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Pe3rome

Henbro nHamr B mepuon ¢ 1991 mo 2015 ron
[I0J] HAIIUM HaOIrogeHreM Haxoawinch 203 manueHTa
¢ cynepkopoTkoi ¢opmoii 6one3nu ['upmmnpysra. Bee
TAI[MEeHTHI OBUTH pa3/ieleHbl Ha IBE TPYTIHI B 3aBHUCH-
MOCTH OT HCHOJIb30BAHHOW METOIHMKH OIEPAaTHBHOTO
neuenus: rpynna 1 — onepanus Jluana (58,6% naru-
€HTOB), rpynma 2 — 3axusas muekromus (41,4% nanu-
eHToB). B Ommkaiiniem nepuoze yepes 3 Mecsiia mocie
orepauuy B rpymie 1 Xopowmmid pe3yiasTar OTMEYEH
y 34%, ynoBiIeTBOPUTENBHBINA — Takke y 34%, HeyI0B-
TeTBOpUTENbHBIN — y 32% nereir. B rpymme 2 xopo-
mui pe3yasrar 01y 33,3%, yooBIE€TBOPUTENBHBIN —
y 27,8%, HeynoBneTBOpUTenabHbIM — y 38,9% nereil.
B ornanennom nepuose uepes 12 mecsies mocie omne-
pammu B rpymiie 1 xopomuii pe3ynbrar oTMedeH y 55%,
VIOBJIETBOPUTENBHBIN — y 45% mereil; HeymOBIETBO-
PHUTENBHBIX pe3ynbTaTtoB He Obw10. B rpymme 2 xopo-
muii pesyasrar Obl1y 55,6%, yIOBIETBOPUTENBHBIH —
y 44,4% neteil; HEYNOBICTBOPUTEIbHBIX PE3YIbTATOB
He Ob110. OcnoXHEHHS B ONMMDKaHILEM ITOCIeonepari-
OHHOM Tiepuojie umenu 6 (2,9%) nanuentos. B rpynme
1 (n=119) ocnoxxuenust ormeueHsl y 1,7% manueHTos,
a B rpynne 2 (n=84) —y 4,8% namnuenTos. [1o kauecTBy
JKU3HH B CPaBHEHUM C JOONEPALUOHHBIMH AaHHBIMHU
B 00euX TpyNmax UMeJach MOJIOKHUTENbHAS JUHAMU-
Ka, HO B rpymie | pe3ynbTraTsl JOCTOBEPHO MPEB30ILTH
aHAJIOTWYHBIE TOKA3aTeN! TPYIIBI 2 ¥ BIDIOTHYIO TIPH-
Omm3uuchk Kk Hopme. Ho maxke B oToaneHHOM Mocle-
OTIEPaLMOHHOM TIEPUOAE TTOKA3aTeNN KauecTBa KU3HH
HE JOCTWUINIA HOPMAJbHBIX MapaMeTpOB HHU B OJHOHN
U3 BBILICTIEPEUNCIICHHBIX TPYIIIL.

Kntoueswie cnosa: 6onesnv l'upwnpynea, cynep-
Kopomxas ¢opma

Abstract

In the period from 1991 to 2015 years under our
supervision were 203 patients with ultrashort form
of Hirschsprung’s disease. All patients were divid-
ed into two groups, depending on the used meth-
ods of surgical treatment: Group 1-Lynn (58.6% of
patients), group 2-rear miektomia (41.4% of pa-
tients). In the near period through 3 months after
surgery in a group 1 good results reported for 34%,
satisfactory-in the same way at 34%, unsatisfac-
tory-32% of children. In Group 2 the good result
was 33.3%, satisfactory-by 27.8%, unsatisfacto-
ry-38.9% have children. In the long term through
12 months after surgery in a group 1 good results
reported for 55%, satisfactory-45% have children;
There were no unsatisfactory results. In Group
2 the good result was at 55.6%, satisfactory-44.4%
have children; There were no unsatisfactory re-
sults. Complications in the immediate postopera-
tive period (2.9%), 6 were patients. In Group 1 (n
= 119), complications were noted in 1.7% of pa-
tients, and in Group 2 (n = 84) — 4.8% of patients.
On quality of life in comparison with preoperation
data in both groups had a positive dynamics, but
in Group 1 the results reliably surpassed those of
Group 2 and is close to normal. But even in the
distant postoperative quality of life indicators have
not reached normal parameters in any of the above
groups.

Key words: Hirschsprung disease, super short
form
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Beeaenue

Hmeercs kpaifHe Mamo paboT, MOCBAMIEHHBIX 00-
ne3Hu ['mpmmpyHra ¢ cynepkopotkorr gopmoit [1; 2;
3]. HecMoTpss Ha NOCTUTHYTBIE YCHEXU COXPAHAIOT-
Csl HEYJOBJIETBOPHUTEIbHBIE PE3YNbTaThl JeueHUs [4].
Bonbmioe 3HaueHne npugaeTcs Ka4ecTBy KU3HU AeTel
¢ narHOU maronoruei [5]. [Ipu 3ToM pakTUIECKH HET
JaHHBIX TaKUX HCCIIEOBAHUS Yy JETEH C CyNepKOpOT-
Koii (hopMoii 3a00JIeBaHNUS.

eab ucciaexoBanus

Ha ocHOBe KOMIUIEKCHOTO (hYyHKIIHOHAJIBLHOTO 00-
CJICJIOBAHUSI CPABHUTH PE3YNIBTAThl ONMEPATHBHOTO Jie-
YEeHHUsSI CYTEPKOPOTKO# (GopMbl Oone3Hu [mpimpyHra
Pa3INYHBIMU CIIOCOOAMHU.

