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Pe3tome. BgedeHue. YacToTa 6onesHu MNipwnpyHra (bl y nauneHToB ¢ cuHapomom [ayHa (C) 3Hauntenb-
HO Bblle, YeM B MonynAaLunn, n coctaBnaeT oT 2,76 o 16%. B ctaTbe paccmaTpriBaoTcA 0COOGEHHOCTU Teye-
HUA 3aboneBaHuA y nauuneHToB ¢ bl B couetannn ¢ Cll, dbakTopbl prcka pa3BUTUS OCIIOXKHEHWIA U NYTU KX
NPodUNaKTUKM 1 IeyeHuns. Ljesib npeacTaBieHHOW paboTbl 3aKoYanack B aHann3e pacnpoCTPaHEHHOCTH
6one3Hn MvpwnpyHra y getei ¢ cmHapomom [layHa, a TakkKe BbiiBNeHUM GaKTOpPOB pMCKa pa3BUTUA OC-
JIOXKHEHW, BbIPabOTKe cTpaTernin NpodunakTnukm U neYeHna JaHHOW rpynnbl nauueHToB. Mamepuasnel u
MemoO0sl. 3a nepuopg c 2016 no 2024 r. B knuHuKe getckon xupyprmm ArKb nm. H.O. OunatoBa onepupoBa-
Hbl 14 geTeli (3,8%) c cOnyTCTBYOWUMM reHeTUYeCKMY 3aboneBaHmAMU: cnHgpomom ayHa — 10 (2,7%),
MosTT-BunbcoHa — 2 (0,54%), Ctypre-Bebepa — 1 (0,27%) n cuHgpom «yHAauHbl» — 1 (0,27%). CpepHui
Bo3pacT coctaBun 1,8 roga (ot 1 mecAua go 6 net). TotanbHad dopmMa AMarHOCTMpPOBaHa B ABYX Cllyyaax
(14,2%), cyb6ToTanbHaAa — B ABYX (14,2%), y ocTanbHbIX feTell — pektocurmongHasa ¢opma (71,6%). Tpem
netam (21,4%) npegBaputenibHO Obifla HaNloXKeHa CTOMA — WMIe0CTOMa ABYM AETAM C MPOTAKEHHbIM araH-
rnvno3om (14,2%) n ogHomy pebeHKy — cUrmocToma. Pesysiemamel. Y GONbWNHCTBA AETEN UMENN MeCTo
paHHue (7-50%) nnu nosgHue (3—21,4%) 0CNOXHEHNUA: Y YeTblpex feTel Habnoganacb HECOCTOATENIbHOCTb
KonopeKTanbHOro aHactomo3sa (KPA). Micxoabl neyeHuna 6binm cnegyowmnumm: noCTOAHHOEe CTOMaHOCUTESb-
cTBO — 2 (14,2%) pebeHKa, Hefep>kaHue Kana — y 5 nauneHToB (35,7%), CTEHO3 NPAMON KULLKN pa3BUJICA
B 2 cnyyvasx (14,2%). OguH pebeHok nornb Ha doHe HeKynupyoLWeroca NepUTOHUTa Npy CONyTCTBYOLEM
CMHOPOME MepBUYHOro MMmMmyHopeduunta (7,1%). bnaronpuATHbIN OTAANEHHbIA pe3ynbTaT YAANnocb A0-
CTUYb B 6 ciyyvanx (42,8%). Bbigo0sl. YUNTbIBAs BbICOKMI PUCK Pa3BUTKA HECOCTOATENIbHOCTU KOIOpeKTaslb-
Horo aHactomo3a (KPA) y naumenTtoB ¢ CA+Bl, cnegyeTt wupe Mcnonb3oBaTb NPeBEHTUBHbIE CTOMbl UK
[BYX3TarHble BMELLATeNbCTBA, YTO MOXKET CYLIEeCTBEHHO CHU3UTb PUCK BOCNAINTENbHbIX OC/TIOMHEHMWI B MO-
cneonepalioHHOM nepuoge.

KnioueBble cnoBa: 60s1e3Hb [UpwinpyHad, CuHOpom [ayHd, npogunakmuka ociioxHeHuUl, makmuka eqyeHus
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Abstract. Introduction. The incidence of Hirschsprung’s disease (HD) in patients with Down syndrome (DS) is
significantly higher than in the population and ranges from 2.76 to 16%. The article examines the features of the
course of the disease in patients with HD and DS, risk factors for complications and ways to prevent and treat
them. Objective. The objective of the presented work was to analyze the prevalence of Hirschsprung’s disease
in children with Down syndrome, as well as to identify risk factors for the development of complications, and to
develop strategies for the prevention and treatment of this group of patients.Materials and methods. During the
period from 2016 to 2024, 14 children (3.8%) with concomitant genetic diseases were operated on at the Filatov
Children’s Hospital for Pediatric Surgery: Down syndrome — 10 (2.7%), Moyatt-Wilson — 2 (0.54%), Sturge—
Weber — 1 (0.27%) and ondine syndrome — 1 (0.27%). The average age was 1.8 years (from 1 month to 6 years).
The total form was diagnosed in 2 cases (14.2%), subtotal — in 2 (14.2%), in other children — recto-sigmoid
form (71.6%). Three children (21.4%) had a stoma — ileostomy previously applied to two children with extended
agangliosis (14.2%) and a sigmostomy to the 1 child. Results. The majority of children had early (7-50%) or late
(3-21.4%) complications: 4 children had a failure of the colorectal anastomosis (CRA). The treatment outcomes
were as follows: permanent stoma in 2 (14.2%) children, fecal incontinence in 5 patients (35.7%), rectal stenosis
developed in 2 cases (14.2%). One child died on the background of persistent peritonitis with concomitant
primary immunodeficiency syndrome (7.1%). A favorable long-term result was achieved in 6 cases (42.8%).
Conclusions. Given the higher risk of developing CRA failure in patients with HD+DS, preventive stomas or 2-stage
interventions should be more widely used, which can significantly reduce the risk of inflammatory complications
in the postoperative period.

