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PE3IOME. B nepBoii yacTu nekuuu npegcraBneHa nHhopmaums 06 3TM0N0rMm, 0 NaToreHe3e U KAMHUKE 601e3HN
MMpwnpyHra y geteii. B Hayane npefcTaBieH UCTOPUYECKUIA acneKT U3y4yeHus faHHoro 3abonesaHus. OTme-
YeHa poJSib OTEYECTBEHHbIX LETCKUX XMPYProB, HapaLy C 3apy6eXHbIMU CeLuanucTaMm BHECLUMX 3HAYUTENb-
HbI BKNaJ B U3yYeHune 3Toii cepbesHoii natonorun. OTpaxeHbl U3MEHEHUSA, KOTOPble KOCHYINCb COBPEMEHHOI
knaccudukaunu 6onesuu MvpunpyHra. MpepcraBneHbl COBPEMEHHbIE B3MNSAAbI Ha MOP(ONOrMYECKy KapTUHY
6onesnu MmpwnpyHra. [laHo onucaHune KNMHUYECKON KapTUHbI PasfMyHbIX BApUaHTOB 3TOro 3abosieBaHus 1 co-
OTBETCTBYHLLME UM pe3ynbTaTbl 06bEKTMBHOIO UCCNEA0BaHMSA. BriepBble faHO MONHOLEHHOE NpeAcTaBneHmne
0 CynepkopoTKoi GopMe 6one3Hu MMpwnpyHray aeTei, ee KNMHUYECKON KapTUHe U pe3ynbTaTax 06beKTUBHbIX
nccnefoBaHuii, nx 0TNUYMIA OT Apyrux Gopm 3Toro 3aboneBanus. B nekummn oTpaxeHbl BapuaHTbl KOMNEHCUPO-
BaHHOro, Cy6KOMNEHCUPOBAHHOTO M AEKOMMEHCMPOBAHHOIO TEYEHUSI B 3aBUCUMOCTH OT HOpMbl 3a60N1eBaHUS.
MNokasaHa B3aMMOCBA3b MEXAY NPOTSXKEHHOCTbH araHrNMOHAPHOW 30HbI U CPOKaMu MaHU(ecTaLnmu KInHU-
YeCKMX NposiBNEHNI A pa3nuyHbix Gopm 6onesnn MpwnpyHra. 0co6oe BHUMaHKE YAeNeHo MpLINpyHr-accoum-
MPOBaHHOMY 3HTEPOKONNTY KaK Hanbosiee rpPO3HOMY OCMIOXHEHMIO TEYEHMS 3ab0neBaHMs B paHHEM BO3pac-
Te. OnucaHbl BapuaHTbl €ro TeYeHUs U MeTOAbl 6aKTEPUONIOrMYECcKOro NOATBEPXAEHNA AAHHOTO OCNOXHEHUS,
B pAfe Clyyaes NPUBOJSALLErO K NeTasbHOMY UCXOAY.

KNIOYEBDLIE CJIOBA: 60s1e3Hb [MpLlunpyHra, aTMo0rus, NnaToreHes, KAMHNYeckas KapTuHa, Knaccupukayms,
KAnMHuYeckne (popmbl, aHaToMmuyeckas knaccupuxayms
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ABSTRACT. The first part of the lecture provides information on the etiology, pathogenesis and clinic of
Hirschsprung's disease in children. At the beginning of the lecture, the historical aspect of the study of this
disease is presented. The role of domestic pediatric surgeons, along with foreign specialists, who have made
a significant contribution to the study of this serious pathology, is noted. The changes that have affected the
modern classification of Hirschsprung’s disease are reflected. For the first time, the options of ultrasound exa-
mination of the colon in the above-mentioned patology are considered in detail. Modern views on the morpho-
logical picture of Hirschsprung's disease are presented. The clinical picture of various variants of this disease
and the corresponding results of an objective study are described. For the first time, a complete picture of the
super-short form of Hirschsprung's disease in children, its clinical picture and the results of objective studies,
their differences from other forms of this disease, is given. The lecture reflects the variants of compensated,
subcompensated and decompensated course depending on the form of the disease. The relationship between
the length of the aganglionic zone and the timing of the manifestation of clinical manifestations of various forms
of Hirschsprung's disease is shown. Special attention is paid to hirschsprung-associated enterocolitis, as the
most serious complication of the disease at an early age. Variants of its course and methods of bacteriological
confirmation of this complication, which in some cases leads to death, are described.

KEYWORDS: Hirschsprung’s disease, etiology, pathogenesis, clinical picture, classification, clinical forms,
anatomical classification
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BBEAEHUE

BonesHb MmpwnpyHra ABnseTca 0AHUM U3 Hau6o-
nee TAXENbIX BPOXAEHHbIX 3a60N1eBaHNIi Xeny[04HO-
KWLWeYHoro TpakTa y aeteil. Ero ToyHas guarHocTuka
B pAfe CnyyaeB ABNAETCA 3aTPYAHUTENbHOI, 0COGEH-
HO B NepUOZEe HOBOPOXAEHHOCTU. BBUAY 3TOro MoXeT
ObITb M36paHa HeBEpHas TaKTUKA NeYeHUs JaHHOro
3aboneBaHus. Mo3gHAS AMAarHOCTUKA U OLIMOKK B fe-
YEHWUU NPUBOAAT K TSHKENbIM U HEO6paTUMbIM Nnocnen-
CTBUSIM [1S opraHu3Ma pe6eHka, KoTopble TpebytoT
CEepbe3HOro IeYeHNs, He BCeraa ABMSIOLLErocs yenew-
HbIM. [laxke CBOEBPEMEHHO YCTAHOBMEHHbIN ANArHo3
W NpaBUbHO NPOBEAEHHOE NleYeHNe He rapaHTUpyoT
OTCYTCTBUE (DYHKLMOHANbHbIX HapyWeHU|, KoTopble
MOTYT ANUTENbHO COXPaHATbLCA B NOC/eonepayoH-
HOM Mepuoje 1 B pafje Cy4YaeB NPUBOANUTb K MHBANM-
An3auum 6onbHoro. Koppekuus AaHHbIX HapyLeHwil
TpebyeT ANIMTENbHOTO BPEMEHU U BECbMa 3HaYuTeNb-
HbIX 3KOHOMUYECKMX 3aTpaT. 3a nocnejHue roabl npo-
BeAeHbl MCCNef0BaHMA, NO3BONAOWMNE NO-HOBOMY
B3rNAHYTb Ha HEKOTOpble acnekTbl 6onesHn Mmpu-
NpyHra y Aeteii U He OTPaXeHHble B MOHOrpadusx u
y4e6HO-METOMYECKMX NOCOBUSX.

