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AHHoTauus. BeedeHue. B knaccudukauymm A.W. JIeHIOWKMHa yNnOMUHAETCs 0 cermeHTapHon dopme 6onesHu Mpiu-
NpyHra, Kak v B page nybnukauumi 1 4act paHee NpeanoxeHHbIX knaccudukaunin. OfHaKo Hanumyue cerMeHTapHom
(hopMbl GonesHm MMpLUNpyHra NPOTUBOPEYMT CyLLECTBYIOLLMM AaHHbIM 06 aMOpuoreHese yenoseka. Ljess — onpeaenutsb
[AOCTOBEPHOCTb CYLIECTBOBAHNS CErMeHTapHO hopMbl 6onesHmn MpwnpyHra. Mamepuansi u Memodsbl. C 1991 r.
Mbl Habmoganu 1199 getein, cTpagaBLUNX Pa3nUYHbIMK BUOAMU XPOHWYECKMX 3anopoB. 13 HKX B rpynne geTel ¢
BonesHbto MMpLunpyHra 6bino 297 nayueHToB € pasnuyHbIiMK hopmamu atoro 3abonesanns. Y 18 (1,5%) naumeHTos
npu nppurorpacum Bbile HOPManbHON NPSMON KULWKK Bblnn 06HAPY)KEHbI CYXEHHbIE Y4acTku, Yepeaytowmecs ¢
pacLUMpeHHbIMI OTAENaMu, NOJ03pUTENbHbIE HA HanNU4YMe cerMeHTapHo opmbl 3abonesanus. Mpu aTom Bce LeTu
Bbinu cTaple AByx neT. [ins yTouHeHUs AuarHo3a B AaHHO rpymnne npoBedeHo KoMmnnekcHoe obcrneaoBaxue. Pesysb-
mamal. YnbTpasByKoBOE UCCIIeA0BaHNE TONCTON KULLKW HE NOKa3ano B CY)XEHHbIX 30HaX YMEHbLUEHUS ee AuameTpa.
MMpun BUAeoaedekockonum 0TMEYEHO HOpMaribHOe OTKPbITUE aHanbHOro kaHana 6e3 06pa3oBaHMs BbINSYNBaHUS
CTEHOK NPSIMOW KULLKK W NOMTHOE ee ONOpPOXHeHue. Bo Bpems npoBeAeHUs KONOANHaMUYECKOro UCCNEeA0BaHNS Y BCEX
Aeten Bbin HopManbHbI pekToaHanbHbI UHIMBUTOPHLIA pednekc. KapTuHa BekTopHOro o6bema B AaHHOI rpynne
BorbHbIX Bbina B BUAE «NECOYHbIX YAaCOB» AOCTATOYHO CUMMETPUYHON (hOPMbI, YTO TaKXKe XapakTepHO ANs (yHKLMO-
HanbHOro 3anopa. Y 4aHHo! rpynmbl NaLMeHToB BO BCex GuonTartax cam3ncToin 060M0YKM, B3SATbIX U3 CYXXEHHOM 30HbI
TONCTOM KULLKW, BbISIBIIEHa OTpuLaTeNbHas akTMBHOCTb aLeTUIXONUHacTepasbl. [py KOHTPOMbHOM uppurorpagum,
BbIMOSTHEHHON Yepes TPU MecsLa, CY)KEHHbIX y4aCTKOB B BblLUEYKa3aHHbIX 30HaX TONCTOM KULLKW He onpeaensnocs.
3aknoyeHue. B rpynne n3 1199 peten, B pa3Hoe BPEMS HAXOLMBLUMXCS HA NEYEHMM MO MOBOAY XPOHUYECKNX 3aM0poB,
HW y ogHoro pebeHka He BbisiBNeHa cermeHTapHas dhopma bonesnn MpLnpyHra. JaHHbIA akT CTaBuT Nog COMHEHME
CyLLECTBOBaHWE BbiLleyKaszaHHOW hOpMbl.