Keywords: Hirschsprung’s disease, Down syndrome, prevention of complications, treatment tactics

BBEAEHUE

CornacHo paHHbIM inTepaTypbl, YacToTa 60ne3Hn
ImpwnpyHra (bl npu cnHgpome fayHa (C[l) coctas-
naet ot 2,76 pgo 16% (1,4), a vactota C[1 y naumeHToB
c bl — o1 1 go 9% (2,4), To ecTb couetaHue br+CJ[l B
nonynAuMM 3HauyMTeNbHO Bbilwe obLen yacToTbl BI.
MHOrouncneHHbIMN NCCefoBaHNAMM [JOKa3aHo, YTO
TAXKECTb KIIMHUYECKNX MPOABNEHWI 1 YacToTa pasnuny-
HbIX OCNIOXKHEHUN Yy nauneHToB ¢ C[1 Bbiwe. CTaTbA No-
CBALLEeHa aHanu3y pesynbTaToB nevyeHnsa bl y nauven-
ToB ¢ C[] 1 HEKOTOPbIMU APYIMMU HaCeACTBEHHbIMMN
CUHAPOMaMM.

LLEJ1b UCCJZIEAOBAHUA

Lenb wccnepoBaHuA 3aknyanacb B aHanmse
pacnpocTpaHeHHOCTM 6one3Hn [vpwnpyHra cpe-
an geten ¢ cmHgpomom [layHa, a TakXe BbIABNEHUN
$aKTOPOB pUCKa Pa3BUTKA OCITOXKHEHUIA, BblpaboTKe
cTpaTernn npodunakTMKN 1 NeYeHna AaHHOW Fpynnbl
nauneHToB.

MATEPUAJIbl U METObl

3anepuopg ¢ 2016 no 2024 rr. B KNMHWKe LEeTCKON X1-
pyprun ArKb nm. H.O. ®unatosa onepuposaHo 367 na-
LMEHTOB CTapLue nepuoaa HOBOPOXAEHHOCTU ¢ bones-
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Hbto [mpwnpyHra no metoguke CoaBa-[KOpAKCOoHa
C Nanapockonuyeckon accucteHumen. Cpeam 3tux na-
umeHToB 14 peten (3,8%) nmenu conyTCTBYIOLME FreHe-
Tuyeckne 3abonesaHuaA: cuHgpom flayHa — 10 (2,7%),
cuHgpom MoAaTtT-BunbcoHa — 2 (0,54%), cnHAapom
Crypre-Bebepa — 1 (0,27%) 1 CUHLPOM «YHIAVHbI» —
1 (0,27%). HeCOMHEHHO, UTO aHHble CUHAPOMbI UMELOT
NPUHUMNWaNbHbIE Pa3finumnsa, OAHAKO B CBA3U C TEM,
yTO GONbBLUMHCTBO AeTell UMENU CXOXMe 0COBEHHOCTH
TeyeHuA nocneonepaLioOHHOro NePUoAa, Mbl peLnn
NpPoaHann3npPoBaTb NCTOPUM BONIE3HN HE TONbKO eTeln
c Cll. CBogHble faHHble O NayMeHTax npeacTaBfieHbl B
Tabnuue 1.

PE3YJNIbTATbI IEMEHUA

BonbwrHCTBO feTein H6b1IM MYXCKOro nosa, ToNbKo
OfHa AeBOYKa UMena cnHapom [layHa, v ewe ogHa —
cmHpgpom Ctypre-Bebepa. CpefgHuii Bo3pacT Ha Mo-
MeHT ycTaHoBneHuA auarHosa bl coctasun 1,8 roga
(oT 1 mecsaua fo 6 neT), YTO B HacCTosALLEE BPEMSA CUU-
TaeTcA OTHOCUTESIbHO MO3[HMM CPOKOM, YYWTbIBas,
YTO Yy NaLMEeHTOB 3TOWN rPYMMbl HACTOPOXKEHHOCTb MO
Hanuumio Bl gonxHa 6bITb BbICOKOW. PacnpeneneHmne
Mo MPOTAXKEHHOCTW araHrnno3a He UMeno ocobeHHo-
CTel B CpaBHeHUU ¢ 06Lel nonynsaLren — ToTasbHas
dopma grnarHoctTupoBaHa B ABYx cnyyvasx (14,2%), cy6-
ToTanbHaa — B ABYX (14,2%), y ocTanbHbIX geTen —
pekTocurmongHas popma (71,6%).