MatepuaJjibl 4 METOABI

B nepuon ¢ 1991 no 2015 rox noz HarmuM HaOIrO-
JIeHreM Haxofauwinch 203 mamueHTa ¢ CynepKOpOTKOU
¢dopmoii Ooneznn ['mpmmpynra. Beem nmersm Obuto
BBIMOJTHEHO PaJUKAIbHOE XHPYPrUueckoe BMella-
TenbeTBO. [IpH MOCTYIUIEHNH B OT/IEJIEHHE BCEM ACTIM
¢ Oone3npto [WpIImpyHra 10 U moclie ornepamnuy mpo-
BOJIMJIOCH KOMIUIEKCHOE 00CiIeJOBaHNe, BKIIIOYABIIEE
B TOM YHCJIE OIIEHKY KauyecTBa KU3HHU.

Pe3yabTathl U 00cy:kaAeHHE

Bce mauuenTsl ObUTH pa3zeneHbl Ha IBE TPYIIIEL.
B rpynme 1 Beimonuena oneparus Jluana (58,6% ma-
[IUEHTOB), Tpymma 2 — 3agass muekromus (41,4% ma-
IHeHTOR) (TabiI. 1).

B Ommxaiimem mepuone uepe3 3 mecsAua mocie
ornepanuy B Tpymnne 1 Xopommuii pe3ynbTaT OTMEYeH
y 34%, ynoBiaeTBOpUTENbHEIN Takxke y 34%, HEya0B-
neTBopuTeNnbHBI — y 32% nereil. B rpymme 2 xo-
pommii pesymbrar 0bl1 y 33,3%, yIOBIETBOPHUTEIH-
HBIH — y 27,8%, HEyIOBIETBOPHUTENbHBIN — y 38,9%
nered. B ornmanenHom mnepuonme uepe3 12 mMecsues
MocJie onepanyu B rpymmne 1 Xopoumwmid pe3ynbTar oT-
MeueH y 55%, yaoBlneTBOpUTENbHBIN — y 45% ne-
TeH; HEeyAOBIETBOPUTENFHBIX PE3yJIbTaTOB HE OBLIO.
B rpynne 2 xopowmmii pe3yinbrar obu1 y 55,6%, ynos-
JNETBOPUTENbHBIN — y 44,4% neteil; HeEymOBIETBO-
pUTENBHBIX pe3yasraroB He Obuto. Ilo manueM Y3U
W uppurorpaduu, BHIIOJHEHHBIX udepe3 12 Mecsies
rocsie omepamyu, y 56,7% ManeHToB AuaMeTp nps-
MOH KHILIKU MMeJI TeHICHIHUIO [I0OCTEIICHHOI'O BO3BpaTa
K HopMe. BoccTaHoBIeHHE HOPMAJIBHBIX TOKa3aresen
PEKTO000JOYHOTO HMHICKCA M BEIWYMHBI PETPOPEK-
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TaJbHOIO MPOCTPAHCTBA B 00EUX IPyIIax MPOU30ILIO
TOJBKO B OTAAJIEHHOM IOCJIEONEPALHIOHHOM NEPUOIE.
B OmwkaiimeM W OTHAJIEHHOM MOCJIEONEPAMOHHOM
nepuosie y rpymisl | GyHKIHS aHOPEKTAIBHOTO yIvia
ocTaBaJlach B HOpPME, Kak M A0 omepaiuu. B rpymnme
2 yBeJMYEHHE aHOPEKTAJBHOIO yIiia IMpu JedeKaruu
YMEHBUIMJIOCh 10 CPaBHEHHUIO C JIOONEPALMOHHBIMH
MOKa3aTeNs MU, YTO CBSI3aHO CO CIIA€YHBIM IMPOLIECCOM
B 3TOH 00JacTH Kak pe3yJbTaToOM TEXHHUKH OIEpallyH.
[IpoBenenne MPOPUIOMETPHH JUCTATBHOTO OTJENa
MPpSMOM KUIIKK yepe3 3 u 12 MecsIeB nocie onepanyu
MOKa3aJ10 B JUHAMHKE B 00EUX CPAaBHUBAEMBIX TPYIIaxX
MIPUMEPHO OIMHAKOBBIE MTOKa3arenu. Mimenacs TeHaeH-
Hs K HOpMaJIM3aluK TOHYca BHYTPEHHEro cUHKTEpa
B MOKOE y BCeX MalueHToB. BomeBoe ycuine Hapyx-
HOTO C()MHKTEpa OCTAaBaJIOCh HECKOIBKO CHHKEHHBIM.
B nocneonepanroHHOM HepHozne B JUHAMHUKE OTMe-
YEHO 3HAYUTEIbHOE YIy4lLIeHHE CHHEpPruzma pado-
THI BOJIOKOH C(HUHKTEPOB MpsAMoi KUIIKu. [Ipu sTom
B rpymie | paboTa BOJIOKOH BHYTPEHHETO U HAPYKHOTO
cunKTepa ommyanack Ha 6% u 10% GonpmM cuHep-
TH3MOM, Y€M y MaIlMeHTOB rpynmnsl 2. B nocneonepa-
LIHOHHOM TIEPUOJIE MOKA3aTeNN PEKTOaHAIbHOTO HHIHU-
ouropHoro peduekca (PAWP) B o0enx cpaBHHBaeMbIX
rpyImnax AOCTOBEpHO He oTiamyanuch. Y 115 (56,7%)
JeTelt ¢ cynepkopoTkoi (opmoit 6onesznu ['upmpyH-
ra BBIIBIBUICS HOpPMAalbHBIA INOJOXUTENbHbI PAIP,
a'y 88 (43,3%) nanmentoB PAUP He onpenemnsics.

