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Pedepar:

Baegenne: Bonesus Impmmnpynra (BI') - 9T0 0OTHOCKHTENBHO pefiKas aHOMa/VA PA3BUTHUSA KMIIEYHUKA, TPV KOTOPOI Ha PA3IIIHOI IIPOTIKEHHOCTH B
CTeHKe TOJICTOJ KUIIKM OTCYTCTBYET MeXMbIlIedHoe (ayap6axoBo) 1 MOACIU3ICTOE HePBHOE CIIIeTeHMe (MelicHepoBo). B mmreparype BI' onuceiBaetcs
B OCHOBHOM IIPMMEHNUTEIBHO K cpepe MHTePeCcOB JeTCKOI XMPypruu, Befb 10 90% crydaes JaHHOTO 3a00IeBaHN BBIABIAIOTCSA B BO3PACTe [0 5 1eT
6. OI[HaKO Y 9aCcTy MaME€HTOB CUMIITOMBI 33.60]'ICB3HI/IH MOTyT 6bITb HE€ BbIPA’XE€HBI MJIV BbIPa’K€HbI CHa60, B TaKOM ciny4ae 6OHI>HI>IC JOXUBAKT 10
3peroro Bo3pacra 6e3 yCTaHOB/IEHHOTO AMarHo3a.

Knuuudeckuit caydart: Mbl leMOHCTPUPYEM OIIBIT XMPYPIUIECKOTO MedeHns 6onesnn [Mpumpynra y mannenra 18 mert.

3axmodenne: XoTs 60mesHp [Mpinpynra B 60IbIINHCTBE C/Ty4aeB MpeAcTaBsieT co6o0it 3aboIeBaHme LETCKOTO BO3PacTa, HeOOXOANMO IIOMHNTD O
ero TUIMYHBIX CUMIITOMAX ¥ IIPY 06palljeHn N 3a TOMOIIBIO0 B3POC/IBIX IAI[MEHTOB, CTPaAAoNinX 3arnopami. CBoeBpeMeHHast IOCTAHOBKA MarHo3a 1
IIpaBUIbBHO HO,[[OﬁPaHHOe XVNPYPIUIECKOE I€Y€HNE€ MOXKXET HE TOTBKO 3IMMMHMPOBATh CMMIITOMBI U IIOBBICUTD KAa9€CTBO JKM3HU, HO VI CHU3UTD BEPO-

ATHOCTDb CEPbE3HDBIX OCTIOKHEHUIA.

Knrouesvie cnosa: bonesup [MpmmnpyHra, Xupypruueckoe nedeHue.

OUR EXPERIENCE IN TREATMENT OF HIRSCHSPRUNG'S DISEASE
IN A 18-YEAR-OLD PATIENT. CLINICAL CASE
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Abstract:

Introduction: Hirschsprung's disease (HD) is a relatively rare condition, in which the intermuscular (Auerbach) and submucosal (Meissner) plexus are
absent in the colon wall at various lengths. In the literature, HD is described mainly in relation to the pediatric surgery area of interests because up to
90% of cases of this disease are detected before the age of 5 years 6. However, in some patients, the symptoms of the disease are not severe, so patients
survive to adulthood without an established diagnosis.

Clinical case: we demonstrate our experience of surgical treatment of Hirschsprung's disease in a 18-year-old patient.

Conclusion: Although Hirschsprung's disease is in most cases a disease of childhood, it is necessary to keep in mind its typical symptoms when an
adult patient complains of constipation. Proper diagnosis and correctly selected surgical treatment can not only eliminate symptoms and improve
quality of life, but also reduce the likelihood of serious complications.
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BBenenne

