cemelinvix cayuaes 6oaesnu Iupunpynea, conymcmeyouux 6poKOCHHOLY 3d-
boneeanul u cuHOpPoOMO8, KOMOPOe ONUCHIEACMC XUPYP2AMU B0 GCEM MUPE.

Ileav paGomur: anaru3 cobcmeennvix Haba0denul couemannou namoaozuu 6onesnu I'upus-
npynea u cunopoma Jayna y oemeu 015 ceoeepemenozo npedynpexoenius cepbe3Hvlx 0CA0KHEHUL.

Mamepuaavt u memodwvi. C 2010 no 2019 200 (10 nem) u3z 149 nayuenmos, onepuposanoix
6 PHIII] demckot xupypeuu no nosody Goaesnu Iupwunpynea, 7 demeti (4,7 %) 6viau ¢ cundpomom
Aayna, a 3 ux nux (42,9 %) 6v1.1u npoonepuposanvl maxxe no no6ody poKOeHHbLX NOPOKOE cepoyd.

Pesyavmamot. 3a 10 1em mor nabawodaru 7 demei ¢ couemannou namoaozueli — 6oaenv Iupu-
npynea u mpucomus 21. Ilo noeody 6onesnu I'upwunpynea ece nayuenmol ObLIU NPOONEPUPOBAHDL
PaduKasvHo pasHolMu XuUpypeudeckumu memoouxamu. Humpaonepayuonnvix ocaoxnenutl we 6oL0.
Bce nayuenmor nepeneciu eupunpynz-accouuupo8antvlii IHMepoKoIUm Kax 0o, max u nocie pa-
Jdukaavnou onepayuu no nogody boresnu Iupwnpynza. Bnociedcmeuu nayuenmol HeoOHOKPAMHO
JeUUSUCH 8 CIAYUOHAPEe C 000CMPEHUAMU XPOHULECKOZ0 SHMepoKoaumad. Buiseniennvie epoxden-
Hvle nopoku cepoya Oviiu npoonepuposansl. Kaxooe onepamuenoe emeuamensbcmeo conpogoxod-
JI0CH MUWAMENbHOU N00ZOMOBKOU C HA3HAUEHUEM COOMEEMCMEYULEZ0 MEOUKAMEHMOIHO20 Nee-
HUSL 8 NOCACONEPAUUOHHOM Nepuode ¢ ueavio npedynpexdenus 060cmpenus SHMepoKoIUma.

Bwvieoowt. 1. Couemanue 6onesnu Tupunpynza ¢ cundpomon Jayna — KomMniexcuas zenemu-
YecKas aHOMAaalUsl, CO CJOKHbIM NAMOZEHEe30M, MAKENblM MmeueHuem U nPozHo30M 3a00Ne6aAHUS..
2. Hanuuue 6poxodennvlx nopokos cepoua y 3mou zpynnovl NAyUEHMO8 MOKem 3HAUUMENbHO YXYO-
wumv mevenue u npoeno3 3abdonesanusi. 3. Toavko KomniexcHull no0xod 6 duaznocmure u Jjeue-
HUU MOXXem 06ecneuums CHuKenue 4dcmomol OCA0KHEHUU 6 Zpynne nayuenmos ¢ 60ae3nvio Iupur-
npynea 6 couemanuu ¢ cunopomom /layna.

Katouesvie croea: 6onesnv Fupunpynea, cundpom [Adayna, snmepoxosum.
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HIRSCHSPRUNG’S DISEASE AND DOWN’S SYNDROME
AS A COMBINED PATHOLOGY IN CHILDREN:
AN ANALYSIS OF OUR OWN OBSERVATIONS

Introduction. Hirschsprung’s disease — neurocristopathy, a classic example of complex genetic
pathology, is characterized by the cessation of normal migration of neuromuscular cells and their
differentiation along the intestine. This explains the increasing number of observations of familial
cases of Hirschsprung’s disease, concomitant congenital diseases and syndromes, which are described
by surgeons around the world.

Purpose of the work: analysis of our own observations of the combined pathology of Hirschsprung’s
disease and Down syndrome in children for the timely prevention of serious complications.

Materials and methods. From 2010 to 2019 (10 years) of 149 patients operated on at the Republican
Scientific and Practical Center for Pediatric Surgery for Hirschsprung’s disease, 7 children (4.7 %) were
with Down syndrome, and 3 of them (42.9 %) were also operated on for about congenital heart defects.

