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AHHoTauus. BeedeHue. B knaccudukauymm A.W. JIeHIOLWKMHa yNnOMUHAETCs 0 cermeHTapHon dopme 6onesHu MpLu-
NpyHra, Kak v B page nybrvkaumi 1 4actu paHee NpeanoxeHHbIX knaccudukaynin. OfHako Hanuyue cermeHTapHom
(hopmbl GonesHm MMpLUNpyHra NPOTUBOPEYMT CyLLECTBYIOLLMM AaHHbIM 06 aMOpuoreHese yenoseka. Ljenb — onpeaenutsb
[AOCTOBEPHOCTb CYLLECTBOBAHNS CErMeHTapHO GopMbl 6onesHmn MpwnpyHra. Mamepuansi u memodsbl. C 1991 r.
Mbl Habmoganu 1199 geten, cTpagaBLUMX Pas3nNUYHbIMW BUGAMM XPOHUYECKIUX 3anopoB. V13 HUX B rpynne geTei ¢
BonesHblo MMpLunpyHra 6bino 297 nayueHToB ¢ pasnuyHbIMK hopMmamu atoro 3abonesanns. Y 18 (1,5%) naumenTtos
npu nppurorpacum Bhile HOPMaNbHON NPSMON KULWKKM Bbinin 06HApPYXeHbI CYXKEHHbIE Y4acTKK, YepeaytLmnecs ¢
pacLUMpeHHbIMU OTAEeNaMu, NOJO3PUTENbHbIE HA HanNN4YMe cerMeHTapHo opmbl 3abonesanus. Mpu aToM BCe LeTu
Bbinu cTaplue AByX neT. [ins yTouHeHUs AuarHo3a B AaHHO rpynne npoBefeHo KomnnekcHoe obcrnenoBanue. Pesysnb-
mamal. YnbTpasByKoBOE UCCIIeA0BaHNE TONCTOM KULLKW HE NOKa3ano B CYXXEHHbIX 30HaX YMEHbLUEHUS ee AuameTpa.
MMpu BUAeogedekockonum 0TMEYEHO HOpMaribHOe OTKPbLITUE aHanbHOro kaHana 6e3 06pa3oBaHMs BbiNSYNBaHUS
CTEHOK NPSIMOW KULLKK W NONTHOE ee ONOPOXHeHWe. Bo Bpems npoBeaeHUs KONoANHaMUYECKOro UCCNeA0BaHNs y BCeX
AeTen Bbin HopManbHbI pekToaHanbHbIN MHIMBUTOPHLIA pedhnekc. KapTuHa BekTopHOro o6bema B AaHHOI rpynne
BorbHbIX Bbina B BUAE «NECOYHbIX YAaCcOB» AOCTATOYHO CUMMETPUYHON (DOPMbI, YTO TaKXKe XapakTepHO Ans ¢yHKLMO-
HanbHOro 3anopa. Y 4aHHoW rpynmbl NaLMeHToB BO BCex GuonTartax cnm3nucToin 060m0Ukm, B3sTbIX U3 CyXKEHHOM 30HbI
TONCTOMN KULLKW, BbISIBIIEHa OTpULaTebHas akTMBHOCTb aLeTUNXONUHaCcTepasbl. [py KOHTPONbHOM nppurorpagum,
BbIMOITHEHHOM Yepes TPU MecsLa, CYXXEHHbIX y4aCTKOB B BblLLUEYKa3aHHbIX 30HaX TONCTOM KULLKW He onpesensnocs.
3aknoyeHue. B rpynne n3 1199 getein, B pa3Hoe BPEMS HAXOAMBLUMXCS HA EYEHUM MO MOBOAY XPOHUYECKNX 3anMOpOB,
HW y ogHoro pebeHka He BbisiBNeHa cermeHTapHas dhopma bonesHn MpinpyHra. [JaHHbI hakT CTaBuT Nog COMHEHME
CyLLECTBOBaHME BblLeyKasaHHON P OpMbI.

KnioueBble cnoBa: cermeHTapHas copma, 6onesHb MpLinpyHra, Guoncus, aueTUNXonuHacTepasa, uppurorpadus

UcToyHuk douHaHcMpoBaHus. ABTOpr 3aaBnslT 06 OTCYTCTBUW BHELLHETO q:)MHaHCI/IpOBaHI/Iﬂ npwn nposeaeHnn nccneqo-
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.