Tpem petam (21,4%) npeaBapuTeNibHO Oblla Hano-
»KeHa CTOMa — MNeocToMa ABYM AETAM C NPOTAKEHHbIM
araHrnosom (14,2%) n ogHomy pebeHKy — CUrMOCTOMa.

O6uan yacToTa OCNOXKHEHWI B 3TON rpynne nayu-
€HTOB Oblla OYeHb BbICOKON. TOMBbKO B TpeX ciiyvasx
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(21,4%) nocneonepalOHHBIN NMepuropa npoTekan 6es
KaKnx-nnbo ocobeHHOCTEN, Y OCTaNlbHbIX feTel nmve-
M mecto paHHue (7-50%) wnnn nosgHue (3-21,4%)
OCNOXHeHuA. PaHHMe nocneonepaunoOHHbIe OCIOX-
HeHMWA ObINM NpefCcTaBiaeHbl CyYasiM/ HECOCTOATESb-
HOCTW KOJNIopeKTanbHOro aHactomosa (KPA): y yeTbl-
pex pneTern Habnwoganacb HecoctoATeNbHOCTb KPA
II-IV cTeneHn no Hawemn Knaccudukaumm (puc. 1, 2)
1 conpoBoXfanacb pa3BuTnem Ta3oBoro (3-21,4%) n
pasnuToro (1-7,1%) neputoHuTa. Y ogHoro pebeHka
Obl LUMPKYNAPHBIA HEKPO3 HU3BEAEHHOW KULIKWA Ha
npoTaxeHnn 60 MM, y PYroro — HeCcoCTOATENIbHOCTb
KPA npu HopmanbHol GuKcaumm HU3BeAeHHOW KNLLKN
N HEKPO3 MAMKMX TKaHEN MPOMEXHOCTMU.

K Hanbonee TaXenbiM MO3QHUM OC/IOXHEHUSAM
MO>KHO OTHECTW Pa3BUTME MapanpoKTUTa U peKkTorne-
pvHeanbHOro ceuwa 4yepes 1 rog nocne onepauuu
(puc. 3), koTopoe NoTpeboBano HaNOXEHNA KOJTOCTO-
Mbl. YUNTbIBaA TAXKENYO CTeneHb MeHTaNbHOro aedu-
umTa 1 TPYQHOCTM yXoda, poauTenn oT nocnegyolue-
ro 3aKpbiTUA CTOMbl OTKa3anucb. PebeHok saBnseTca
NOCTOAHHBbIM CTOMaHocuTenem. MusHeyrporkatoiee
OC/IOXKHeHue B BuAe Taxenoro lmplnpyHr-accoum-
MPOBAHHOIO KONWUTA KNOCTPUAMANBHOM 3TUONOTrNn
pa3BuNOChb Yepes 9 neT nocne NepBMYHON onepaunm.
ImpwnpyHr-accouunpoBaHHbin - dHTepokonut  (FTA3K)
UMeN TAXKENOe TeuyeHue, OCSIOKHEHHOe GUOPUHO3HO-
FHOWMHbIM MEPUTOHUTOM, MOIMOPraHHON HE[OCTAaTOYHO-
CTbt0. Peb6eHOK bl onepurpoBaH: BbINOJIHEHA CaHALMA U
LPeHVPOBaHVe BPIOLLIHOM MOMOCTU N HANOXKEHWE WNeo-
cTombl. Ha dpoHe neueHms, BKNIOYAOLLEro MOLLHYIO aHTV-
6aKTepuranbHylo Tepanuio, MOCTOAHHDBIV NaBaXk TONCTON
KULKN  METPOHMAA30/I0M, MWCMONb30BaHNE METOAO0B

Puc. 1.
KaTl., 6 Nnet, HU3BEJEHHAsA KMLIKA SPKO-PO30BOr0 LIBETA, KPOBO-
CHaA0XEHIe He BbI3bIBAET COMHEHUI

BHELIHWI BI KONOPEKTaNbHOr0 aHacToM03a Yy pe6eH-

Fig. 1. Appearance of the colorectal anastomosis in child G.,
6 years old, the reduced intestine is bright pink, the blood supply is
beyond doubt

Puc. 2. Jlanapockonuyeckast KapTuHa: 6-e CyTKM NOCe HWU3Be-
[leHUs TONCTON KULIKKM Y pebeHka [., 6 NeT — peTpopeKTanbHbli
a0CLECe, NWEMNYECKNIA LUPKYNAPHBLIA HEKPO3 HU3BELEHHON KULL-
Ki, Ta30BbIA NEPUTOHUT

Fig. 2. Laparoscopic picture: 6 days after colon reduction in
child G., 6 years old — retrorectal abscess, ischemic circular
necrosis of the colon reduction, pelvic peritonitis