Results. For 10 years we have observed 7 children with concomitant pathology — Hirschsprung’s
disease and trisomy 21. For Hirschsprung’s disease, all patients were operated on with radically
different surgical techniques. There were no intraoperative complications. All patients underwent
Hirschsprung-associated enterocolitis both before and after radical surgery for Hirschsprung’s disease.
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Subsequently, patients were repeatedly treated in a hospital with exacerbations of chronic enterocolitis.
Revealed congenital heart defects were operated on. Each surgical intervention was accompanied
by careful preparation with the appointment of appropriate drug treatment in the postoperative period

in order to prevent exacerbation of enterocolitis.

Conclusions: 1. The combination of Hirschsprung’s disease with Down’s syndrome is a complex
genetic abnormality, with a complex pathogenesis, severe course and prognosis of the disease.
2. The presence of congenital heart defects in this group of patients can significantly worsen
the course and prognosis of the disease. 3. Only an integrated approach to diagnosis and treatment
can reduce the incidence of complications in the group of patients with Hirschsprung’s disease

in combination with Down’s syndrome.

Key words: Hirschsprung’s disease, Down’s syndrome, enterocolitis.

EOAe3Hb MMpwnpyHra - BPOXAEHHOe 3aboneBa-
HWe, XapaKTepU3yoLLEeCs HapyLeHNeM UHHEpP-
BaLMU KMLLIEYHMKA U LLeAbIM PSAOM CUMMATOMOB, CBA3aH-
HbIX C 3TOM CAOXHOM natorormeit. ObLenprUsHaHHOM 3THO-
AOTUEN 3aboAeBaHUSI ABASIETCS HapyLleHWEe MUrpauuu
HEPBHbIX KAETOK MO XEAYAOUHO-KULLEYHOMY TPaKTY B ne-
puop ambpuoreHesa [4]. bBoaesHb MMpLunpyHra - HeMpo-
KPUCTONATUA, KAACCUYECKUI MPUMEDP KOMMAEKCHON reHe-
TUYECKOW MaTOAOTMU, XapaKTepM3yeTca OCTaHOBKOM HOP-
MaAbHOW MWUIpaLmMK HEPBHO-TPEBELLIKOBbBIX KAETOK U KX
AMOOEPEHLMPOBKMU Ha NPOTAXEHUN KULIKK. ITO 06bSAC-
HseT Bce BOAbLLIEe KOAMYECTBO HADAOAEHUIN CeMENHbIX
cAyyYaeB 60Ae3HM TMpLLNpYHra, COMYTCTBYHOLLMX BPOXAEH-
HbIX 3a60AeBaHWI U CUHAPOMOB, KOTOPOE OMUChIBaETCS
XMpypramu Bo Bcem mupe [4, 5].

CBOEBPEMEHHOE XMPYPrUUYECKOE AeYEHUE NMO3BOAAET
AOBUTLCS XOPOLLMX GYHKLMOHAABHbBIX pe3yAbTaToB. OpHA-
KO MO MHOTMM NPUYMHaAM NOCAEONePaLnOHHOE TeYeHue
M OTAQAEHHbIE pe3yAbTaThl y psiAa NaLMeHTOB, 0COBEHHO
C COMYTCTBYHOLLEWN BPOXAEHHOM MATOAOrMEN, OCTABASAIOT
xenatb Aydllero. Y 18 % aeten ¢ 6oAe3HbIo TMpLINpyHra
€CTb COMyTCTBYIOLLAA BPOXAEHHaA natonorms [2].

CamMoM CAOXHOM rpynnon NauMeHToB ABASIOTCS AETH
C TpMcoMUer xpomocoMbl 21. CuHApomM AayHa - Hanbo-
A€€ yacTas XpOMOCOMHasi aHOMaAusi, KoTopas coueTaeT-
cs ¢ 6bonesHbto MMpwnpyHra (2-10 %) [2, 11]. Haanune
Y HEKOTOPbIX U3 HUX MOPOKa cepaLa eLle 6oabLue ycyryo-
ASIET TeueHue 3aboneBaHus [1]. Boae3Hb TuMpLunpyHra
B COYeTaHuu ¢ cuHApoMmoM AayHa 1 BIIC BcTpevaetca
y 22 % naumeHToB [3].