KnioueBble cnoBa: cermeHTapHas opma, 6onesHb MpLunpyHra, Guoncusi, aLeTUnxonuHacTepasa, uppurorpadus

UcToyHuk douHaHcMpoBaHusi. ABTOpr 3aaBnsaT 06 OTCYTCTBUW BHELLHETO CpVIHaHCI/lpOBaHI/Iﬂ npu nposeaeHnn ncenemo-
BaHKA.
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Abstract. Introduction. In the classification of A.l. Lenyushkin, there is a mention of the segmental form of Hirschsprung’s
disease, as well as in a number of publications and parts of previously proposed classifications. However, the presence
of a segmental form of Hirschsprung’s disease contradicts existing data on human embryogenesis. Aim — to determine
the reliability of the existence of a segmental form of Hirschsprung’s disease. Materials and methods. Since 1991, we
have observed 1,199 children suffering from various types of chronic constipation. Of these, there were 297 patients
with various forms of Hirschsprung’s disease in the group of children with Hirschsprung’s disease. In 18 (1.5%) patients,
irrigography above the normal rectum revealed narrowed areas alternating with enlarged sections, suspicious of the
presence of a segmental form of the disease. At the same time, all the children were over two years old. To clarify the
diagnosis, a comprehensive examination was conducted in this group. Results. Ultrasound examination of the colon
did not show a decrease in its diameter in the narrowed areas. During video defecoscopy, the normal opening of the
anal canal was noted without the formation of a protrusion of the walls of the rectum and its complete emptying. During
the kolodynamic study, all children had a normal rectoanal inhibitory reflex. The vector volume pattern in this group
of patients was in the form of an “hourglass” of a rather symmetrical shape, which is also characteristic of functional
constipation. In this group of patients, negative acetylcholinesterase activity was detected in all biopsies of the mucous
membrane taken from the narrowed zone of the colon. During the control irrigography performed three months later,
narrowed areas in the above-mentioned areas of the colon were not detected. Conclusion. In a group of 1,199 children
who were treated for chronic constipation at various times, none of the children had a segmental form of Hirschsprung’s
disease. This fact casts doubt on the existence of the above-mentioned form.
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BBEAEHWE

O cermenraproii (opme Oomeznu [mprmpyHra
ynomuHaetrcst A.W. JIeHIOIKHUHBIM, a TaKKe B pAAe MMy-
ONMKauMii ¥ 4acTH paHee IMpPeIOKEHHBIX Kiaccudu-
kauuii [1-4]. dpyrue aBTOpbl NPUACPKUBAIOTCS TPO-
THBOIIOJIOKHOM TOUKH 3PEHUs, CUUTast JaHHYIO0 (Gopmy
HecymecTByomei [5—7]. Kpome Toro, Hamuume cer-
MEHTapHOU (opMbl Oose3Hu [ upmpyHra npoTuBope-
YHT JaHHBIM 00 3MOpHoreHese yenoBeka [8—10].

LEENb

Onpenenuts JOCTOBEPHOCTh  CYIECTBOBaHUS
cerMeHTapHoO ¢opmbl 6one3nu ['mpmnpyHra.

MATEPWAINbI U METOAbI

C 1991 1. Mb1 HaOmogamu 1199 nereit ¢ paznniHbI-
MU BUJIaMH XPOHHUYECKHX 3aropoB. M3 HUX B Tpyrie
¢ 6one3npro [ mpmmpynra 06110 297 MAIMeHTOB C pas-
ngHbIME (popmamu 3toro 3aboneBanus. [Ipu uppuro-
rpaduu ¢ GapreM y STHX MalMEHTOB, 32 UCKIIOUYCHH-
€M CYMEepKOPOTKO# (hOPMBI, BBISBICHBI OOIIUE PEHT-
TEHOJIOTMYECKUE Mpu3Haku Oone3Hn [wmprmpyHra:
araHnIMOHAPHAs Cy)XKCHHasi 30HA, MEPEeXOHasi BOPOH-
KoOOpa3Hasi 30Ha, CYNpPacTEeHOTHYECKOE paclIipeHue.
[Ipu cynepropoTkoii (opme JTOCTOBEPHO BU3yaM3HU-
POBaHbBI TONBKO MEPEXOHAS 30HA U CYMPACTCHOTHYEC-
CKO€ pacimmpeHue. [pyrma BKIIOUCHUS] COCTOSUIA W3
18 manueHToB C MOJ03PEHNUEM Ha CETMEHTAPHYIO (hop-
My Oose3nu [mpmmpysra. Y HEX Tpu ©ppUrorpaduu

ala 6/b

Puc. 1. Wppurorpamma cermeHTapHo ¢opMbl B 0bnactu
CUTMOBMAHON KWWKA: & — C OOHUM CEerMeHTOM;
6 — C AByms cerMeHTamu (ykasaHbl CTpenkamu)
(oo B.I'. Ceapwnya)