bonesup [mpmmpynra (BI') - 3To oTHOCKHTeNbHO pepkas
aHOMaJIUsA PasBUTHA KMIIEYHNKA, IPY KOTOPOI Ha pas3ind-
HOJI IPOTS>KEHHOCTY B CTEHKE TOJICTOM KMIIKY OTCYTCTBYeT
MeXMblIllegyHOe (aysp6axoBo) M IMOACAU3UCTOE HEPBHOE
crtereHue (MeiicHepoBo). OCHOBHBIM 3TMOJIOTMYECKUM
(haKTOpOM HapylleHUs I MUTPALNY HeIPo6IacTOB 13 HeBpa-
JIBHOTO I'Pe6HS B CTOPOHY KUIIEYHOI CTEHKI BO BPeMsI 9M-
Opuorenesa cunmraor myranun 4 rexos: RET (peumenrtop
tuposuukuHasel), GDNF (ueitporpodudecknit paxrop rim-
anpHbIX Ki1eTok), ENDRB (reH perjenropa saujorennuaa — B)
n EDN3 (snporenun - 3)[1-3]. Teny RET oTBOMTCS OCHOB-
Hasi poJIb B aToreHese 3aboneBannsa. Jacrora BcTpedaeMo-
ctu BI' — 1 cnyyvait Ha 5000 )XMBOPOXX/JEHHBIX JeTeN, Ipn
9TOM MaJIbYUKI [TOJBEP>KEHBI B 4 pasa 00/IbIlIeMy PUCKY, 4eM
neBoukiu[4, 5]. B mureparype BI' onuceiBaeTcsi B OCHOBHOM
IPUMEHUTENbHO K cepe MHTEPECOB [AETCKON XUPYPIrumu,
Befib 10 90% cy4aeB JaHHOTO 3a00/IeBAaHNUA BBIABIAIOTCA B
Bo3pacTe o 5 yeT [6]. OfHAKO y YacTy MAI[MEeHTOB CUMII-
TOMBI 3a00/IeBaHMsI MOTYT OBITh He BBIPA’KEHBI VIJIN BbIpPA-
JKeHBI /1260, B TAKOM CIy4ae 6OTIbHBIE LOXKUBAKT IO 3pe-
JIOro Bo3pacTa 6e3 yCTaHOBJIEHHOTO AyarHo3a. Takue manu-
eHTBI JOITYe TOABL CTPafaloT OT 3aIlI0POB, C KOTOPBIMU BbI-
HY>X/ICHBI CIIPABIIATHCS MPU TOMOIIY CTTAaONTe/TbHBIX CPEfICTB
[7]. B naHHOM KIMHUYECKOM C/Iy4ae, MBI IEMOHCTPUPYEM
OIIBIT XMPYPIUIECKOro nedeHns 6onesnn [upumpysra y ma-
nmeHra 18 ner.

0630p KINMHNIECKOrO CIydast

ITanimeHT 18 €T MOCTYNUI B CTallMOHAp C anobamy Ha
HepyopudecKue 6011 B XXUBOTE, OOIIYIO0 CTaOOCTDb 1 3aIOPHI.
VI3 anamHesa usBecTHO, 4TO B 2002 rofy, B epBbl€ CYTKMU
IOCTIe POXKIEHM, NAl[MeHT IlepeHeC OIepaTUBHOE JIedYeHue
BPO>K/[IeHHOJ KMIIIEYHOI HEIIPOXOAUMOCTH BC/ISLCTBIE aTpe-
3VM TOHKOJ KMIIKY B 06beMe pedekuyy 30 cM KMIIeYHIKA C
¢dopmupoBanueM T-00pasHOr0 TOHKO-TOHKOKUIIEYHOTO
aHaCTOMO3a KOHEI[-B-60K C IIPEeBEHTUBHOI SHTEPOCTOMOIL.
Yepes 4 Mecs1ja O6bl1a IpoBejeHa PeKOHCTPYKTUBHO-BOCCTa-
HOBUTE/IbHAA OIepanyA IO NUKBUZALUN SHTEPOCTOMBI C
BOCCTAHOBJIEHMEM €CTECTBEHHOI'O X0O/Ia KuinedyHnka. B 2004
TOAY IMallYIeHT OBbUI FOCIIUTAIN3MPOBAH B CTALlMOHAP IO II0-
BOAY YaCTUYHOI CIAeYHOJ KMIIEYHOV HeIPOXOLUMOCTH,
ObLIO IPOBEJIeHO KOHCEPBATUBHOE JICUEHNE C ITOJIOXKUTENb-
HbIM 3¢ pextom. C 2004 ropa marmeHTa epuopnIecKn dec-
MOKOSAT 3allOPbl, YACTMYHO pa3pelIaoluecs I0CTaHOBKOM
K/IM3M, a TaKKe 60/ B )XMBOTe U razoobpasosanne. B fe-
kabpe 2019 roga Ha poHe mpreMa CIaOUTENBHOTO CPeICTBA
HOSIBWIACh TOLIHOTA, pBOTA, TAHYI e 601y B )Xusore. bpu-
ragoit CMII mauyeHT ObII JOCTAB/IEH B XUPYPIUIECKMIT CTa-
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L[MOHAP C AUATHO30M YaCTUYHAs CIaedyHas KMIIedHas He-
IPOXOAMMOCTD, KOTOpasi paspelunniach Ha ¢poHe KOHCepBa-
TUBHOTO JIeY€HUSI.