bonee BbICOKYO CMEPTHOCTb U BOAbLLEE KOAMUYECTBO
OCAOXHEHWI Y NaUMEHTOB ¢ BOAE3HbIO TMPLLNPYHra B CO-
yeTaHWM C CUHAPOMOM AayHa 06bsACHSAT BOAbLLEN Yac-
TOTOW MMMYHHbIX HapyLlEeHW U MOPOKOB CepalLa, YeM
y AeTel ¢ 6oaesHblo MMplinpyHra 6e3 coueTaHHbIX reHe-
TUYECKMUX CUHAPOMOB [9]. TaxeAble HapyLIEeHUS UMMYH-
HOW M 9HAOKPUMHHOW CUCTEM AEAAIOT NALMEHTOB C CUH-
ApomomM AayHa 6oAaee BOCMPUUMUMBBLIMKU K Pa3AMYHbIM
MHOEKUMAM M THOMHO-BOCNAAUTEABHBIM NpoLeccam. AyTo-
MMMYHHbIE NPOLIECCHI Y AETEN C CMHAPOMOM AayHa (aedu-
UMT T-KAETOYHOrO 3BEHa, MHTEPPEpPOHa), BO3HUKaKOLLME
B CTEHKE KULUKMW, SIBASIOTCSA MPUYMHOWN SHTEPOKOAMTOB
y NauneHToB B MOCAeonepauuoHHoM nepuoae [1-3, 7].
MocreonepaLmOHHBIV FTMPLUNPYH-ACCOLMMPOBAHHbIN SHTE-
POKOAUT MOXET NpuobpeTtaTb XPOHUUYECKOE, PELMANBU-

pytolee TeueHue [10]. Mpu coueTaHun 6oae3Hu TupLl-
npyHra u cuHApomMa AayHa valle BCTpeyatoTcs u Apyrue
nocAeonepaLrOHHbIE OCAOXKHEHWA (XPOHWUYECKME 3amo-
pbl, HEAEPXAHKE KaAa) [6, 8, 9].

LUeAb paboTtbl: aHaAn3 COOCTBEHHbIX HabAIOAEHWUN
COYeTaHHOM NaToAornu BoAe3HU TMpLUNPYHra U CUHAPO-
Ma AayHa y AeTel AAA CBOEBPEMEHHOI0 NpeAynpexAe-
HWUA CEPbE3HbIX OCAOXKHEHW.

Martepuanbl u metoabl. C 2010 no 2019 roa (10 aeT)
13 149 naumeHToB, onepupoBaHHbix B PHIILL aoeTckon xu-
pypruv no nooay 6oae3Hun MvpunpyHra, 7 aeten (4,7 %)
6bIAM C CMHAPOMOM AayHa, a 3 ux HuUx (42,9 %) 6biAK
NpPoOMNepUPOBaHbl TakXe MO MOBOAY BPOXAEHHbIX MO-
POKOB cepaLa. Bce nauneHTbl BbIAM MYXCKOro noAa, A0-
HOLLUEHHbIE.

Pe3yabtaTthbl U 06cy)xaeHue. 3a 10 AeT Mbl HabAto-
AaAV 7 AETEW C COUYETAHHOM naToAoruen — 6oAe3Hb MMpL-
NpyHra u TPMCOMMS No xpomocome 21.

MauneHTbl BbiIAM C pa3HbIMKU BapuaHTaMu nepBuy-
HOM CUMMNTOMAaTUKK BoAe3HM TWpLinpyHra. ABYM nauueH-
Tam 6blAa BbiIBEAEHA CTOMA B NEPUOAE HOBOPOXAEHHO-
CTW B CBA3M C KMLLEYHOM HEMPOXOANMMOCTbLIO B 0OAACTHBbIX
ueHtpax. OAHOMY M3 NALUMEHTOB B PAalOHHOM BOAbHULE
B NEeproAe HOBOPOXAEHHOCTW B CBS3U C KAUHWKOM KK-
LLIEYHON HENPOXOAMMOCTHU BblAa BbINMOAHEHA AMArHOCTK-
yeckas AanapotomMusa. OAHaKo, aHaTOMUYECKUE MPUUH-
Hbl KMLLIEYHOW HEMPOXOAMMOCTH He OblIAM 0BHapPYXeHbI,
yTo BbINO pacLEeHEHO Kak napes ¢ AMHaMWYECKOW He-
NPOXOAMMOCTbIO KULLIEYHUKA, U BPIOLIHAaA NOAOCTb Bbina
ywwTa. MaumeHTbl AAS AAAbHENLLIEro AeYeHusa Bbiav ne-
peBeaeHbl B PHIL, oeTckoM xmMpypruum, rae nocAe npoBe-
AEHUS AMArHOCTUYECKMUX MEPONPUATUIA U MOPPOAOTUYE-
CKMX MCCAEAOBAHUIM ObIA YCTAHOBAEH AMArHO3 HOAE3HM
MMpLnpyHra. YeTBepo naumeHToB HbIAM HampaBAEHbI MO-
AMKAMHWKOW B CBA3M C YNOPHbIMU 3anopamMu ¢ POXAEHUS.