3AMETKU U3 NMPAKTUKN
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3KCTPAKOPMOpaNbHON [eTOKCMKaUWMW, YAanocb Ho-
6UTbCA CTabunm3aumm coctoAaHuA. Yepes rog nocne
nepeHeceHHoOro Konuta pebeHoK Obin 06CefoBaH,
BbINOJIHEHA OUONCUA HU3BEAEHHOW KULIKU U Noj-
TBEPXKOEHO €ee HOpPMaJibHOe raHMIMOHApHOe CTPO-
€Hue, nneocToMa Obina 3aKpbiTa C MOC/eaylWwnm
6naronpusTHbIM KUCXodoM. Yb6eguTenbHO [oKasaTtb
06CTPYKTMBHDBIN xapakTep FASK He yaanocb, Tak Kak
B aHamMHe3e [0 Pa3BUTUA [aHHOrO OCIOXHEHUA pe-
6eHOK He cTpagan 3anopamu. IHTepecHo, uto y obo-
UX AeTen C 3STUM OCNIOKHEHNEM MMEST MECTO CMHAPOM
MosaTtT-BunbcoHa.

C uenblo KoppPEKLUN BO3HUKLINX OCIIOKHEHUIA NPW-
6GerHyTb K CTOMUpYtoLLel onepayumm npuwnocb y 10 ge-
Ten (71,4%). MOCTOAHHBIMU CTOMAHOCUTENAMU CTanun
nBa nauneHTa (14,2%). PEKOHCTPYKTMBHOE BMeLLaTe lb-
CTBO Ha NMPOMEXHOCTN NPOBEEHO OJHOMY pebeHKy C
ATPOreHHbIM MOBPEXAEHNEM HAPYXHOro aHasbHOro
couHkTepa (HAQ): BbinonHeHa nnactuka cHUHKTepa.
Y ofiHOro pebeHKa BbIMOHANOCh HaNlIOXKeHWe BTOPUMY-
HbIX LUBOB B CBA3U C HECOCTOATENIbHOCTbIO KONOpeK-
TanbHOro aHactomosa (KPA) Ha ¢oHe HeKkpo3a MArKnx
TKaHel NpoMexKHOCTU. Bo Bcex ocTanbHbIx cinyyasx Ao-
NMONIHUTENbHbIE BMELLATENbCTBA HA NMPAMOW KULIKE He
NPOBOAWNCD, BTOPUYHbIE LIBbl HE HAaKJ1aAblBaNCh.

M3 conyTctBytowmx 3aboneBaHunin, cnocoBbHbIX No-
BAMATb Ha MUCXOAbl NeyeHus, Obln: OCTPbIN Nelko3
(1-7,1%), nepBuYHbI uMmyHogedpuuut (1-7,1%). Nn-
TEepPeCcHO OTMETUTb, UYTO 0b6a pebeHKa C 3aboneBaHNAM
N KPOBMW MMenu ToTanbHylo dopmy BI. M36biToUHbIN
BeC Habniofanca ToNbKo B OQHOM ciyyae y pebeHka
C Pa3BUBLINMCA NMPOTAKEHHBIM HEKPO3OM HU3BEAEH-
HOW KULLKW.

AHaTOMMYeCcKMe OCOBEHHOCTU CTPOEHUSI TONCTOWN
KULLKM BbiSBIEHbl B TpexX Ciyyasx — 3abplolnMHHOe
pacnonoXxeHve neBbIX OTAENOB TONCTON KULIKK, pac-
CbIMHOW TVM KPOBOCHA6KeHA NEBbIX OTAENI0B U 136bi-

T

Puc. 3. OcTpblii THOMHBIA NApanpokTUT y nauueHTa nocne
Pe3eKLMM TONICTON KULLKM MO N0BOAY 601e3HN MMpLunpyHra

Fig. 3. Acute purulent paraproctitis in a patient after colon
resection for Hirschsprung's disease
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TOYHOE KOJIMYECTBO XUPOBOW TKaHW, 3aTpygHAoLWeNn
BeprdUKaL Mo aHTMOAPXUTEKTOHMKN B OpbKenKke Cur-
MOBUAHON KMLWKK. MOXXHO npeanonaraTb, YTo Nofo6-
Hble aHaTOMMYecKMe MPefnocCbIKM CNOCO6CTBOBANM
UWEMMNYECKMM HApYyWeHUsiIM B HU3BEAEHHOW KULIKe
(puc. 4).

Ncxopnbl neveHmsa 6binm cnegyowmmm: NOCTOAHHOe
cTomaHocuTenbcTBo — 2 (14,2%) pebeHKa, Hepgepa-
Hue kana — y 5 nauyueHToB (35,7%), cTeHO3 npAmon
KUWKK pa3sunca B 2 cayyasx (14,2%). OgnH pebeHoK
norn6 Ha ¢oHe HeKynMpylLlerocs NepuToHUTa npu
CONyTCTBYOLWEM CUHLPOME MEepPBUYHOrO MMMYHOAe-
duvymTa (7,1%). bnaronpmATHBIA OTAANEHHbIN pe3ynb-
TaT yAanocb 4oCTuYb B 6 cniyyasx (42,8%).