An irrigogram of a segmental shape in the sigmoid
colon: a — with one segment; b — with two segments
(indicated by arrows) (photo by V.G. Svarich)

Fig. 1.
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BBILIE HOPMAJIbHOM NMPSIMOM KUILIKK OOHAPY>KEHBI Cy-
KEHHBIC yYaCTKHU, YEPEOYIOIINECs ¢ PaCIIMPEHHBIMU
OT/ETIaMH, TIOI03PUTENIbHBIE Ha CerMeHTapHyIo (op-
My Oosnesnu ['mpmmpywra (puc. 1, 2).

Bce netn O6bum crapme 2 net. IlpoBeneHs! yib-
Tpa3BykoBoe uccienoanne (Y3M) Toncroil kumku
(ammmapater Acuson XP 128/10; Logic 400, CIIIA),
Buzeonedekockonusi  (PEHTTCHOBCKUI  ammapar
Siemens Axiom Aristos MX, ['epmanus), onpenenex
peKTOoaHaNbHBIM WHTUOUTOpHEIN peduekc (PAUP),
BBITMIOJIHEHB! KOJIOAMHAMMYECKOE HCCICIOBAHUE C
CO3JJaHUEM MAaTEMATUYECKON MOJAENIN NPSIMOU KHIL-
KM M aHAJIbHOTO KaHaja B BHJIE BEKTOPHOTO 00bema
(KoMIBIOTEpHAsA CHCTEMa MCCIEIO0BAaHUS MOTOPHKHU
KENTyJOYHO-KuIeyHoro Tpakra Dyno Smart, Ura-
must), pudpokoonockonus (hudpokoronockon CF-
QI50L, Slmonns) co B3ATHEM OMONTATOB CIU3UCTOMN
000JIOYKH TOJICTOM KHIIKH M OIEHKOW aKTHBHOCTHU
aleTUIIXOJIMHACTEPa3bl Mo Metony KapHoBckoro—
Pytca. Uppurorpaduto ¢ 6apuem uepes Tpu Mecsua
IIocjie KOHCEpBaTHBHOI Tepanuu nosropwid. Cra-
TUCTHYECKYI0 O0pabOTKYy pe3ylbTaroB MpPOBOIMIH
¢ moMoImeio makera Statistica for Windows, 2007.
Boruncnanu cpegHeapumMeTHIecKyo B3BELICHHYIO
BEJIMYUHY U CPEIHEKBAAPATUICCKOE OTKIOHEHHUE.

PE3YNIbTATbI

VY3U ToncTOW KHIIKM HE TOKa3al0 B CYXKEH-
HBIX 30HaX yMEHbLIeHUs ee nuamerpa. Ilpu Buneo-
ne(eKOCKONTMU OTMEYEHBl HOPMAaJIbHOE OTKPBITHE
aHaJILHOTO KaHaia 0e3 BBIMSYUBAHMUS CTEHOK Mpsi-
MOH KHIIKU U TIOJIHOE €€ omopokHeHue. Bo Bpems
KOJIOAMHAMHMUYECKOTO HCCIIEIOBaHMs Yy BCEX JeTel
3adukcupoBaH HopMabHBIH PAUP (puc. 2).

Kaprrna BekTopHOTO 00beMa B JAHHOH TPyTIE B BHIE
«TIECOYHBIX YacoB» OblIa JOCTaTOMHO CHUMMETPUYHOM

Sty e e e 39 bt A et

Puc. 2. HopmarbHbIil pekToaHanbHbIi
nexc (¢oto B.I'. Ceapunya)

Normal rectoanal inhibitory reflex (photo by V.G. Svarich)

WHMMOUTOPHBIN ped-

Fig. 2.
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Puc. 3. KapTuHa BekTOpHOrO 0Bbema npu CerMeHTapHoM
topme BonesHu MmpunpyHra (goto B.I'. Ceapuua)

Fig. 3. The picture of vector volume in the “segmental form”
of Hirschsprung’s disease (photo by V.G. Svarich)

Puc. 4.