MauneHTam 6bIAM NPOBEAEHbI AMArHOCTUYECKUE Me-
ponpusTua. bbiAa BbINOAHEHA PeKTaAbHast BUONCcKs ¢ Mop-
bonorMyecknm mMccaepoBaHMEM - BbisIBAEHA OOAE3Hb
MMpLlnpyHra. Takxe nauveHTam 6bira BbIMOAHEHA UPPU-
rockonus. Y Tpex naumMeHToB 6biAa BbiABAEHa CyOTOTaAb-
Haa dopma 6oae3HM TMpLunpyHra, y 1 - ToTaAbHas dopma,
y 3 AeTen - pekTocurmonaHan ¢opma. MNMpu npoBeaeHUH
AMArHOCTUYECKMUX MEPONPUSATUI CePAEUYHO-COCYAUCTOM
CUCTEMbI Y TPEX NMALMEHTOB ObIAU BbISIBAEHbI BPOXAEH-
Hble MOPOKK cepaua: Yy AByX nauneHtoB — ABK (aTpuo-
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BEHTPUKYASIDHBIM KaHaA) MOAHas ¢opma, y OAHOro -
MHoXecTBeHHble AMIM (AePeEKT MexXnpeAcepAHOM ne-
peropoaku). Y 1 naumeHta - Manas aHOMaAus pasBuTUA
cepaua (MAPC), oTKpbITOE OBaAbHOE OKHO.

Mo noBoay 60Ae3HM TMpLLNPYHra BCe NauMeHTbl ObIAM
Npoonep1poBaHbl PaAMKAAbHO Pa3HbIMU XMPYPrUYeCKUMM
MeToAMKaMU. MHTpaonepaumMoHHbIX OCAOXHEHWI He BbIAO.

Bce naumeHTbl NepeHecAn rMpLINpPyHr-accouumnpo-
BaHHbIM 3HTEPOKOAUT Kak AO, Tak U NOCAE PaAUKaAbHOM
onepaumu no nosoay 6oaesHu MpLunpyHra. Mpu nccaepo-
BaHWW KaAa Ha NaTOreHHbIM MHOEKLUMOHHbIM areHTy 5 na-
umMeHToB BbiABAeH TokcUH Clostridium difficile. Y Bcex
nauMeHToB OoTMeYanoCb Bonee TAXEAOEe U AAMTEAbHOE
TEeUYEeHWe paHHEero NocAeonepaLmMoHHoro nepmoaa. OpHo-
My naumeHTy 6biAa BbiBEAEHa MAEOCTOMa B MOCAeorne-
pauMOHHOM Mepuoae MOCAE PaAMKaAbHOrO XMpypruye-
CKOro BMelLaTenbCTBa B CBSI3M C Pa3BUTUEM TAXEAOTO
NocAeonepaLroOHHOr0 3HTEPOKOAWUTA. IHTEPOKOAUT ObIA
KynuMpoBaH, cToma bblAa 3akpbiTa Yepes 2 Mmecsiua. Bro-
CAEACTBMM NALMEHTbl HEOAHOKPATHO AEYUAUCH B CTALLMO-
Hape ¢ 060CTPEHNAMM XPOHUYECKOTO SHTEPOKOAMTA.