OBCYXOEHUE

Mpobnema neyeHns xMpypruyecknx sabonesaHun
Yy NAUNEHTOB C Pa3INYHbIMU reHeTUYEeCKUMIM CUHAPO-
MaMy LWIMPOKO OOCYKJAeTcs B nuTepaType, Tak Kak
OYeBUAHO, YTO Ha 3Tanax AUArHOCTUKN N NeYeHnsa n
B OTAANIeHHble CPOKM MocC/ie onepaTuBHbIX BMeLla-
TENbCTB 3TV NALWEHTbl UMET 0COBEHHOCTHY, BNMALO-
W1e Ha pe3ynbTaTbl neyeHnA. HecMoTpsA Ha [OMKHYIO
HaCTOPOXXEeHHOCTb B gnarHoctuke bl npu Cll, mHorme
aBTOpPbI YKa3blBaloOT, YTO AMArHO3 y 3TON KaTeropuu
naumMeHTOB YCTaHaBIMBAETCA MO3XKe, Yem Yy JeTen
6e3 conyTCcTBYOLWMNX reHeTuyecknx cmHapomos. Co-
rnacHo faHHbiM R.A. Saberi n coaBT., y 3Tux geten B
nepuofe HOBOPOXAEHHOCTU CPOKU YCTaHOBAEHUA
AvarHo3a 6onee AnvTenbHble, YeM Y HECUHAPOMab-
HbIX MayueHTOB (6-e 1 4-e CyTKM Mocse PoKAeHusA),
ONUTENbHOCTb NleyeHnAa Bbiwe (22 m 15 cyTok co-
OTBETCTBEHHO) [1, 2]. B cuny 6onee Tsxenoro Teve-
HUA 3a6oneBaHNA 10 43% NaLUEHTOB C COYETaHNEM
CO+Bl' B nepnope HOBOPOXKAEHHOCTM HyXAaloTCA B
CTOMUpPOBaHUK [4-6].

CornacHoO CBOAHbIM [AaHHbIM, YacToTa MOBTOp-
HbIXx onepauun y geten CO+BlI coctaBnset ot 10 go
29% [7-9] n obycnoBneHa pPa3BUTMEM OCIIOKHEHUIA.
Tak, BepoATHOCTb pa3suTia FASK, no gaHHbImM A. Pini
Prato n coaBT., ewe go onepauumn coctasnaet 32%
[4]. AHanornuHble gaHHble ny6nukytoT D.R. Halleran
N COaBT. KOTOpble npoaHanuimposBanu cayvam FASK
Ha 60NblUOl BbIOOPKe MauneHToB, B 14% 3To 6bin
naumeHTbl ¢ CA. Taxectb npoasneHnn NASK y aTux
neten obina Bbiwe (7,1 1 5,6 6annoB Mo wkKane oLeH-
ku FA3K), yacToTa Taxvkapaumn npu NOCTynaeHnn co-
ctaBuna 75 v 19% CoOTBETCTBEHHO, FMMNOTEH3UN — 33
n 7%, Heo6XoANUMOCTb NleYeHUss B peaHMaLuMOHHOM
otpeneHnun — 58 n 12% [3]. Mpwn 3TOM gANTENBHOCTb
3aboneBaHnA 4O MOMEHTa NOCTYNNEHUA Y 3TUX Nauu-
E€HTOB TaKkXe 6bina 6ornblie, Moyt B 3 pasa (84 n 24
yaca COOTBETCTBEHHO), UTO aBTOPbI CBA3bIBAIOT C TEM,
YTO AETU C MeHTaNbHbIM AePULNTOM MO3XKe HaunHatoT
»KanoBaTbCA. DTUM Ke MOXeT 0O6bACHATHCA TAXKECTb
nposAsneHnin. Kpome TOro, HefaBHMe MccnefoBaHus,
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noceAlleHHble natoreHesy [AJK, nokasbiBaloT, UTO
BOCNpUMMUMBOCTb K TASK y nauymeHToB ¢ bl yvactuuHo
0b6ycsioBfieHa HapyLleHneM UMMYHHON yHKUMK Cnn-
31CTOM 0O0NIOUKMN KMILEYHMKA, B YaCTHOCTW HapyLue-
Huem GYHKUMM B-KneTok KulieyHnKa 1 HapyleHnem
BbipaboTky IgA [10, 11]. CunTaeTcs, 4To 3Ta AUCPYHK-
LUmMA NPMBOAUT K HECNOCoBHOCTN pearnpoBaTb COOT-
BETCTBEHHO UHPEKLMOHHOMY NOpaeHunto, YTo npea-
pacnonaraeT nauueHTa K 6akTepuanbHOW MHBa3UK 1
FASK. letn ¢ C[] nmeloT paHee onncaHHylo npegpac-
MONOKEHHOCTb K MHOMXECTBY MHOEKLMOHHBIX 11 OHKO-
nornyecknx 3aboneBaHuii, U cneunanbHble nccneno-
BaHWA MokKasanu, 4To y nauneHtos ¢ C[] HabnopaeTca
MNCXOAHAA HeJOCTaTOYHOCTb Kak N'YMOPanbHOro, Tak n
KNeToOYHOro MMMYHUWTETa, YTO MPUBOAUT K FNy6oKom
B-numdoumToneHun n n3meHeHnsam B BbipaboTke IgA.
Tem He meHee B nccnegosaHum A.J.M. Dingemans u co-
aBT. NokasaHo, 4yto yactota FASKy naumneHToB ¢ bl He
3aBucmuT oT conyTcTeytowero CA [10].
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Puc.4.  Jlanapockonuyeckaqa  KapTuHa  GpIOLIHOM  MOMOCTW
y pebeHka ¢ cuHApomom [layHa M 60ne3Hbi mplnpyHra —
136bITOYHOE KOMMYECTBO BUCLIEPANIbHOTO XKMPa BOKPYr TOJCTOW
KUWKN: @ — 3a0pIOLUMHHOE pAcroNOXeHWe IeBbIX OTAENOB
TONCTON KWLLKW, KULLIKA B «XXUPOBOM (DYTNspe»; 6 — W30bITOYHOE
KOJIMYECTBO BUCLEPANIbHOMO XXMPa B CUTMOBUAHOW KULIKE; B —
«KWUPOBOW oyTNAP» BOKPYr NMONEPEYHOro 0TAena 060404HON KULLKK