[Manuenty 65U1a BeITONTHEHA IpoKTOrpadums. Bo Bpems
MpOBeJleHNsI UCCIeNOBaHMs 00paTuiao Ha cebsi BHUMaHMe
YIJIMHEHME ¥ BBIpQXEHHOE paclIMpeHMe CUTMOBUIHOI
KMIIKM, MaKCHMaJIbHbIJ MOIEPEeYHbINl pasMep KOTOPOIl B
HVDKHEN TPETU COCTaBMII 9,5 CM, B IPOKCUMAJIbHONM TPETU —
mo 5 cm.

ITo pesynbraram 1ab60paTOPHBIX AHAIM30B OBIIO BBISIBIIEHO:
nerikoruTo3 (16,11x10°/1), spurporuros (5,86x10'%/11), yMeHb-
IIeHMe CpefHero ooveMa sputpounta (75,9 ¢i), cCHIKeHMe
CpemHero comepyxaHus remornobuna (23,5 mr), CHUXKeHHUe
CpenHeit KOHLeHTpauy remornobusa (31 r/gn), tpombonu-
T03 (389 x 10°/711), yBeu4eHNe COmepKAaHNA HeMTPOPUIOB
n moHouutoB (HenTpodunsr (13,57 x 10°/71), MOHOLUTEI
(1,5 x 10°/n)).

IMTocne ob6¢cnenoBanHNs, OCHOBBIBAsACh Ha JAHHBIX XKanoob,
aHaMHe3a M MHCTPYMEHTAIbHBIX MCCIIEJOBAHMIL, OBII yCTa-
HOBJIEH [MarxHos: 6ose3Hb luplInpyHra, cerMeHTapHas
dbopma.

IMTanyeHTy OBUIO BBIIIOTIHEHO OMEPATHBHOE BMEIIATE/Ib-
CTBO B 00'beMe pe3eKUNy CUTMOBW/JHOI KUIIKY, IIepefHel
peseKuMy IpAMON KUIIKM, JPEHUPOBAHNA OPIOIIHOI MOJI0-
ctu. Bo BpeMs MHTpaomnepalOHHOI peBU3UY B OPIOIIHOIL
HO/IOCTY GBI BU3YaIM3MPOBAH KOHITIOMEPAT, COCTOSIIIMII 113
(PUKCHPOBAHHBIX PHIX/IBIMI IVIOCKOCTHBIMI CIIAIKAMU MEX-
Iy co60ii 1 OpIOIIHOI CTEHKOI IeTeIb TOHKOI U TOICTOM
KMIIKM. B KOHITIOMepare onpefensiach pacUIMpeHHast O
15 cM 3a CYeT ra3oB M IVIOTHOTO KaJIOBOTO COJEPXKUMOTO
HeT/Is CUTMOBMHON KMIIKY JIIMHOM 0 35 cM 6e3 raycTp u
6e3 BUMMOIT IepuCTanbTUKI. I[pOKCHManbHee OIMCAHHOTO
yd4acTKa 1 JUCTaJbHee PEKTOCUIMOUFAHOrO n3ruba cTeHKa
KMIIKY BU3yanus3upoBanach 6e3 BUAMMBIX M3MeHEHWUII.
ITocre apgresmonmsnuca 1 MOOMIN3ALMUN CUTMOBY/HOM U IIPSI-
MOV KUIIKM, TOCTIeqHsA Obl/Ia HepeceyeHa Ha 4 CM HIDKe Tie-
PeXOmHOI CKIa/iKM OPIOMIMHDI, CUTMOBUIHAsI KMIIKA Iepe-
cedeHa Ha 10 cM BbIlIe PACIIMPEHHOrO y4acTKa. beur cdop-
MUPOBAH aIIAPaTHBIN KOJTOPEKTAJIbHBII AHACTOMO3, B
HIpPSIMYI0 KUIIKY YCTAHOBJIEHA CU/IMKOHOBAsI Ta300TBOHAS
TpyOKa.