63

OTpuuatenbHas akTMBHOCTb aLeTUIXOMNMHICTEPasbl
B CY)XXEHHOW 30He TOJICTON KWLLKW, MOAO3PUTENBHON
Ha cermeHTapHyto dopmy 6onesuu MmplunpyHra (Mu-
kpocpoTorpacms, yBenndenne x140) (pesynbraThl

COBCTBEHHbIX TMCTOMOMNYECKUX UCCIEe[0BaHNNA)

Fig. 4.

Negative acetylcholinesterase activity in the narrowed
zone of the colon, suspected of a segmental form of
Hirschsprung's disease (micrograph, magnification

Fig. 5.

x140) (results of our own histological studies)

Puc. 5. Wppurorpamma cermeHTapHoi copmbl 6onesHu MmplunpyHra yepes

TpM Mecsla (OTCYTCTBUE CYXEHHOW 30HbI B CUrMOBUOHOW KWLLKE).
Crpernkamu nokasaHo 0TCYTCTBME 30H araHrnuosa (¢oto B.I". Ceapuya)

Irrigogram of the segmental form of Hirschsprung'’s disease after three

months (absence of a narrowed zone in the sigmoid colon). The arrows
indicate the absence of aganglionosis zones (photo by V.G. Svarich)

Tabnuuya 1
WcxoaHble pe3ynbTaTbl MCCNIeA0BaHUI Y NALUEHTOB C NOJO3PEHNEM Ha cerMeHTapHyto chopmy Gonesnu MpnpyHra
Table 1
Initial results of studies in patients with suspected segmental form of Hirschsprung’s disease
Bup nccneposanus Bospact nauueHToB, net
Type of study Patient age, years
2-4 (n=5) 5-7 (n=T7) 8-17 (n=6)
[lnameTp TONCTOM KWLLKW B 30HE CY)XEHUS NpW yNbTpa- 3,02+0,45 3,98+0,31 4.36+0,34
3BYKOBOM uccrefoBaHuu, cM, M+o
Diameter of the colon in the narrowing zone during
ultrasound examination, cm, M+o
PekToaHamnbHbIi UHIMBUTOPHBIN pednekc [MonoxuTenbHbIn [MonoxuTenbHbIi [MonoxuTenbHbIi
Rectoanal inhibitory reflex Positive Positive Positive

BekTopHbIih 06beM
Vector volume

B BuAE CMMMETPUYHBIX
«MeCOYHbIX 4acoBy»

In the form of a symmet-
rical hourglass

B Buae cMMETPUYHBIX
«MEeCOYHbIX YacoB»

In the form of a symmet-
rical hourglass

B BUAE CUMMETPUYHBIX
«MeCOYHbIX 4acoB»

In the form of a symmet-
rical hourglass

Bupeopedekockonus Hopma Hopma Hopma

Video defecoscopy Norm Norm Norm
CyXeHHblif y4acToK TONCTON KMLWKK Npw uppurorpacdun | MpucyTcTayet MpucytcTeyeT MpucytcTayeT
Narrowed section of the colon on irrigography Present Present Present
Peakunsa Ha aLeTMnXonuHacTepasy B CyxeHHon 30He | OTpuuaTensHas OtpuuatensHas OtpuuatensHas
Acetylcholinesterase reaction in the narrowed area Negative Negative Negative