Fig. 4.  Laparoscopic picture of the abdominal cavity in a child
with Down syndrome and Hirschsprung disease — an excessive
amount of visceral fat around the colon: a— retroperitoneal location
of the left parts of the colon, the intestine is in a “fat sheath”; b —
an excessive amount of visceral fat in the sigmoid colon; ¢ — fatty
sheath around the transverse colon

Momunmo M A3K, MHOrouncneHHble Ny6amKaLmmn yKka-
3bIBAlOT Ha Ooslee BbICOKUI PUCK XUPYPrUYECKNX OC-
NOXHeHW, No gaHHbIM R.A. Saberi n coaBT. y feten c
CJl Bblle YacToTa paHeBbIX OCNOXKHEHUIN (12 1 3%) B
CpaBHeHMM ¢ NnaumeHTamm 6e3 C] 1 A3BEHHO-HEKPOTU-
yeckoro sHTepokonuta (AH3K) (14 n 5%) [2].

MauunenTbl ¢ CL UMelT BbICOKUIN PUCK NeTanbHO-
ctu. Tak, R.A. Saberi n coaBT. coobLyatloT, UTO NneTanb-
HOCTb Npw Bl B nepnoge HOBOPOXAEHHOCTN Y AeTen
¢ C[] 6onee uyem B 4 pasa Bbiwe (5 1 0,8%) [2]. B 2013
rogy 3TV MokasaTenv Obin CyLeCTBEHHO BbiLIe U CO-
ctaBnanu 12 n 4,2-5,5% coorBeTcTBeHHO [5]. OTn gaH-
Hble MOATBEPXKAATCA NCCNefOBaHUAMYN AMNOHCKOW ac-
coymauum geTckom Xxmpyprum, nposegeHHbimn B 2009
rogy, COrnacHoO KOTOPbIM AoonepaluoHHasa NeTalb-
HocTb pgeteinn ¢ CA+Bl cHusunack ¢ 10 o 3%, a obwas
NleTanbHOCTb CHM3WMach ¢ 26 go 8% [6]. OaHako, He-
CMOTPA Ha MONOXKMUTeNbHble TeHAEHUUK, NOoKa3aTeNb
NeTaNIbHOCTM OCTAETCA BCE €lle OYEHb BbICOKUM, TaK

© 000000000000000000000000000000000000000000000000000000000000000000000000000000000000000000000000000000000000000
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Kak obuasa netanbHOCTb Npu bl He npeBbiwaeT 1% no
[LaHHbIM aMepUKaHCKOM accoumauum OeTCKom Xupyp-
rim [9-111.

Cpefy BO3MOXHbIX OObACHEHWIA: MEHEee TOYHbIN
KOHTPOJb 3a AUHAMUKON Tena 1 6onblune TPYJHOCTY
C nopfep»aHriem paBHOBECKA NPU Xoabbe, UTo MOXKeT
OblTb pPe3ynbTaToOM [OKYMEHTanbHO MOATBEPKAEH-
HOro geduumnta Mo3Keuka, T’MNOTOHMUM MbILIL, U ApA-
6noctu cBA30K y niogen ¢ Cll; coBMecTHadA akTuBaLmaA
MbILIEYHbIX TFPYMNM aroHMCTOB—aHTaroOHWCTOB; MUTO-
XOHApVanbHaa ANCOYHKLUA 1 OYeHb HM3Kas aspob-
HaA NoAroToBneHHOCTb. [TokasaTenb 3pPeKTUBHOCTU
YCBOEHMA KMCopoa, KOTopbI onpefenseT cnocob-
HOCTb YenoBeKa K GU3NYEeCKUM YNPaKHEHUAM, Y 3TUX
MaLVeHTOB HIUXeE, YTO HEN3OEXHO NPUBOAUT K NIIOXON
ajanTtauum K Gr3nyeckmm Harpyskam. ApTepuanbHoe
COMPOTMBIIEHNE B OTBET Ha MakcMMasnbHylo dusmye-
CKyto Harpysky y ntogen ¢ CIl cHuxaeTcaA.