3TUOAOIUA

BonesHb MMplnpyHra — 310 BPOXAEHHOE 3abone-
BaHMe, XapaKTepusyL,eecs XpoHUYEeCKUM 3anopoM B
pesynbTaTe HapylleHss aBTOHOMHOW CMMNAaTUYecKoii
W napacMMnaTUyeckoi WHHepBauuW B JUCTaNIbHOM
0Tpeske KMUIWKN (CY)XeHHas araHrinoHapHasi 30Ha)
W CynpacTeHOTUYECKUM pacLIMpeHUeM Bblllepacno-
NIOXEHHOI Kuwku ¢ runeptpodueii ee cTeHkn [1].
MepBoe onucaHue KAMHUYECKUX M aHATOMUYECKUX
NPM3HAKOB, MNOXOXMUX Ha 60ne3Hb MMpwnpyHra, npu-
HaANexuT ronnaHackoMy aHatomy Fredericus Ruysch,
KoTopblii B 1651 rogy coobwiun o0 NAaTuneTHel feBoY-
Ke, cTpajaBsluei TsxenbiMu 3anopamu. Ha BCKpbITUK
y Hee 6bI10 BbISIBNEHO PE3K0Oe pacluMpeHne ToNCTolk
KuULWKK. Takxe 04HO U3 NEepBbIX YNOMUHAHWIA 0 pac-
LWMPEeHUN TONCTOI KULWWKKM CBA3AHO ¢ uMeHeM Ebers
(1823). C aToro BpeMeHW HauyMHaeTcs OnuUcaHue
3TOT0 CNOXHOro U TSHKENoro 3aboneBaHusi. B KoH-
e nepsoii nonoBuHbl XVIII Beka nosBunacb pabora
utanbsiHya Favalli (1846), B koTopoii 6b110 NoApO6HO
OMMUCaHo pacluMpeHue TONCTOW KULIKKU Yy B3POCAOroO.
B 1894 rogy Mya npeanoxun TePMUH «BPOXAEHHbI
MerakosioH», KOTOPbIi, KOHEYHO, He OTpaXkan natore-
HETMYECKON CyTW 3aboneBaHNsA, NOCKONbKY ABAANCA
NMWb ONUcaHMeM NOCNeAcTBUA 60Me3Hu, a He ee UC-
TUHHOW NpuunHoii. B 1898 rogy Treves npegnonoxun,
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Puc. 1. Aatckuit neanatp Xapanba MmpinpyHr

Fig. 1. Danish pediatrician Harald Hirschsprung

YTO Hannuue CYXeHWsi B JUCTanbHOM OTAeNe TONCTOi
kuwku (narrow distal rectum) MoxeT 6bITb NPUYMHOI
runeptpoduu Bblwenexauwero otgena. B 1901 rogy
Tittel, npoBeas rmcTonorMyeckoe uccnefoBaHue, 06-
HapyXWn OTCYTCTBME HEPBHbIX FAHFNUEB B MEXMbI-
LIEYHOM HEPBHOM CNAETEHWUM TONCTON KMLLKN y peben-
Ka, CTpajaBLUero C POXAEHNS 3anopaMu U yMepLiero
BCNeLCTBME KUILEYHOI HEMPOXOAUMOCTH B BO3pacTe
nATHaauatn mecsiues. Tittel nepBbiM npegnonoxun,
YTO HapyleHue QYHKLUKU TONCTON KULWKK BbIIO CBSI-
3aHO C 0CO6EHHOCTAMW MHTPaMypanbHOW UHHepBa-
LMKU CyXeHHoro yyacTka. locne 3Toro nosiBUAKUCH
elle 57 oTAeNbHbIX COOGLLEHNIA ApYrMx aBTOPOB, Mo-
CBAILLEHHbIX €ANHUYHBIM HAGNIOAEHUAM PaCLIMPEHNS
TONCTOI KuwkW. OgHaKo CBOUM HasBaHWEM [aHHoe
3aboneBaHne 0653aHO gaTckomy neguaTpy Xapanbay
TmpwnpyHry (puc. 1).

OH nepBbIM 0606 MM TPU COBCTBEHHbIX HAabNOAe-
HMA NaTONOIMMYECKOro pacluMpeHuns TONCTON KULIKH
B 1886 roay noa HasBaHuem «megacolon congeni-
tum idiopaticum» 1 fonoxun 06 3TOM Ha 3acefaHuu
bepnuHckoro oblwecTtBa getckux Bpayei. o ero
MHeHW0, U3 57 cnyyaes pacMpeHns TONCTOW KuL-
KW, ONy6IIMKOBAHHbIX A0 HEro, BPOXAEHHOe pacLlu-
peHue 6bi1o Tonbko y 28. C 1886 ropa ato 3abone-
BaHMe MOBCEMECTHO NOMYYNUIO Ha3BaHME GONE3HH
lvpwnpyHra. JaHHaa natonorus BcTpeyaeTcs C ya-
cToToii 1:5000 HOBOpOXAEHHbIX. Manbuukn 6oneroT
B 5 pas vauie aeBoyek. s ceMeil, UMEIOLMX TaKux
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AeTeil, puck BOSHUKHOBEHUSA 3a60/1eBaHNA BO3pacTa-
et 10 3,6%.