[MTarmeHT OBIM BBINMMCAH M3 CTAalIOHapa Ha 7-1 [ieHb
HOC/Ie Ollepalyy, IOCIeONePalIOHHbII HePHOoJ] MPOTeKa
6e3 ocmoskHeHMIt. JIpeHax 13 OPIONIHOI MTOMTOCTM U Ta30-
OTBOJIHAsI TPyOKa yHa/IeHbl Ha 3-11 CYTKIL

IcTonornveckoe NCCaefoBaHNe OMePAL[IOHHOTO IIpera-
paTa I0Ka3aso OTCYyTCTBYE FAHI/IMOHAPHBIX K/IETOK B IIOJ-

CIN3NCTOM C/I0€ CTEHKM KHUIIKM, a TaKXe YBEJINYE€HNE
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KOHI[€HTPAI[My HEPBHBIX BOJTOKOH C MATOJOTMYECKUM MX
BETBJICHEM, YTO ObIIO MOATBEPXK/JEHO MMMYHOTUCTOXUMU-
YeCKVM OIIpefie/ieHneM KanbpeTunnHa (puc. 1, 2). 3akntode-
Hue: 6ome3Hp [upmmnpysra, cermeHTapHas ¢popma.
O6cyxpaenune
BonesHp [Mpimmnpynra Hanbomee 4acTo AMArHOCTUPYIOT B
paHHeM JIeTCTBe, a IIPU TOTA/IbHBIX U CYyOTOTANbHBIX (HOp-
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Max, BC/IE[ICTBIE BBIPAKEHHOCTH KUIIEYHON HEIIPOXOLUMO-
CTHU, B epBble guM Xu3Hu [8-11]. OfHaKo B cIydae cerMeH-
TapHOFO HOpa)KeHI/IH TOIICTO]?I KNIKM, CMMIITOMBI 49aCTO
OBIBAIOT He BBIPA)KEHBI, YTO [T03BOJIsIET TAKUM OOIBHBIM J10-
JKMBATh [0 3PeNOro BO3pacTa, He MCIBIThIBAsI IBHOTO CHU-
JKeHNs KadyecTBa )KM3HU. YUUTBIBasA TOT (PakT, YTO Y B3pOC-
7BIX TManyueHToB ¢ BI' waie Bcero sabomeBaHme npexcTas-

Puc. 1. Ilaronormyeckas U3BUTOCTh HEPBHBIX CTBO/IOB B CTEHKE yfla/IeHHOTO cerMeHTa Kumku. Okpacka I'9, 40x.
Fig. 1. Pathological tortuosity of the nerve trunks in the wall of the removed segment of the intestine. HE staining, 40x.