Keywords: segmental form, Hirschsprung’s disease, biopsy, acetylcholinesterase, irrigography
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BBEAEHWUE

O cermenrapHoii (opme Ooneznu [mpumpyHra
ynomuHaetcst A.W. JIeHIOIKHUHBIM, a TaKKe B pAsE MMy-
ONMKauMii ¥ 4acTH paHee IMpPeIOKEHHBIX Kiaccudu-
kauuii [1-4]. Jpyrue aBTOphl NPUACPKUBAIOTCS IPO-
THBOIIOJIOKHOM TOUKH 3PEHUs], CUMTast JaHHYO (Gopmy
HecymecTByomei [5—7]. Kpome Toro, Hanmnume cer-
MEHTapHOU (opMbI Oose3HH [ upmpyHra npoTuBope-
YHT JJaHHBIM 00 3MOpHoreHese yenoBeka [8—10].

LEENb

Onpenenuts JOCTOBEPHOCTh  CYIIECTBOBaHUS
cerMeHTapHOH (opmbl 6one3Hu ['mpmnpyHra.

MATEPWAINbI U METOAbI

C 1991 r. mb1 HaOmromanm 1199 nereit ¢ pa3muaHbI-
MU BUJIAaMH XPOHHYECKHUX 3amopoB. M3 HUX B rpymrme
¢ 6oe3npro [mpmmpyHra 66110 297 MAIUEHTOB C pas3-
JTYHBIME (popmamu 3Toro 3adonesanus. [Ipu uppuro-
rpaduu ¢ 6apueM y 3TUX MAIUSHTOB, 32 UCKIJIFOUYCHH-
€M CYIEPKOPOTKOW (POPMBI, BBISBIEHBI OOIIHE PEHT-
TCHOJIOTHUYECKHE TMPH3HAKK Ooyie3Hu [ MpIumpyHra:
araHrIMOHApHAs Cy)KCHHAs 30Ha, TIEPEX0IHasi BOPOH-
KooOpa3Hasi 30Ha, CyNPacTeHOTUYECKOe PACIIUpPEHHE.
[Ipu cynepkoporkoii hopMe TOCTOBEPHO BH3YaH3H-
POBaHbI TOJIBKO TMEPEXOHAS 30HA M CYMPACTCHOTH-
4yeckoe pacimupeHue. [pyrma BKIIOYEHHS COCTOsIIA
u3 18 ManueHToB ¢ MOM03pEHHUEM Ha CETMEHTAPHYIO
¢dopmy Oonesnn ['mpuimpyHra. Y HUX NPH HPPUTO

a/a 6/b

Puc. 1. Wppurorpamma cermeHTapHol ¢opmbl B 0bnacty
CUTMOBMAHON KWWKA: & — C OOHUM CEerMeHTOM;
6 — C AByms cerMeHTamu (ykasaHbl CTpenkamm)
(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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rpaduu BbIIIE HOPMAJIBHON NPSMON KHIIKH OOHApY-
JKEHBI CyKCHHBIE YUaCTKH, YEPEAYIOIINECs ¢ PacIlu-
PEHHBIMH OT/AETaMH, MOJO3PUTENIbHBIE HAa CETMEH-
TapHyto popmy 6ose3nun ['mpmmnpynra (puc. 1, 2).
Bce netu Obum crapmie 2 net. IlpoBeneHs! yib-
Tpa3BykoBoe uccienoBanue (Y3M) ToncToit kumku
(ammmapater Acuson XP 128/10; Logic 400, CIIIA),
Buzeonedekockonus  (PEHTTCHOBCKUI  ammapar
Siemens Axiom Aristos MX, ['epmanus), onpeneieH
pekToaHanbHbI MHruOUTOpHBIN pediexc (PAUP),
BBIIIOJIHEHB! KOJIOAMHAMHMYECKOE MCCIIEIOBAHUE C
CO3/JaHUEM MAaTE€MATUYECKON MOJAENIN NPSMOW KHIL-
KM M aHAJIbHOTO KaHaja B BHJIE BEKTOPHOTO 00bema
(KoMIBIOTEpHAsA CHCTEMa MCCIIEOBAaHUS MOTOPHKHU
KENTyJOoYHO-KuIeyHoro Tpakra Dyno Smart, Ura-
must), pudpoxosoHockomnus (pudpokomonockon CF-
QI50L, Slmonns) co B3ATHEM OMONTATOB CIM3UCTOMN
00OJIOYKH TOJCTOM KHUIIKH U OLEHKOM aKTUBHOCTHU
aleTHIIXOJIMHACTEpa3bl 1o Metony KapHoBckoro—
Pytca. Uppurorpaduio ¢ 6apuem uepes Tpu Mecsna
Iocjie KOHCepBaTHBHON Tepanuu nosropwid. Cra-
TUCTHYECKYI0 OOpabOTKYy pe3ylbTaroB MPOBOIMIH
¢ nomolbo makera Statistica for Windows, 2007.
Boruncnanu cpegHeapuMeTHIecKy0 B3BELICHHYIO
BEJIMYUHY U CPEIHEKBAAPATUICCKOE OTKIOHEHHUE.