Mpowno MHOro NeT ¢ MOMEHTa OTKPbITUA AAHHO-
ro BPOXJEHHOro Nopoka pa3BUTUSA, MPEXAe YeM yaa-
NOCb YCTaHOBUTb €ro Mop(HONOr1Yeckyt CyLIHOCTb.
MepBOHAYaNbHO CYNTANOCh, YTO OCHOBHAA NMPUYMHA
3aKJl0YaeTCsA B HAaNMUUK NJIOXO MEPUCTANbTUPYHOLLEN,
runepTpo@UpoBaHHOI, paclUMPEHHO 30HbI TONCTOIA
Kuwku. Heypaum B onepaTUBHbIX BMeLLATeNbCTBAX
Ha BbllleyKa3aHHOW 30HEe 3acCTaBMUAW UCKATb UCTUH-
Hyl0 NpuunHy 3abonesanus. Tak, ewe B 1901 rogy
Favalli BnepBble npefnonoxus, 4To MerakonoH Bo3-
HUKaeT BCNeACTBME HapyWeHUsa naccaxa KuleyHo-
ro COAEepXNUMOro yepes nnoxo nepuctanbTUpyOLW Ui
AMCTanbHbIA Y4acTOK TONICTON KULIKK W CBSi3an 370 C
N3MEeHEeHUsIMU B ayap6ax0BCKOM HEPBHOM CMIETEHMUN.
B nocnepywoweM aTn HabnogeHUsa 6biiM NOATBEPXK-
AeHbl pabotamu M.E. Tiffanietal (1940), T. Ehrenpreis
(1946), F.R. Whitehouseetal (1948). KauecTBeHHbIl
nepenoM B MOHMMaHWUM CYLHOCTW 60NE3HN MpoK30-
wen ¢ nosieneHunem pabot 0. Swenson u H. Bill (1948).
ABTOpaM yaanocb yCTaHOBUTb, YTO NATONOMNYECKHMIA
oyYar NoKanm3yeTcs B CY)XXEHHOW YacTu TONCTON KUL-
KW, TAe OTCYTCTBYIOT HOPManbHble raHrMNO3HbIe KNeT-
KM, YTO KOPEHHbIM 06pa30M M3MEHUIIO BCHO XUPYPru-
YecKyto TaKTUKY Npu JaHHOM 3aboneBaHuu. B Haweid
cTpaHe pa6otamm 10.0. Ucakosa (1962) goka3saHo,
yTO Mpu 60Me3HN [MpWNpPyHra NopaXeHU NoaBep-
)XEH HEepBHbIA UHTpaMypanbHbId annapat He TONbKO
MbILIEYHOrO C/0S, HO M BCEX CNIOEB KNLIEYHOI CTEHKM,
a TaKXe 3aMeTHble U3MEHEHUS 06HApPYXNUBAKOTCS BO
BCeX CTPYKTypax KulKkuW. Kpome Toro, onpegeneHHble
AMUCTPOdUMYECKME UBMEHEHUS BO BCEX CNOSAX UMEKOTCSA
1 B BbILIEPACNONOXEHHOI PaCLUMPEHHOI 30HE KULLKK.
Mpuyem c BO3pacToM 60/IbHOrO KONIMYECTBO fereHe-
PUPYIOLLNX HEiPOHOB YBENNYMUBAETCS.

Takum 06pa3oM, COrnacHo COBPEMEHHbIM [JaH-
HbIM, MOMYYEHHbIM B pe3ynbTaTe MHOFONETHUX BCe-
CTOPOHHUX MCCNeA0BaHUN, B OCHOBE 60ne3Hu MnpLu-
NpyHra NeXxuT NOpoK pa3BUTUS AUCTaNbHbIX OTAENO0B
KMLIEYHUKA Pa3fIMYHON MPOTSHKEHHOCTU — BPOXKAEH-
Hblii araHrnno3. BTOpMYHO NoBpexpatTca BCe CoM
CTEHKM KMLUKK.