Tabnuua cocTasreHa aBTopamu
The table is prepared by the authors
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(hopMBI, UTO TaKXKe XapakTepHO Il (PyHKIHOHAIb-
Horo 3amopa (puc. 3). Y TaHHBIX MAIIMEHTOB BO BCEX
OuonTarax CIM3UCTON OOOJIOYKH U3 CYKEHHON 30HBI
TOJICTOM KHILIKM BBISBIEHA OTpULATENbHAs AKTHB-
HOCTb alleTHIXonuHIcTepassbl (puc. 4). [Ipu koHTpOIB-
HoM nppurorpaduu, BEITOIHEHHON Yepe3 TpY MecsIa,
CY>KCHHBIX YYaCTKOB B 3THX 30HAX TOJICTOM KMIIKU He
ompeneneno (puc. 5). CBomHbIC NaHHBIE MO METOIAM
UCCIICIOBAaHUH, TPUMEHEHHBIX TNpU TOAO03PEHUH Ha
cerMeHTapHyIo Gopmy, pencranieHsl B Tadmn. 1. Kon-
CepBaTHBHOE JICUCHHE Maj0 IOJIOKHUTEIbHBIN -
(exT — y Bcex jJeTell JaHHOW TPYIIbI UCUE3ITH HITH
YMEHBIININCH 3aII0PBI U KaJIOMa3aHHe.

OBCYXAEHUE

Bosesznp ['mpumnpyHra — BpOXXJIEHHBIN OPOK pas-
BUTHSL KETyITOYHO-KHIIEYHOTO TpakTa, MopQosornie-
CKH XapaKTepU3YIOUIUHCS OTCYTCTBHEM TaHIIMEB MOJ-
CIIM3MCTOTO M MEXMBILIEYHOIO HEPBHBIX CIUICTCHUH
BCEH TOJCTOM KHIIKH, WHOTZNA IWCTANBHBIX OTAEIOB
TOHKOM KHUIIIKW WM €€ YaCTH U KIIMHUYECKU TPOSIBIIS-
IOIIMICS YIIOPHBIMU 3anopaMu. B ocHoBe HapyieHus
sMOpHorenesa npu Oone3nu ['upLmpyHra jgexar MHO-
ro)akTopHbIE TEPATOreHHbIE MEXaHU3MBbI, KOTOpbIC 3a-
TPYAHSIOT MUTPAIMIO B KUIIIEYHUK SHTEPATBHBIX CTBO-
JIOBBIX KJIETOK, TPOUCXOAIIMX W3 KIETOK HEPBHOIO
rpeberika. Bece 910 cBsizaHO ¢ HapylieHreM nponude-
pauuy, BbDKHMBAHUS, MUrpauud ¥ aAuddepeHInpOBKU
SHTEPAIbHBIX CTBOJIOBBIX KJIETOK B IIPOLIECCE PA3BUTHS
SHTEpabHON HepBHOH cuctemsl [11, 12]. Cymecrtsyer
TUITOTE3a, COMIaCHO KOTOPOM araHImo3 pa3BHBaeTCs
BCJIEJICTBHE HETPaBUILHONU JU((PEpeHIMPOBKH HEPB-
HBIX KJIETOK, YK€ JOCTUIIIMX KUIIEYHOW cTeHkH. Ha
CO3PEBAHUE KJICTOK BIIMSAIOT Pa3jInyuHble (HAKTOPBl —
THITOKCHS], XMMHUYECKUE areHThI, MTOBBIIICHHAs pajna-
yst, BUpycHas nHdekus. Mcxons u3 3Toro, HEKOTo-
pBI€ aBTOpPBI CUHUTAIOT JIOMYCTHUMBIM CYILECTBOBAHHUE
cerMeHTapHO# hopMmel Oose3nu ['mpimpyHra, paccma-
TPHBAs €€ TOIMATHOIOTHIECKOE MponcxokaeHue [13].
AM. JIeHIOMIKWH TPEATIOKIIT KIACCU(PHUKAIMIO ITOTO
BPOKAEHHOTO 3a00J1€BaHNsl, B KOTOPYIO BKIIFOUEHBI Ba-
pHaHTHI cerMeHTapHOM Gopmsl [14].