PE3YNIbTATbI

VY3U ToncTON KHMIIKM HE TOKa3alo B CYXKEH-
HBIX 30HaX yMEHbIIEHUA ee auamerpa. llpn Bumeo-
ne(PeKOCKONTMM OTMEYEHBl HOPMAaJbHOE OTKPBITHE
aHaJILHOTO KaHaia 0e3 BBIMSYUBAHHUS CTEHOK Tpsi-
MOH KHIIKU U TOJIHOE €€ OoNopoxkHeHHe. Bo Bpems
KOJIONMHAMHYECKOTO HCCIIEJOBAHHUSA y BCEX JAeTel
3adukcupoBaH HopMabHBIH PAUP (puc. 2).

Kapruna BekropHoro o0bema B JaHHOW TpyTie B
BUJIE «IIECOYHBIX YacoB» ObUIA JOCTAaTOYHO CHMMe-

:J—uu:. B=

byt

_|J’i:

Puc. 2. HopmarnbHbIil 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
copme BonesHu MmpunpyHra (doto B.I'. Ceapuya)

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 aLeTUNXONMMHACTEPasbl
B CY)XEHHOW 30HE TOJNICTOM KWLLKW, NOLO3PUTESTbHON
Ha cermMeHTapHyr opmy 6onesHn MpwnpyHra (Mu-
kpocpoTorpacms, ysennyenne x140) (pesynbraThl

COBCTBEHHbIX TMCTOMOMNYECKMX UCCEA0BAHNN)

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

Tpu Mecsla (OTCYTCTBUE CYKEHHOW 30HbI B CUrMOBUOHOW KWLLKE).
Crpernkamu nokasaHo 0TCYyTCTBME 30H araHrnuosa (¢goto 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)

Tabnuya 1
WcxoaHble pe3ynbTaTbl MCCIeA0BaHUIA Y NALUEHTOB C NOJO3PEHUEM Ha CcerMeHTapHyto chopmy Gonesnu MvplunpyHra
Table 1
Initial results of studies in patients with suspected segmental form of Hirschsprung’s disease
Bup nccneposanus Bo3pact 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 CYXeHWUS Npu 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

PekToaHanbHbIi UHIMBUTOPHBIN pednekc
Rectoanal inhibitory reflex

[onoxutenbHbIi
Positive

[onoxuTenbHbli
Positive

[onoxuTenbHbIi
Positive

BekTopHbIit 06beM
Vector volume

B BUAE CMMMETPUYHBIX
«MeCOYHbIX 4acoB»

In the form of a symmet-
rical hourglass

B BUAE CUMMETPUYHBIX
«MeCOYHbIX YacoBy»

In the form of a symmet-
rical hourglass

B BUAE CUMMETPUYHBIX
«MeCOYHbIX 4acoBy»