NATOTEHE3

HecmoTpsi Ha BCe BblLENepeyncneHHoe, npuymnHa
HeL0pa3BUTUA HEPBHbIX 3/IEMEHTOB B CTEHKE KULUKU
0CTaeTCA A0 KOHLLA He BbIACHEHHOW. B HacTosulee
BpeMsl 60N1e3Hb [MpLWINPyHra OTHOCAT K HENPOKPUCTO-
natusam (3a6oneBaHus, UMEIOLME CBSA3b C Pa3BUTUEM
HEpPBHOro rpebHs 3MGpUoHa). CornacHo NonyYyeHHbIM
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JAaHHbIM 3M6PUONIOrNK, MOSIBJIEHNE HEPBHbIX ChjeTe-
HUI B CTEHKE KMLIEYHNUKA MPOMCXOANT CNeayowmuM o6-
pa3oM. BHyTpuyTpo6HO M3 BarycHOro u cakpasbHoro
HEpPBHbIX rPE6ELIKOB HeHpPO61acTbl MUTPUPYIOT B CTEH-
Ky KMLWKKN B KpaHMOKayfaNbHOM HanpaBneHuu. 70T
MPOLIeCC HauMHaeTCs Ha 6-i Hefene BHYTPMYTPOGHOTO
pasBuTUS 1 3aKaHuyuMBaeTcs K 12-it Hegene. Ha 6-i He-
Jene BHYTPUYTPOOHOro pasBuTUSA HelipobnacTbl 06-
HapyXuBalTCA B KapAuanbHOM OTAENe Xenyhnka, Ha
7-i — B TOHKOW Kuwwke, Ha 8-10-i1 — B nmonepeyHoil
06004HOI, Ha 12-i — B nNpAMON kuwke. Moacnu-
3ucToe cnieteHne GOPMUPYETCS Ha HeJento no3xe
MEeXMbILEYHOro 1 6epeT Hayano oT Helipo6nacTos.,
KOTOPbIE MUTPUPYIOT N3 MEXMbILIEYHOTO CNIETEHNS B
OCTanbHbIE C/ION KULIEYHOI CTEHKN. TakuM 06pasom,
€C/IM HapywaeTcs NpoLecc MUrpaLumn Heiipo6aacToB
Ha 7-ii Hepene BHYTPUYTPOOGHOTO pa3BUTHS, TO BO3HU-
KaeT araHrimos TONCTOW W YacTu NoAB3A0LHON KuL-
Ku. HapyweHue murpauuu Ha 8- Hepene npuBoAuT
K araHrinosy TONCTON KUWKKW. Takue e HapyweHus
Murpaunmn Ha 9-it Hegene nNPoABNAOTCS araHrMo30M
HUCXOAALLENA, CUTMOBUHON N NPAMON KULWKK. Hapy-
LIEHMS BHYTPUYTPOGHOI MUrpaLun HelpobnacToB Ha
10-12-ii Hepene NposiBASETCA araHrnMo3oM CUrMo-
BUZHOM KWLIKW U peKTOCUIrMOMAHOro oTgena [2].
BecbMa BaXkHYyl0 pofib B MOHWMaHMKU naToreHesa
60N1e3HK [MpINPYHra MMeeT reHeTUYecKUn acnekT.
Cnyyan cemeiiHoro 3a6osieBaHusi JOKa3blBalOT ee
reHeTMYecKylo AeTepMUHUPOBAHHOCTb. BBUAY 3Hauu-
TeNIbHO 60MblUel YacTOTbl AaHHOr0 3aboneBaHus y
MasibYMKOB MO CpaBHeHUo ¢ AeBoykamu (1:3) He uc-
KNKOYaeTca BapuaHT ero CLEnSIEeHHOCTU C MOJ0BOVA
XpOMOCOMOM. Ecnn BEpOSITHOCTb POXAEHUSA AEBOYKM
C 60/1e3Hbl0 MMPLINPYHra B CEMbE, FAe ecTb Manbunk
C KOPOTKOI4 30HO# araHrnunosa, pasHa 0,6%, To puck
nosiBNeHUs pebeHka ¢ TakuM 3a60neBaHNEM B CEMbE,
rae feBoyka CTpajaeT TOTasbHbIM araHrino3oMm Tos-
CTOM KUWKWK, MOXeT pocTturatb 25%. OT 5 go 32% pe-
Tell ¢ 60/1€3HbI0 [MpLINPYHra UMET CoYeTaHHbIe No-
POKU pasBUTMA MIN XPOMOCOMHbIE aHOMaNK, Takue
Kak, Hanpumep, cuHgpom [ayHa. Cpean aHomanwuii
pasBUTMA MOXHO BblAeNNTb MOPOKK PasBUTUA Xeny-
AOYHO-KMWEYHOro TpakTa (8%), nopoku cepaua (4,5%)
W LeHTpanbHoi HepBHOI cuctembl (6,8%), MoueBblge-
nuTenbHbIX nyTei (6%). VIMetoTcs coobLeHns 0 code-
TaHUN 60ne3HN TMpLINpYyHra c aTpesnelt NULLEBOSA,
MUIOPOCTEHO30M, aTpe3neit UM MeMbpaHoi fBeHaf-
LlaTMNEPCTHOM KULLKK, ManbpoTaLueit, [MBEPTUKYNOM
Mekkens, aTpesueil TONICTO KULWKKU, NOPOKaMK pas-
BUTUA aHOpeKTanbHoii o6nactu [6]. Mpocnexusaert-
cA B3aUMOCBA3b (OPMUPOBAHMUSA HEKOTOPbIX aHOMa-
NUA pasBUTUA C MPOTSKEHHOCTbIO araHrMOHApPHOro
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cermeHta. Hanpumep, cuHapom [layHa u MeMbpaHa
ABEHafLaTUNEpPCTHON KULWKN Yalle HabnopawTtes y
JeTel C AIMHHOI 30HOM araHrnnosa, Torna Kak pekTo-
curMonaHaa gopmMa 3aboneBaHusi, Kak npaBuno, 6bl-
BaeT U30/IMPOBaHHOI. TOTanbHbIN araHrnno3 TONCTON
KULWKKM gnarHoctmpyetcs y ogHoro u3 50 000-100 000
HOBOPOXJAEHHbIX [3]. HefloHOWEHHbIE AeTU C 6ones-
Hbto [MpLINpyHra BCTpeYaTCs peako.

0pHaKo, HECMOTPSA Ha POJib FEHETUYECKOTrO acrnek-
Ta, OCHOBHbIM B naToreHese 60ne3Hu FMpwnpyHra
oCTaeTcs MoBpexjatouiee BO3[eiiCTBME BHELWHMUX
(GaKTOpOB Ha MpOLECC BHYTPMYTPOOHOI MUrpaLuu
Helipo61acToB M3 HEPBHOMN TPYOKN B CTEHKY KULIKK.
Pa3nnyHbie aBTOpbI NPUBOAAT 06OCHOBAHHbIE AaH-
Hble O BIMSIHUM TEX UMW UHbIX GAKTOPOB HAa BO3HUK-
HOBEHMe [aHHOro npouecca. Hanpumep, OAHUM U3
HUX ABNAIOTCSH BHYTPUYTPOOHble HekLun. Kpome
TOrO, OHW MOTYT MPUBOAMUTb MOCTHATaNbHO Jaxe K
TMOENU UMEIOLLMXCS TaHMTIMO3HbIX KNEeTOK B CTEHKE
KWWKK [6]. BaxHyl posib UrpaeT BHYTPMYTPOGHas
rMNOKCUsA, HEraTUBHO OTpaXKatolasca Ha npouecce
MUTpaLun HEPBHbIX KNeToK. OcTaeTcs akTyasibHbIM
GakT noBpexpjatLLero BO3AeiACTBUA MOHU3UPYIO-
el pagmauumn, nepeHeceHHbIX OCTPbIX BUPYCHbIX U
NHOEKLMOHHbIX 3a6onesaHuit [6]. Takum o6pasom,
crneayeT cunTatb 60M1€3Hb [MpLWINpyHra NoaU3TUONO-
TMYHON.