Puc. 2. HepBHbIiT CTBOI B CTEHKE YIa/ICHHOTO CETMEHTa KIUIIKY 6€3 TaHIIMOHAPHBIX K/IETOK B IOfc/3ncToM coe. VII'X kanbpernHnHa, 40X.
Fig. 2. The nerve trunk in the wall of the removed segment of the intestine without ganglionic cells in the submucosal layer. IHC calretinin, 40x.
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JIEHO MMEHHO CeIrMeHTapHoI popMoii, Hanboree paHHUM U
YaCTBIM €ro MPOSABJIEHNMEM CUUTAETCA XPOHMUUECKNI 3aII0P
VIV OTCYTCTBYIE CAMOCTOSITENIbHOTO cTyaa [12]. BaxkHo 06-
pallaTh BHMMaHMe Ha Ha/Ju4ue y NallyieHTa B aHaMHe3e 3a-
MOPOB, MPUCYTCTBYIOUMUX C AETCKOTO BO3pacTa U CONpPO-
BOXKAIOIINXCST 60/IEBBIM CUHPOMOM U B3[[yTHEM XKUBOTA.
HOpyruM Ba)KHBIM IPU3HAKOM HaJIM4uMA araHIJIMOHAPHOTO
ydacTka npu BI' y B3pOC/IbIX MaljueHTOB sBIsieTcsa GopMu-
poBaHue KonpoauTos [7, 12]. [JnurenbHoCcTh TeueHns 3a60-
JIeBaHUS BefleT K CHIDKEHIIO COKPATUTENbHO CITIOCOOHOCTI
MPOKCMMAaJIbHOTO YYacTKa HEIMIOBPEXeHHOI KUIIKY, BCTIefI-
CTBME YeTO BO3HMKAET 3aJlep>KKa IMPOXOXKAEeHMA KalmOBbIX
macc u popmupoanme Konponuutos [7]. Kpome Toro, Takne
CUMIITOMBI, KaK IIOTeps Beca MM aHOPeKCHA, TOUIHOTA U
pBOTA, YyBCTBO BANOCTH, HEJJOMOTAHNA, ypUYaHE B XKUBOTE,
XOTb ¥ He ABJIAITCA ClelpUIecKUMY, TaK>XKe MOTYT IIpU-
CYTCTBOBAaTbh y B3pocC/bIxX nanueHTos ¢ BIL. [Ipu nposepenun
PEeKTaIbHOTO Ia/lbIIeBOrO MCCIEeLOBAHMS 4aCTO OOHAPYKMI-
BaeTCsI ITyCcTasi aMITy/Ia IPsIMOIT KUIIKY, Take Ha poHe [u-
Te/IbHOTO OTCYTCTBMA CTYIA.

VI3 MHCTpyMeHTa/IbHBIX METO/[OB JUATHOCTUKY Hanbosee
MHPOPMATUBHBIM CUYUTAETCS PEHTITEHOKOHTPACTHOE MCCIe-
IIOBaHME TOJCTOM KUIIKA
Pas3IMYHBIX UCTOYHMKAX BocturaeT 90%[7, 9, 12, 13]. duna-
TalMsA yJacTKa TONCTONM KUIIKHU, PACcIOI0KEeHHOTO IPOKCK-