In the form of a symmet-
rical hourglass

Bupeopedekockonus Hopma Hopma Hopma

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

Tabnuua coctaBneHa aBTopamu
The table is prepared by the authors
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TPUYHOH (HDOPMBI, UTO TaKKe XapaKTepHO I (yHK-
MOHAJILHOTO 3amopa (puc. 3). Y maHHBIX MMaIUEHTOB
BO BCEX OMONTATax CIM3UCTONH OOOJIOYKH U3 CyKEH-
HOM 30HBI TOJICTOM KWIIKU BBIABIIEHA OTpULIATENIbHAS
aKTHBHOCTH aleTHIXonuHacrepassl (puc. 4). Ilpu
KOHTPOIILHON WppHUrorpaduu, BHITOTHEHHOW Yepes
TpPH MecsIa, CY)KeHHBIX YYacTKOB B OTHX 30HaX TOJ-
CTOM KHIIKK HE ompeneneHo (puc. 5). CBogHbIE TaH-
HBIE 110 METOJaM HCCIENI0BAHUM, MPUMEHEHHBIX NPU
IO/I03PEHUH Ha CETMEHTApHYIO (hOpMY, IPEACTABICHBI
B Ta0n. 1. KoHCcepBaTHBHOE JICUCHUE NTATI0 TTOJIOMKH-
TeIbHBIN 3(P(hEeKT — y Bcex AeTed MJaHHOW TPYIIBI
MCYE3JIM WIM YMEHBIIUIIUCH 3aII0PBl U KaJIOMa3aHHUE.

OBCYXAEHUE

Bosnesnp ['mpumpyHra — BpOXKJIEHHBIN OPOK pas-
BUTHSL KETyITOYHO-KHIIEYHOTO TpaKTa, MOpQosiornie-
CKH XapaKTepU3YIOUIUHCS OTCYTCTBHEM TaHIIMEB MOJ-
CIIM3MCTOTO M MEXMBILIEYHOIO HEPBHBIX CIUICTCHUH
BCEH TOJCTOM KHIIKHM, WHOTAA JUCTAIBHBIX OTHEIIOB
TOHKOM KHUIIKW WM €€ YaCTH U KIIMHWYECKU TTPOSIBIIS-
IOLIUICS YIIOPHBIMU 3ariopamu. B ocHOBe HapylleHus
aMOpHorenesa npu Oonesnu ['upumpyHra jgexar MHO-
ro)akTopHbIE TEPATOreHHbIE MEXaHU3MBbI, KOTOPbIC 3a-
TPYAHSIOT MUTPAIMIO B KUIIIEYHUK YHTEPAITHHBIX CTBO-
JIOBBIX KJIETOK, MPOUCXOAIIMX W3 KIETOK HEPBHOIO
rpebderika. Bece 910 cBsizaHO ¢ HapylieHreM nponude-
pauuM, BbDKHMBAHUS, MUrpauuu ¥ aAudQepeHIupOBKU
SHTEPaIbHBIX CTBOJIOBBIX KJIETOK B IIPOLIECCE PA3BUTHS
SHTEpabHON HepBHOI cuctemsl [11, 12]. Cymecrtsyer
THITOTE3a, COMIaCHO KOTOPOHM araHmino3 pa3BHBaeTCs
BCJIC/ICTBUE HEMPaBUILHOW TU((HEPEeHIUPOBKH HEPB-
HBIX KJIETOK, YK€ JOCTUIIIMX KUIIEYHOW cTeHKH. Ha
CO3PEBAHHUE KJICTOK BIIMAIOT Pa3jIMuHble (AKTOPhl —
THITOKCHSI, XMMHUYECKHE areHThI, MOBBIIICHHAs pajina-
st, BUpycHas nHQekius. Mcxons u3 9Toro, HEKOTo-
pBI€ aBTOpPBI CUHUTAIOT JIOMYCTHUMBIM CYILIECTBOBAHHUE
cerMeHTapHO# hopMel Oose3nu ['mpmmnpyHra, paccma-
TPHUBAs €€ TONMATUIOTMIECKOe TIpoucxokacHre [13].
AM. JIeHIOMIKWH TPEITIOKIIT KITACCU(PHUKAIMIO ITOTO
BPOXJICHHOTO 3a00JICBaHMUSI, B KOTOPYIO BKIIIOUCHBI Ba-
pHaHThI cerMeHTapHOM Gopmbl [14].