HopmanbHasi MOTOpMKa KMLWEYHMKA 06YCNOB/EHa
COrlacoBaHHO paboToN MO COKPaLLEeHMo U paccnab-
NEHUO ero rnajKoMbllEYHbIX BONOKOH. JTO obec-
neymBaetcst paboToii cneumanbHbiX WHTEPCTULMAND-
HbIX KNIeTOK Kaxasnsi, KoTopble ABAATCA BOAUTENSAMU
puTMa ANs rnagkux Mblll, KuieyHuka. Mpu 6onesHu
lMpwnpyHra B CBA3W C OTCYTCTBUEM FaHTNO3HbIX
KNeTOK B AUCTaNbHbIX OTAENaX KWUIKKU TepseTcs ee
CBA3b KaK C CMMNAaTMYEeCKOii, Tak U C napacumnaru-
YeCKOM MHHepBaLMeil, U K1LWKa, N0 CyTW fena, ABns-
eTca [leHepBUpPoBaHHON. TakuM 06pa3oM, COrnacHo
3akoHy Cannon, araHrIMOHAaPHbIA Y4aCTOK KULIKK, KaK
n nobas aeHepBUPOBaHHAA rnafkas Mbllla, Ha Jito-
60e pasgpaxeHue oTBeyaeT cnasmomM. BcneacTeue
3TOr0 YacTb KMUIIEYHUKA, HAX0ASCb B COCTOSSHUW NO-
CTOSIHHOTO crna3ma, He NMepUcTanbTUPYET U CAYXUT
NpensiTCTBMEM AN HOPMaNbHOro Naccaxa KULeyHo-
ro cogepxumoro. MocnegHee ckannuBaeTcs B Bbille-
nexatiem oTAene KULIKK, Bbi3blBasi €ro NOCTENeHHoe
pacTsXeHue, a yCUNIEHHas NepucTanbTMKa PacTsHYTo-
ro yyacTKa KULLKU NPUBOAUT K rMNepTpoduun ero CTeH-
ku. Co BpeMeHEeM MO NpuYKHe NOCTOSAHHOI paboTbl Mo
MPOTaNKNBAHMIO KULIEYHOTrO0 COAEPXMMOro No araH-
FNMOHAPHOMN CYXXEHHOI 30He B BbIlLepacnonoXeHHoi
CynpacTeHOTUYECKOI 30HE NPOUCXOAAT AUCTPOdUYe-

CHILDREN’S MEDICINE of the North-West

AEKLUHWUHU

CKMe U3MEHEHNSI, CONPOBOXAAIOLNECS BTOPUYHOMN U-
6enbto raHrNMO3HbIX KNeToK. CYMTaeTCs, YTO HUKHAS
rpaHuLa araHrnMoHapHO 30HbI HAaX0AMTCS Ha YPOBHe
aHyca, a ypoBeHb BepxHeii rpaHuLibl 3aBUCUT OT Mpo-
TAXEHHOCTM nopaxeHus. MpumepHo y 20% 60/bHbIX
AeTel araHrnMoHapHas 30Ha 3akaHuMBaeTCs Ha ypoB-
He BEpXHei yactu npamon Kuwku; B 60% nopaxeHue
3aHMMaeT PeKTOCUrMOUAHYIO 30HY, ¥ 15% nopaxeHue
pacnpocTpaHseTca Bbllle CUTMOBULHOW KUWKU U
y 5% nopaxeHa Bcsi ToNcTas KuwwKa [6].

KAACCUOUKALIUA

CoBpeMeHHyt Knaccudukauuto 6onesun upuw-
npyHra npegnoxun A. Holschneider 8 1998 rogy. B oc-
HOBE €ee NIeXUT AeneHne 60bHbIX B 3aBUCUMOCTH OT
MPOTAXEHHOCTM araHrfIMOHapHOro yyactka TONCToi
KULKK:

® C KOPOTKOW 30HOi araHrnnosa — peKTocurMong-
Has Gopma (araHrn1o3 pacnpocTpaHAeTCa Ha nps-
MY ¥ CUrMOBUIHYIO KMwKy) — 70-80% cnyyaes;

® C JJINHHOM 30HOI — OT HUCXOASALLEN KULLKM [0 ne-
YEHOYHOrO0 yrna BKIYMTeNbHO — 15-25% cryyaes;

® TOTaNbHbI araHrnIMo3 TONCTON KMUWKK (YacTo C
3axBaTOM TEpPMWHaNbHOro OTAeNna noAB3AoLl-
Hoii) — 1-5% cnyyaes.

CywiecTByeT Takxe paf KnaccubukaLnoHHbIX CXeM
6onesHn MmpwnpyHra. OgHoli M3 Haubonee yaauHbIX,
OCHOB@HHbIX Ha @HaTOMUYECKOM MpUHLUNe, ABNSeTCA
knaccudukauus A.W. NewtowkuHa (puc. 2) [4].