OAVH M3 NauMEeHTOB C TOTaAbHOW GOpPMON BoAe3HU
MMpLlunpyHra nornb B Bo3pacte 9 AeT Ha GOHe 3HTEpPO-
reHHOro cerncuca B CBsI3W ¢ 060CTPEHNEM XPOHUYECKOTO
TMPLLMNPYH-aCCOUMMPOBAHHOIO SHTEPOKOAUTA. MMauneHT
nepeHec HECKOAbKO OMnepaLuuin, KpoMe onepauun H13Be-
AEHWS KULLKK (MO NOBOAY NepPpopaTMBHOM A3Bbl TOHKOM
KULLUKK, aATE3UOAU3UC), NEPEHEC HEOAHOKPATHOE 3MU30-
Abl TAXKEAOTO SHTEPOKOAUTA.

Takoe nocaeonepaLroHHOE OCAOXHEHWE, KaK 136bI-
TOK CAM3WUCTON 0BOAOUKM MPAMON KULLIKKU, HaBAIOAGAOCH
Yy ABYX MaUMEHTOB B COYETAHWW C CMHAPOMOM AayHa.
AOCTOBEPHO YTBEPXAATb, ABASIETCA AWM 3TO OCAOXKHEHUE
CAEACTBMEM OMepaumnm HU3BEAEHMA (TOACTas KMLLKA,
BO3MOXHO, OblAa BblBEAEHA C HEOOAbLUMM U3OLITKOM)
WAM HEAOCTATOMHOCTBIO KOOPAMHAUMK COUHKTEPHOrO anmna-
paTta nNpAMOW KULIKKM NpPU TPUCOMMKM XPOMOCOMbI 21,
He MpeACTaBAAETCS BO3MOXHbIM. M3BbITOK CAWM3KUCTOM
6bIA UcceueH Y 060MX NaLMEHTOB.

BbifiBAEHHbIE BPOXAEHHbIE MOPOKK cepaLia BbiAn Npo-
ONepMpoOBaHbl: MPOM3BEAEHA PaAMKaAbHAA KOpPpPeKLUMs
NOpoKOB B 3 CAyyasix Y NaLMEHTOB C MOAHOW GOpPMOM
aTpUO-BEHTPUKYASIPHOTO KaHana (ABK) 1 pedpekTom mex-
npeacepaHon neperopoaku (AMIIM), npuuem Koppekuus
ABK npoucxoanaa B 2 atana: 6aHAMPOBAHUE AErOUYHOM
apTepuun 1 panee, B bonee cTapLleM Bo3pacTe — paAUKanb-
Has KOPPEKUMST MopoKa. Kaxaoe onepaTMBHOe BMeLLa-
TEAbCTBO MO KOPPEKLUMU BPOXAEHHOIO MOpOKa cepala
COMPOBOXAAAOCH TLLATEAbHOW MOATOTOBKOM C Ha3Haue-
HWMEM COOTBETCTBYIOLLEIO MEAMKAMEHTO3HOIO AeYEHMUS
B NOCAEONEPaLMOHHOM MEPUOAE C LIEABIO MPEAYNPEXAE-
HUA 060CTPEHUS TMPLLNPYHI-ACCOLMUPOBAHHOIO 3HTEPO-
KOAMTA. YUeT BO3MOXHbIX PUCKOB MO3BOAWMA M3bexaTb
TSXKEABbIX MOCAEONEPALLUOHHBIX OCAOXKHEHWI.

N MEAMUMHCKMMA KXYPHAA 4/2020

BbiBOADI

1. CoueTtaHune 6oAe3HW TUpLUnpyHra ¢ CUHAPOMOM
AayHa - KOMMNAEKCHas reHeTMyeckasa aHoOMaAus, CO CAOX-
HbIM NATOreHE30M, TAXXEAbIM TEYEHUEM M MPOrHO30M 3a-
6oneBaHusA.

2. HaanMumne BpOXAEHHbIX MOPOKOB CepALLa Y 3TOM
rpynnbl NAUMEHTOB MOXET 3HAUYUTEABHO YXYALLUWUTL TEeYe-
HWE M NPOrHo3 3aboneBaHMs. YUeT BCEX PUCKOB NOMO-
XET CHU3UTb BEPOSAATHOCTb BO3MOXHbIX OCAOXHEHUN.

3. TOAbKO KOMMAEKCHbBIN MOAXOA B AMArHOCTUKE U Ae-
YeHMU MOXET 06ecneunTb CHUXEHUE YACTOTbl OCAOXKHE-
HWI B rpynne naumMeHToB ¢ 60Ae3HbO TMpLUNPYHra B CO-
yeTaHUKU ¢ cMHAPOMOM AayHa.
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