— YYBCTBUTEJIDbHOCTb ME€TOJA B

MajIHee araHINIMOHApHOM 30HBI, a TaKXXe HaXOXXJeHue
BOPOHKOOOPA3HOTO CYXXEHVS HIDKE PACIIMPEHHON KUIIKY
MPefICTABIIAIOT COOO0IT KIaccudeckyio kapTuny npu bI. Op-
HAaKO C/IeflyeT YYMTBIBATh, YTO TUIIMYHOE Cy)XXeHMe KMUIIKA
HabmofaeTcss 4yTh MeHblue, 4eM B 50% cnygaes [12]. C
OJIHOJI CTOPOHBI, HEOOXOAMMO OIleHUBATh MIVPUHY Ipel-
I10/IaTra€MOJl aTaHIJIMOHAPHOJ 30HBl B CPAaBHEHMMU C pac-
LIV PEHHOM 9acThIO, 8 He HOPMOIA, a C IpyToii CTOPOHBI, IpH
HaJIM4YUM yIBTPAKOPOTKOTO CerMeHTa IMOPa’KeHHO KUK,
BOPOHKOOOpa3HOe Cy>KeHue MOXeT He BU3yaln3upoBaThCs
VIV BOBCE OTCYTCTBOBATD [12]. BakHBIM aclieKTOM iMarHo-
CTUKU TaKXe SIBJIsIeTCs OljeHKa (YHKIMOHAIBHOTO CTaTyca
HPSAMOI KMIIKY IIPY IIOMOILY AaHOPEKTa/IbHOJ MAHOMETPUMN.
YcraHoBIeHO, 4To npu bI' pexToaHa/IbHBIN NHIMOUTOPHBII
pediieKkc CHIDKEH, BCIEACTBYUE Yero, Py PacTsHKeHUY Ips-
MOJI KMIIKY He BO3HUKaeT pedIeKTOpHOro pacciabneHns
BHyTpeHHero cuukrepa [7, 9, 10]. VI, HakoHel], B KayecTBe
TOTIOJTHUTENILHOTO METO/la MCC/IelOBaHMA, BO3MOXKHO IIPO-
BefieHNe OMOICUY YIaCTKA TOICTON KUIIKY C IIOCIeYIOLIIM
HaXO>)X/IeHMEM araHI/NINo3a UK IPOBefieHNeM MMMYHOTUCTO-
XMMIYECKOTO MCCIIeIOBAHMA Ha HaIM4ie alje TU/IXO/IMHICTe-
Pasbl M KaJbpeTUHNMHA B COOCTBEHHO IIAaCTVHKE CIU3NC-
TOI 060/M0UKY KUKu [7, 9, 10].
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EpuncrBennniin metop nedeHus bI' - ato xupypruye-
ckuit metofi. B cnydae puarnoctuku BI' B jeTrckom Bospacre,
MMeeTCA 3 OCHOBHBIX METOJla XMPYPIUIeCKOM KOPPpEKIIUM:
CseHncona, Coase u [Troamerns [10]. Onepauus Jooamens B
Pas3IMYHBIX MOAUPUKALMAX IPUMEHACTCS U Y B3POCIBIX I1a-
LIJIEHTOB B Clly4ae paclpOCTPaHEHHOro Mpoljecca, HO Ipu
cerMeHTapHOI popme 3ab60eBaHMsI, 0COOEHHO IIPK HaN-
YUY KOPOTKOTO aTaHITIMOHAPHOTO CeTMEHTa, pe3eKInA A1-
JAaTUPOBAHHOTO M AaraHIIMOHAPHOIO YyYacTKa KMIIKM C
nocienyowuM (GOpMUpOBaHMEM aHACTOMO3a TaKXe AB-
nsercs 3¢ PeKTUBHBIM BapuaHToM [6-12, 14, 15]. Kpome
TOTO, IIpU BbIOOpE METORA OIEePAaTHBHOIO JIeYEHNS BasKHO
OLIEHUTDb COCTOsAHMe TalleHTa Iepep omepanueit. Yame
BCETO, B3pOC/ble ManueHTrl ¢ bl mocrynarT B Xxupyprude-
CKUII CTALMIOHAP B YAOBIETBOPUTEIBHOM COCTOSIHNN Oe3 sIB-
JIEHUI JeKOMIIEHCAllM¥, OJJHAKO B NPOTUBHOM CJydae,
He0OXOIVIMO PUOErHYTh K IBYXOTAIITHOMY JICYEHUIO: JeKOM-
mpeccus KMIIeYH)Ka ¢ GOpMIPOBaHIEM CTOMBL, a 3aTeM He-
IIOCPEeCTBEHHO Xupyprudeckoe nedenue BI' [7]. B onucan-
HOM KJIMHUYECKOM CJIy4ae MMesla MeCTO CerMeHTapHas
¢dopma 3aboneBanus, TpebyoI[as OJHOBPEMEHHO MIHI-
MaJIbHO TPaBMAaTUYIHOTO 1 3(p(HeKTUBHOTO METO/A TeUeH s,
II09TOMY OBUIO IIPUHATO PeLIeHNe BBIIIOTHNATD Pe3eKINIO 13-
MEHEHHOTO y4acTKa KMLIKM C pOpMUPOBaHMEM KOTIOPEK-
Ta/IbHOTO AaHACTOMO3a.

3aknodeHne

Xotst 60mesnp lupmmnpyHra B GONBIINHCTBE CIydaeB
mpencraBisieT co6oit 3ab0eBaHMe ETCKOTO BO3pacTa, He-
006X0[IMMO TIOMHUTD O €r0 TUIIMYHBIX CUMIITOMAX I IIpu 00-
pallleHnn 3a MOMOIIbIO B3POC/BIX MAlMeHTOB, CTPafalominx
3anopamnu. CBoeBpeMeHHas IIOCTAaHOBKa [uar€Hosa nu
HpaBU/IPHO IIOKOOPAHHOE XUPYPrUdecKoe TedeHue MOXKeT
He TOJIbKO 3/IMMUHMUPOBATb CUMIITOMBI M IIOBBICUTH Ka-
4YeCTBO JKM3HM, HO U CHU3UTb BEPOATHOCTb CEePbe3HBbIX
OCJIO>KHEHMN.
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