A. AHaToMUYeckune GopMbl

|. PekTanbHas:

1) ¢ NnopaXxeHneM NPOMEXHOCTHOTO OTAena nps-
MOI KuwWwKKM (60ne3Hb MMplwnpyHra ¢ cynepko-
POTKUM CETMEHTOM);

2) c nopaxeHUem amnynsipHoi U HagaMnynsapHoii
yacTeit npsamoit Kuwku (6onesHb MMplnpyHra c
KOPOTKMM CErMEHTOM).

II. PekTocurmounpaHas:

1) c nopaxeHneM AUCTaNbHO TPETU CUTMOBUAHON
KULLKY;

2) ¢ nopaxeHnemM 60nblUei YacTy UK BCEli CUrMo-
BUAHOW KUIWKKM (60ne3Hb MMpWINpyHra ¢ ANWH-
HbIM CErMEHTOM).

[ll. CermeHTapHas:

1) C OAHUM CErMEHTOM B PEKTOCUTMOUAHOM Nepe-
XO[e UNIN CUTME;

2) ¢ ABYMSA CErMEHTaMM U HOPMasbHbIM Y4acTKOM
KULIKKN MEXAY HUMK.

IV. Cy6ToTanbHas:

1) ¢ nopaxeHueM Bceii 1eBOI NONOBUHbI 060A0Y-
HOW KULWWKMK;
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Puc. 2. AHaToMmuueckre ¢opmbl 6one3HU TMpLunpyHra
(no A.N. AeHIOLKKUHY)

Fig. 2. Anatomical forms of Hirschsprung's disease
(according to A.l. Lenyushkin)

2) C pacnpoCTpaHeHWeM NOpaXXxeHNs Ha nNpasyto no-
NOBUHY.

V. ToTanbHas — nopaxeHue BCeil TOJICTON KULUKU
(MHOrAa 1 YacTn TOHKOWA).

b. KnuHuyeckue ctaaum

|. KomneHncupoaHHas (I u Il cTenenn);

l. Cy6komneHcupoBaHHas (I u Il ctenenn);

lIl. LekoMmneHcupoBaHHas (I u Il cTenewwm).

Mo COBPEMEHHbIM JaHHbIM, AeTH C Cy6TOTanbHON
(bopmoit 6onesHu MmpinpyHra coctaBnsitoT 4,1%, ¢ pek-
TanbHoi popmoii — 1,5%, ¢ pekTocurmongHoii popmon —
35,8%, ¢ cynepkopoTKoit hopMoii — 58,6% (puc. 3).

B knaccudpukauuu A.W. JleHowKnHa nmeetcs yno-
MWUHaHWe 0 CerMeHTapHoii opme 601e3HK MMpLINPYH-
ra, Kak v B page ny6nmkauuin n 4actu paHee npeano-
XEHHbIX Knaccudukaumii [7, 8]. B HacTosAwlee BpeMs
6onblas 4yacTb aBTOPOB MPUAEPXKMUBAETCS MPAMO
MPOTUBOMOJIOXHO! TOUYKU 3PEHUS, cuMTas Hecylle-
CTBylowWeii faHHyo GopMmy 3a6oneBaHus [6]. Kpome
TOro, Hanyme cerMeHTapHon GopMbl 6051e3HM TnpL-
MpyHra NPOTUBOPEYUT CYLLECTBYIOLNM JaHHbIM 06
ambpuoreHese yenoseka.

Volume 13N 3 2025
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58,60% 35,80%

Puc. 3. YpeAbHbll Bec pasavuHbix GopM BOAE3HMU
MpwnpyHra

Fig. 3. The proportion of different forms of Hirschsprung’s
disease

B HacTosLee Bpems Ha PocCMiiCKOM CMMNO3NyMe
LETCKMX XMPYProB, NMOCBSAWEHHOM 60nesHu mpu-
npyHra u cocrtosswemcs B Mockse B 2018 roay,
K NPaKkTMYecKOMy MPUMEHEHUIO Bbina peKOMEeHAO-
BaHa MoaubuunpoBaHHasa knaccudukayma 60nesHu
['mpwnpyHra:
® 6oe3Hb [MpWNpyHra ¢ KOPOTKUM CETMEHTOM —
araHriMo3 pacnpocTpaHseTcs HUXe NnepBoi net-
NN CUTMOBUAHOMN KULLKY;

* 60nesHb MMpWNpyHra ¢ AJIMHHBIM CErMEHTOM —
araHrivmo3 pacnpocTpaHAeTcs Bbllue NepBoil net-
NN CUTMOBUAHOMN KULLKY;

* 6onesHb MMpwnpyHra, TotTanbHas Gopma — araH-
FN103 pacnpoCcTpaHAETCA Ha BCI TOMCTYH, UHO-
rfha Ha YacTb TOHKOW KMLLKM.