B Tpex cnyyasx B Hawel cepumn HabnoaeHni 6biin
BbISIB/IEHbl OCOOEHHOCTU aHATOMUYECKOTO CTPOEHUs
NeBbIX OTAENIOB TONCTON KULLKK, 06YCIIOBANBAOLWNX
0COBEHHOCTM ee KPOBOCHabKeHMA 1 cnocobCTByto-
LMe NWeMnm HU3BEAEeHHONM KNWKW. B nutepatype Mbl
He BCTpeTunu obCcy>kaeHus 3Toro Bonpoca. OgHako,
yunTbiBas, YTo NaumeHTbl ¢ C[l 6onee yacTo cTpaga-
0T U3ObITOYHBIM BECOM, B nuTepaType obcyxaaeTca
BOMPOC BAVAHNA OXUPEHMNA N Pa3BUTUA OCNIOXKHEHNI
nocne XMpypruyecknx BMewaTenbCcTB y 3TUX Nauu-
eHToB. MNayneHTbl ¢ Cl NMeT 0COoObI KOHCTUTYL M-
OHasbHbIN TWM, XapaKTepu3yLNNCA He TONbKO 06-
LWMM N36bITKOM >KUPOBOWM TKaHW, HO 1 MOBbILIEHHbIM
KONMYeCTBOM BUCLEPanbHOro Xwupa, npuyem 3TOT
dbeHomeH HabnofaeTca faxe y aeTei, CTpagaoLwmx
HefoCTaTOYHOCTbI MNUTAaHMA. BucuepanbHbin Xnup
KOHLeHTpUpyeTca B OpbiXKeliKe KULWEeYHWKa, Hepeako
npuv 3TOM OTMeYaeTCA PaCcCbiMHOW TUM KPOBOCHabxe-
HUA KWLWWKKW, YTO HaNpAMYIO BAUAET Ha 0COBEeHHOCTH
KPOBOCHAbXeHNA HU3BEAEHHON KUMKW, M36bITOuY-
Hbll BeC 1 oxumpeHue npu Cl obycnoBneHbl 3amepn-
NeHHbIM MeTaboNN3MOM, aHOManbHOW KOHLEHTpaLu-
el NenTuHa B KPOBY 1N HU3KUM YpPOBHEM dpusnyeckom
akTmBHOCTW. Y nauuneHTos ¢ C[] BbiABNEH JOCTOBEPHO
6oee BbICOKUI YPOBEHD NENTMHA, YEM Y UX OpaTbeB
N cecTep, U 3TOT MOKa3aTenb 6onee BblpaxeH, yem
MOXHO MpPeAnofioKNTb MO MPOLEHTHOMY COAepa-
HUIO XMUpa B OpraHM3me. ITO MOXeT OOBACHUTb Mo-
BbILLEHHbIN PUCK OXNPEHNA. YPOBEHb NIeNTMHA Bbllle
y peten c C1, uem y pgeteit 6e3 Cll, HO C OfVMHAKOBbIM
nHpgekcom maccbl Tena (MMT), He3aBUCUMO OT Hanw-
UNA OXMPEHMUA. DTO CBUAETENbCTBYET O Pe3nNCTEHT-
HocTu K nenTtuny npu CA.

OnpepeneHHyo ponib MOXKET UrpaTb CKNOHHOCTD K
anHo3 y NaumeHToB C cnHgpomom [layHa, Tak Kak ar-
HO3 BO CHE MOXeT MpefLecTBOBaTb OXKMpeHMto. Tak,
no gaHHbIM A. Ravel 1 coaBT., 62% peTen C OXXUpeHnem
umenu 6onee BbICOKYIO PACNpPOCTPAHEHHOCTb 6OJb-

ISSN 2221-2582

LUMX A3bIYHbIX MMHAANVH 1 Yalle BCero NoaBepraancb
HEOHOW TOH3MNN3KTOMMUN [1].

Bbicokaa yacToTa pa3BuTMA BOCNANUTENbHbIX OC-
NOXHEHUN, BepoATHO, obycnoBneHa 6onee BbICOKON
4acTOTOM MMMYHONOTNYECKNX HapyLWeHUn y aeTein ¢
Cll. HepaBHMe wnccnegoBaHUA, MOCBALLEHHbIE MATO-
reHe3y 'ASK, nokasbiBaloT, YUTO BOCMPUUMUYUBOCTb K
FASK y naumentoB ¢ C[l yacTuyHo obycnoBneHa Ha-
pyweHneM MMMYHHOW GYHKUMM CAn3ncTol 060onoy-
KN KULEYHWKA, B YAaCTHOCTM HapyleHunem QyHKLMun
B-kneTok KuWeyHMKa W HapyleHnem BbipaboTKuy
IgA.23-26. CumTaetcs, yto 3Ta AMCOYHKUMA NPUBO-
OWT K HeCnocobHOCTM pearmpoBaTb COOTBETCTBEHHO
NHPEKUMOHHOMY NMopaXeHuto, YTo npegpacnonaraet
nayuneHTa K 6akTepranbHon uHBasuu n MK, et ¢
C vMeloT XOpOLWO OMMWCAHHYK NpeapacrnoNioXKeH-
HOCTb K MHOXeCTBY MHG)EKLMOHHbIX U OHKOJMornye-
CKMX 3aboneBaHWin, U creumnanbHble KMCCnefoBaHUA
nokasanu, yto y naumeHTtoB ¢ C[l HabnogaeTca uc-
XOfHaA HeAOCTaTOYHOCTb KakK ryMOpanbHOro, Tak u
KNeTOYHOro MMMYHUTETA, YTO NPUBOAUT K rnyb6oKol
B-numdbountoneHnn n nsmeHeHmam B BblpaboTke IgA
[3,11].