brnaromapst pa3sBUTHIO JUArHOCTUYECKMX METOIOB,
B TOM YHCIle MOP(OITOTHIECKHX, TTOSBIIINCH PAOOTHI, B
KOTOPBIX BBICKA3bIBACTCSI MHEHHE O HEleTecoo0pasHo-
CTH BKJIIOUCHHMS B KJIACCU(PUKAIIMIO CerMeHTapHOH (op-
™Mbl Oone3rn [mpimpysrra [15]. Yacte wccnemoBareneit
HCKJIIOUMIIN W3 CBOMX KJIAcCH(MKALMN CerMEHTApHYIO
(hopmy atoro 3aboneBanus [16, 17]. Bmecte ¢ Tem ume-
ercst COOOIIEHHEe O CEMEHHOM Cilydae CerMEHTapHOrO
aranmmosa [18]. K aroit dopme Oonesnn [mprmpys-
ra psiJi aBTOPOB OTHOCSAT M CETMEHTApHOE PacLIMpeHue
torcToit kwmmkw [19]. OcranmpHBIE TaHHBIE KacaroTcs
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€IIMHIYHBIX COOOIIIEHNI O CerMeHTapHOH (hopMme y B3po-
cimeix [20, 21]. Tem He MeHee TIPEICTaBIICHBI SIITHAYHBIC
OTHMCAaHMS CerMEHTapHOM (opMbI Oorte3Hu [ upimpyHra
y nereii [13]. Bee BoilnieonucanHoe, yIuThIBas TOTy4eH-
HBIC HAMU JIAHHBIC, BBI3bIBACT COMHEHHE B CyIIICCTBOBA-
HUH CerMEHTapHOH (opMbI Oomne3nu [ mprimpyHra.

3AKINOYEHUE

B teuenue 24 ner y 1199 nereid, B pazHoe BpeMs
HaXOIMBIIUXCS HA JICYEHUH I10 TIOBOAY XPOHUYECKHUX
3all0pOB, HU Y OJHOTO peOeHKa HE BbISIBJICHA CETMEH-
tapHast popma Gone3nu ['upuinpyHra, 4To CTaBUT MOA
COMHEHHE CYIIECTBOBaHUE 3TOH (OPMBI.

AONONHUTENbHAA UHOOPMALIUA

Brkuaan asropoB. B.I. Capuu — wunes uccrie-
JOBaHUs, TOJlyuYeHHE NAaHHBIX JUIA aHajiu3a, 0030p
yOMMKaMi 10 TeMEe CTaTbH, HAMMCAHUE U PElaKTU-
poBanue Tekcta; A.B. [lonkameHeB — aHaln3 MOIy-
YEHHBIX JIaHHBIX, 0030p MyOIMKAINii 110 TeME CTaThH,
HaIMCaHUE U pelakTHPOBAaHUE TEKCTA.

Bce aBTopbl BHECIM CyIIECTBEHHBIHN BKIIaj B pa3-
paboOTKy KOHLENLUH, IPOBEICHUE HCCIICAOBAHUSI U
MOJITOTOBKY CTaThH, MPOWIH W OA0OpWIHN (UHAIB-
HYIO BEPCHIO Iepe]] myOnuKauei.

KonuukT naTepecoB. ABTOpHI JEKIapUPYIOT OT-
CYTCTBHE SBHBIX M TIOTCHLIAJIbHBIX KOH(IMKTOB UHTE-
PECOB, CBSI3aHHBIX C MyOIMKAIME HACTOAIIEH CTAaThH.

T'eHepaTuBHBII HCKYCCTBEHHBI MHTELIEKT. [Ipu
CO3/IaHMM HACTOSAIIEH CTaTbu TEXHOJOTWU T'€HepaTHB-
HOT'O UCKYCCTBEHHOI'O UHTEJUIEKTA HE HCIIOIB30BaAIIH.

HNudpopmupoBanHoe coriacue Ha mnyOauka-
LMI0. ABTOpBl IOIYYHMIM IHCHBMEHHOE COIJIacue
3aKOHHBIX MPEICTaBUTENEH MAlMeHTOB Ha MyOnnKa-
LU0 MEUIIMHCKUX JTAHHBIX.

OpurunanbHocTb. [Ipu co3manum Hacrosmen
paboThbl aBTOPHI HE MCIOIB30BAJIM paHee OMyOJINKO-
BaHHBIC CBEICHUSI (TEKCT, MILTIOCTPAIIAH, TaHHEIC).

Hoctyn k nannbiM. Bee gaHHble, IOIy4YeHHBIE B
HAaCTOSAIIEM HCCIE0BAaHUH, TOCTYIIHBI B CTaTheE.
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