KAMHUYECKAA KAPTUHA

OCHOBHbIM KJIMHNYECKMM CUMNTOMOM npu 60ne3-
Hu MMpwnpyHra saensetca 3anop. CTeneHb ero Bbipa-
)XEHHOCTM, HaYyano NoABMIEHNS, YNOPCTBO TeYEHUs 3a-
BUCST He OT Bo3pacTa pebeHka, a OT MPOTSAKEHHOCTH
30HbI araHrn1o3a. B 60nblWMHCTBE Cy4YaeB 3TOT CUM-
NTOM NPOABNSETCA C POXAEHUA. Mpyu KOPOTKMX op-
Max 3aboneBaHNs 3alepXKKa MEKOHUSA, @ 3aTeM 1 Kana
orpaHuymBaetca 1-3 OHAMM M Nerko paspellaeTcs ¢
MOMOLbI KNNU3M. [nnHHble dopmMbl 60ne3nu Mvpu-
NpyHra xapakTepusyloTcs 60nee ynopHbIMi 3anopa-
MU, N HEPELKO NPUMEHEHMS 0BbIYHBIX OYNCTUTENBHDBIX
KNM3M GbIBaeT HeL0CTaTOuHO. IPHEKT nonyyaT npu
NCNoNb30BaHUM CUBOHHBIX Knu3Mm. Mpu 3abonesa-
HUM C CYNepKOPOTKMM CErMEeHTOM araHravosa 3ano-
pbl, Kak NPaBKI0, HAYMHAKOTCA B BO3pacTe 2-3 NieT u
HOCAT 6osee «MAArKKUii» xapaktep. Hepefko poauTe-
nn obpawaroTcs 3a MeLULMHCKOI NOMOLLbIO TOrAa,
Korga y neteit MaHU(pecTUpyeT aHKONpe3 B TOW Uim
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WHOW cTeneHun. pn ocmoTpe y AeTen ¢ SAUHHbIMYU
Gopmamu araHrnmosa oTMeyaeTca B3AyTHUE XMBOTA,
06yCnoBNEHHOE NepenosHEHNEM KULLEYHNKA rasamu,
Ha NepejHIo OPIOLLHYKO CTEHKY KOHTYPUPYHOTCA MeT-
NN KULIOK 1 Jaxe onepefenserca ux Bugumas nepu-
cTanbTuka (puc. 4).

MocTosiHHbIE 3aN0pbl NPUBOAAT K pa3BUTUIO Kano-
BOM MHTOKCUKaLuMW. MNocnefHAN KNMHUYECKN MOXEeT
NposIBNATLCA OTCTaBaHWEM pebeHKa B POCTE U BECE,
61e4HOCTbI0 KOXHbIX MOKPOBOB, WHOTAA pPasBUTH-
€M anoneuun B TO UAKU UHOI CTENEeHU, TOMKOCTbIO
HOrTeli, CyXOCTbO KOXW W CAN3UCTbIX 06010YEK, MO-
SIBNEHNEM pas3NuyYHbIX AepmMaTuToB. Annetut y geteii
06bIYHO CHUXEH. Y AeTeli rpyLHOro Bo3pacta MOXeT
nepuosMyeckn BO3HUKaTb pBOTA, 06YCNOBEHHAs 06-
Typauueii KuiweyHuka [5].

Hanpotus, npu 60ne3Hn 'vplunpyHra ¢ cynepkopoT-
KUM CerMeHTOM NPOsiBAEHN KanoBoi UHTOKCUKAL MK
06blYHO He 6bIBaeT, TaK Kak CTyN yalie BCEro camo-
CTOATENbHbI. Pa3BuBaloTCA LETU HapaBHe CO CBOUMMU

Puc. 4. BHelHWI BUA pebeHKka ¢ AAMHHON dopmoli 60-
Ae3HU [MpwnpyHra (oTo aBTopa)

Fig. 4. Appearance of a child with the long form of Hirschs-
prung’s disease (photo by the author)

AEKUUMH

3[10pPOBbIMW CBEPCTHUKAMM. M3 0CO6EHHOCTEN MOXHO
OTMETUTb TONIbKO CHUXXEHUE anneTuTa u nosiBNeHue B
psife cryyaeB KanomasaHus.

Mpu 60nesHn MpwnpyHra, No JaHHbIM pasnny-
HblX aBTOpoB, B 11-19% cnyyaeB nMeercs covera-
HUe C ApPYrUMM nopokamu pa3sutus [6-8]. 3abone-
BaHMWe NpoTeKaeT CTagMitHO. B KOMMNeHCUPOBAHHOIA
cTaguu B Nepuos HOBOPOXAEHHOCTU AeTu c 6ones-
Hbto TMpLUNPYHra MOTYT NPaKTUYECKU He OTAnYaThb-
cA OT 340poBbiX. NHOrpa oTMevaeTcs 3ajepxka
CTyna, yMepeHHOe B3JyTUe XXMBOTA U pefKas peoTa.
06wee cocTosiHUe He MeHseTcs. C yBennyeHuem
BO3pacTa, U3MeHeHMeM xapakTepa NMTaHua 1 nepe-
BOAOM pebeHKa Ha 6o/ee NIOTHYIO MUy, 3anopbl
HauyMHaKT npuobpeTaTb 60Jiee NOCTOSHHbINA Xapak-
Tep, NoABNAETCA BANOCTb, CHMKEHUe anneTuta. [ns
OMOPOXHEHNS KUIIEYHUKA JOCTAaTOYHO, KaK npaBu-
N0, 0YUCTUTENbHOI KNM3Mbl. Takoe TeyeHue 3a6o-
NneBaHWA XxapaKTepHO Ans AeTeil C CynepKoOpOTKON
WU KOPOTKOW 30HOW araHrnuosa.

Puc. 5. BHelwHWI BUA pebeHka ¢ cybKoMneHCMPOBaHHOM
ctapuen 6onesHu MpunpyHra (poTo aBTopa)

Fig. 5. Appearance of a child with subcompensated stage
of Hirschsprung’s disease (photo by the author)
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Cy6KOMNEHCMpoBaHHas CTaAns BOSHUKAET y AeTell
Npu SAVMHHBIX OopMax 3abosieBaHNs UK, C TEYEHNEM
BPEMeHH, y fieTell ¢ KopoTKumu hopmami araHrnnosa
Mpu HejocTaTKax yxoAa. 3anopbl HaYMHAKT HOCUTb
6onee ynopHbI xapakTep, NOABNAETCSA MOCTOSHHOE
B3AyTHE XMBOTA U CUMMTOMbI KanoBOW UHTOKCHKaA-
LmMun: 6N1efHOCTb KOXHbIX MOKPOBOB, PE3KOE CHUXEHUE
anneTuTa, BANOCTb, HapyLLeHUe pocTa BOSOC U HOTTel,
CHUXeHue Beca (puc. 5).