BbIBOA4bl

OueBugHo, uto pgetn ¢ C[l, cTpagawowme TakumMm
CMMMNTOMaMK, Kak 3anopbl, B3gyTue »KMBOTa, CPbIru-
BaHUA U PBOTbl B Meprofe HOBOPOXAEHHOCTU U B
nepBble MecALbl XU3HWU, HE AOMKHbI MOJlyYyaTb KOH-
cepBaTUBHOE JleueHune, nNpexae yem Oyfet ucknoye-
Ha Bl nytem 6uoncun npamoi Kuwkmn. bonee paHHAA
AMarHOCTUKa MOXET CNOCOOCTBOBaTb CHUMXEHWIO 0NN
[eKOMMEHCUPOBaHHbIX GpOpPM 3a00eBaHNA U YMEHb-
LWaTb PUCK OCNIOXKHEHWIA.

YunTbiBas 6onee BbICOKUN PUCK Pa3BUTUA Heco-
ctoatenbHoctn KPA y naumenToB ¢ Cll, cTpagatowmx
OXMPEHNEM, UMMYHONOTMYECKMU HapyLUEHUAMU 1
UMEKLWNX WHble AOMOAHUTENbHblE GaKTOPbl puUCKa
cnepnyeT 6onee WMPOKO UCMONb30BaTb NPEBEHTVBHbIE
CTOMbl UNW ABYX3TanHble BMeLlaTebCTBa Npu npose-
OeHnW onepaumni HU3BedeHnA, YUTO MOXeT CyLLeCTBeH-
HO CHU3UTb PUCK BOCMANINTENIbHbIX OCIIOXKHEHUI B NO-
cnieonepaunoHHOM nepuroge.

Bbicokaa uyacToTa HecoctoAaTenbHoCcTM KPA moxxeT
6bITb 00YC/IOBNEHA MLLEMUYECKAMY HapYLUEHUAMA B
HU3BEeAEHHOW KNLIKe, CBA3aHHbIMK C 0COBEHHOCTAMN
AHIMOAPXMTEKTOHMKN Y NaumeHToB ¢ CLl. MNepcneKTus-
HbIM CMOCOOOM NPOGUNAKTUKN ULLIEMUNYECKX OCIIONXK-
HEHUI Yy NauMeHTOB 3TOW rpynmnbl MOXeT ObITb Npu-
MeHeHVe runepbapnyeckorn oKCMreHaunm B paHHEM
nocneonepaunoHHOM Nnepuoge.

MauneHToB ¢ C0 n BI' Heobxoanmo obcnenoBaTh
ONA  UCKMIOYEHUA MMMYHOJIOTMYECKUX HapyLLUEeHUN,
TaK KaK Hanmyme nocnegHnx MOXKeT NPUBOAUTL K pas-
BUTUIO »KU3HEYTPOXKaloLWmMX OCAOKHEHUN nocne one-
pauuu.
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AONOJIHUTENIbHAA NHOOPMAL UA

Bknap aBTopoB. Bce aBTOpbl BHECNM CyLeCTBeH-
HbI BKNag B pa3paboTKy KOHLenuuu, npoBeaeHme nuc-
cflefoBaHMA Y NOArOTOBKY CTaTby, NPOYM 1 ofobpu-
nn duHanbHyIo BepCurio nepeq nybnmkaymnen.

KoHdnuKT nHrepecoB. ABTOpbI AeKnaprpyoT OT-
CYTCTBYE ABHbIX 1 NOTEHLMaNbHbIX KOHONUKTOB NHTe-
pecoB, cBA3aHHbIX C NyOnMKaLmen HacToALL e CTaTby.

UcTtouHuk ¢pnHaHcmpoBaHuA. ABTOPbI 3aABAAIOT
06 OTCYTCTBMM BHELWHero GuHaHCMpPOBaHWA Npu Npo-
BeJEeHUN NCCIe[0BaHMA.

NHdopmupoBaHHOe cornacue Ha ny6nukauymio.
ABTOpPbI MOAYYMAN MUCbMEHHOE COrfacme 3aKOHHbIX
npeacTaBuTenei naymMeHTa Ha NyonmKauunio MeguunH-
CKUX AaHHbIX.
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