brnaromapst pa3zBUTHIO JUAarHOCTUYECKMX METOIOB,
B TOM 4YHCIe MOP(ONOTHIECKUX, TIOSBIIINCH PaOOThI, B
KOTOPBIX BBICKA3bIBACTCSI MHEHHE O HElesecoo0pasHo-
CTH BKJIIOUCHHMS B KJIACCU(PUKAIIMIO CerMeHTapHOH (op-
™Mbl Oone3rn [mpimpysrra [15]. Yacte uccnemoBareneit
HCKJTIOUMIIM W3 CBOMX KJIAcCH(MKALMN CerMEHTApHYIO
(hopmy 3toro 3aboneBanus [16, 17]. Bmecte ¢ Tem ume-
ercsi COOOIICHHE O CEMEHHOM Cilydae CerMEHTapHOrO
aranmmosa [18]. K atoit gopme Gomnesznn ['mpumpynra
DS aBTOPOB OTHOCST U CETMEHTapHOE PACIIMPEHHE TOJ-
croif kumky [19]. OcTanbHbIE MaHHBIE KacalOTCS CIH-
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HUYHBIX COOOLIECHHI O cerMeHTapHOW (opme y B3poc-
me1x [20, 21]. Tem He MeHee MPeACTaBICHB! SIUHIIHBIC
OTHMCaHMS CerMEHTapHOM (opMbI Oore3Hun [ upimpyHra
y aereii [13]. Bee BbleonicaHHoe, yUUThIBas MOTyYeH-
HbIC HAMH JIAaHHBIC, BBI3BIBACT COMHEHHE B CYILIECTBOBA-
HHUM cerMeHTapHoH (opMbl Oone3nu [ upimpyHra.

3AKINOYEHUE

B teuenne 24 ner y 1199 nereid, B pazHoe BpeMs
HaXOJIMBIIUXCS HA JICYEHUH I10 TIOBOAY XPOHUUYECKUX
3all0pOB, HU Yy OJHOTO peOeHKa HE BbISIBJICHA CETMEH-
TapHast popma 6one3nu [upuinpyHra, 4To CTaBHT MO
COMHEHHE CYIIECTBOBaHUE 3TOH (OPMBI.

AONONHUTENbHAA UHOOPMALIUA

Bkuaaa aBropoB. B.I. CBapuu — wunes wuccie-
JOBaHUs, TOJIyYeHHE NAaHHBIX JUISI aHajiu3a, 0030p
myOMMKaMi 10 TeMe CTaThbH, HAMMCAHUE U PelaKTu-
poBanue Tekcta; A.B. [lonkameHeB — aHaln3 MOY-
YEHHBIX JIaHHBIX, 0030p MyOIMKaINii 110 TeME CTaThH,
HalMCaHUEe U pellakTHPOBAaHUE TEKCTa.

Bce aBropsl BHECIM CyIIECTBEHHBIHN BKJIaja B pa3-
paboOTKy KOHLENLUH, POBEICHUE HCCICAOBAaHUSA U
MOJITOTOBKY CTaThH, MPOWIM W OFOOpWIHN (UHAIB-
HYIO BEPCHIO Iepe]] myOnuKanuei.

KonduukT naTepecoB. ABTOpHI JEKIapUPYIOT OT-
CYTCTBHE SBHBIX M TIOTCHLINAIbHBIX KOH(IMKTOB UHTE-
PECOB, CBSI3AHHBIX C MyOIMKaIMe HACTOSIIIEH CTaThH.

T'enepaTuBHBII HCKYCCTBEHHBII HHTELIEKT. [Ipu
CO3/IaHMM HACTOSAIIEH CTaTbu TEXHOJIOTWH T'eHepaTHB-
HOTO NCKYCCTBEHHOI'O MHTEJUIEKTA HE MCIIONIB30BaN.

HNudpopmupoBanHoe coriacue Ha mny0amka-
LMI0. ABTOpBl IONYYHMIM IHCHBMEHHOE COIJIacHue
3aKOHHBIX NPEICTaBUTENCeH MalMeHTOB Ha MmyOnnKa-
LU0 MEUIIMHCKUX JTAHHBIX.

OpurunanabHocThb. [Ipu co3manum Hacrosei
paboThl aBTOPHI HE MCIIOIB30BAIM paHee OIyOJINKO-
BaHHBIE CBEICHUSA (TEKCT, HILTIOCTPAIINN, TAHHBIC).

Hoctyn k naHHbIM. Bee qaHHble, TOTy4YEHHBIE B
HAaCTOAIIEM HCCII€I0BAHUH, TOCTYIIHBI B CTaThe.
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