Mepuoanyecku oTMevaetca poTa. [1ns ycTpaHe-
HUS 3anopa OYUCTUTENbHbLIX KNU3M YXe 6biBaeT He-
joctaTtoyHo. lMpuxogutcs npuberatb K CUGOHHBIM
Knusmam.

[JlekoMneHcupoBaHHas cTagus 3aboneBaHus pas-
BMBAeTCA NpW ANIMHHbIX Gopmax araHrnuosa. Knunu-
yeckue NpPOSBEHNUSI NP HEN BO3HMKAIKOT yXxe B ne-
puoL HOBOPOX[EHHOCTU W HOCAT OCTPbIA XapakTep.
C nepBbIX AHEN XWU3HU BO3HUKAKOT CUMNTOMbI KULLIEY-
HOW HENpPOXOAMMOCTHU: 3aflepXXKa MEKOHUS U rasos,
pesKoe B3fyTue XMBOTa, MHOTOKpaTHas pBoTa. Pebe-
HOK GneAHbIi, aAMHAMUYHbIW, 0TKa3blBaeTcs OT eAbl;
Ha nepefHei 6PIOLIHOI CTEHKE KOHTYPUPYIOTCS NETN
B3[YTON KWLIKKM, NOSBNAETCA OAbILIKA PECTPUKTUBHO-
ro xapakTepa ¥ CUMNTOMbl CEpEYHON HeJOCTaTOUHO-
cTu (puc. 6) [6, 7].

KoHcepBaTuBHble MEPONpPUATUA B PAfe ClyyaeB
He npuHocAT addekTa. Hepeako BO3HMKAET dHTe-
POKONIUT, 06YCNOBMEHHbIA JEKOMMNEHCUPOBAHHbLIM
AUC6aKTEPUO30OM U A3BEHHbIM npoueccoM. Knunu-
YecKu OH NposiBNseTcsA napajokcanbHoOW auapeeil,
KoTopas ABNAETCA NPUYMHON 6ONbLIMHCTBA NeTanb-
HbIX MCXOA0B Npu 60ne3HN [MpwnpyHra B nepuoge

LECTURES

HOBOPOXAEHHOCTU. JInxopajka 4acTto CTaHOBUTCA
MPU3HAKOM 3TOr0 FPO3HOT0 OCJIOXHEHUS, KOTOpoe
MOXeT NPUBECTH K IeTaNIbHOMY UCXOAY AaXe paHee,
yeM 6yfeT yCTaHOBNIEH AMAarHo3 OCHOBHOrO 3a6o-
nesaHus [8]. B noceBax kana 06blYHO BbiCEBAETCS
yCNOBHO-NaToreHHas Gpnopa, Uau oHM 6biBalOT OTPU-
uatenbHbiMu. EcTb paHHbIe, yKasbiBaloWme Ha ak-
TUBM3aLMI0 aHaspobHoii Mukpodnopbl (Clostridium
difficile). HoBOpOXAeHHble C KIMHUYECKOI KapTu-
HOWi 9HTEpPOKONUTa U CUMNTOMaMW KUILEYHOW He-
NPOXOAMMOCTM HYXJAlTCA B UHTEHCUBHOM Tepanum
(MHOY3MOHHOI, aHTMBaKTepuanbHOii), UCMONb30-
BaHUM CUGDOHHBIX MW OYUCTUTENbHbIX KAKU3M. Ha
GoHe neyeHusa cocTosHMe AeTell 4yacTo 6bICTPO
ynyylaetcs, NOABNAETCA CaMOCTOATENbHbIA CTyN,
W BMarHo3 XUPypruyeckoi naTtonorum MoxeT 6biTb
Jaxe He 3an0of03peH UM HEOOOCHOBAHHO UCKIHO-
yeH. KoBapcTBo 3a6oneBaHNsi COCTOMT B TOM, YTO
yepe3 pasHble MPOMEXYTKM BPEMEHM BO3HMKaeT
nu6o peunpnMe 3anopa, TM60 BHOBb pa3BUBaETCH
KNMHMYECKas KapTMHA KWLWEYHO! HENPOXOAMMOCTH,
KoTOpas, Kak npaBuio, coyeTaeTcsi C 060CTpPeHu-
eM aHTepokonuta. CocTosiHMe Takux geteit MoXeT
ObITb KpaliHe TAXenbIM U TpebyeT aKTUBHbIX XUPYP-
rmyeckux gencrenii [9-13].

Bonpocbl AnarHocTuku n neyexms 6yayT npescras-
NeHbl B NOCNEAYIOWMNX YaCTAX NEKLMN.

AOMNOAHUTEAbHAA UHOOPMALIUA

Bknap aBTopoB. KoHLenums v gusaiiH uccnepoBa-
Hus — Ceapwuy B.T.; HanucaHue Tekcta — CBapuy B.T'.,

Puc. 6. BHelwHW BUA pebeHKa ¢ AeKOMMNEHCUPOBaHHOM cTaamnel 6Boae3Hu MplunpyHra (¢oTo aBTopa)

Fig. 6. Appearance of a child with decompensated stage of Hirschsprung’s disease (photo by the author)
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MoakameHeB A.B.; pefaktupoBaHue — Ceapuy B.I.
Bce aBTOpbI NpoYnu 1 0f06punK GUHANBHYHO BEPCUIO
nepep ny6nukauuei.

KoHpnukT uMHTepecoB. ABTOpbl AEKNapupywT
OTCYTCTBME SIBHbIX U NOTEHLMANbHbIX KOHOAUKTOB
MHTEpPecoB, CBA3aHHbIX C NybnMKaumeid HacToaLlei
cTaTbu.

WcTouHnk puHaHcupoBaHus. ABTOPbI 3asiBNALOT 06
OTCYTCTBUM BHELIHEr0 GUHAHCUPOBaHMUS.
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