B o6enx cpaBHMBaeMBIX TPyIIax MOPOrOBBIE MO-
KazaTenu akTa Aedexanuu B IOCICONepaHOHHOM
Mepuosie M3MEHWINCh HE3HaYUTEIbHO, YTO CBA3aHO
C JUINTEIHHBIM COXPaHEHHEM YBEJTHYEHHBIX pa3MepoB
npsmMoil kuiku. ITo3ToMy B OTAalIEHHOM mocieonepa-
LIMOHHOM IIEpHOJIE y BCEX NAIUEHTOB C CYNEPKOPOTKOM
¢dopmoii 6osie3nu ['mpmmnpyHra coxpaHsuioCch yBeanye-
HUE BEKTOPHOro oObema MpoTuB HOpMbI Ha 115,2%
U YMEPEHHO BBIPAKEHHas aCUMMETpHUSI BHYTPEHHETO
W Hapy>KHOTO CUHKTEpa. B AuHamMuKe Mo cpaBHEHHIO
C JIOOIEPAallMOHHBIM IIEPHOIOM BEKTOPHBIH 00BEM
ymensimwica Ha 106,6%, MOCTENeHHO BO3BpaIIasch
K HOPMaJIbHBIM TIOKA3aTEIISIM.

VY Bcex HanueHTOB B 0OJNAcTH HMCCEUSHHs NpO-
JIOJIHOTO  Y4acTKa MBIIICYHONH OOOJIOUKM MPSAMOW
KHIIKH, 2 HA BEKTOPOTPaMMe 3TO 007acTh Cy>KEHHON
YacTU JIByXCTOPOHHEH BOPOHKH, HMOSBHJICS IPOAOJIb-
HBI aCHMMETPHUYHBIA 3yOel, CBUAETEIbCTBYIOIINN
O CHIDKEHUHM B JIaHHOM MECTE€ TOHyca BHYTPEHHEIO
c(UHKTEpa, YTO U MPECIe0BaIH, BHIIOIHAS AAHHYIO
OTIepaIuio.
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Tabnuua 1. [locToBepHOCTb paanuimii pe3ynkTatos onepaTUBHOTO NeYeHs Py CynepKopoTKoil dopMe BonesHy MplunpyHra

Kputepui CTblogeHTa, t
Fpynna 1 Fpynna 2
Moka3artenb (onepaums Mukna) | (3aaHss MuekTomus) ﬂosepm'enbupa;::epomuocm,

OnuTenbHocTb onepaunn (MUHyThl), Mto 1015 40+10 t=12,5

T - - P<0,05
OnuTenbHocTb rocnutanuaaumm (cyTku), Mto 11,9+1,3 20,3%+1,5 Pt<=022)5
YacTtora ctyna yepes 10 gHen nocne t=0,013
onepauum (pa3 B cyTku), Mo 0,9810,64 0,9620,62 P<0,05
OnuTenbHocTb aHecTe3aun (MUHyTbI), Mto 24+3 62+12 ElE

T - B P<0,05
OnutenbHocTb 06e36onuBaHnsa nocne t=2,75
onepauum (cyTku), Mto 1,30, 24:0,6 P<0,05
AKTMBHOCTb NaumeHTa JTioboe nonoxeHve Cros, nexa =

OcnoxxHeHus: B ONMKaMIieM TOCIEONepanoH-
HOM mieproze nMenn 6 (2,9%) nmamuentoB. B rpyrmme
1 y nByx (1,7%) manyeHToB B TEYEHUE CYTOK BO3ZHHK-
JI0 KPOBOTEUCHHE U3 ONEPAllMOHHON paHbl. B rpymme
2 y uetbipex (4,8%) namueHtoB yepes 6, 8, 9 u 10 cy-
TOK cOpPMUPOBAJICS MPOMEKHOCTHBIIN cBHI Ha 3, 4,
4,8 1 5 cM HHKE KOITYHKA.

C 2007 roga u3y4yeHHE KauecTBAa XU3HU U CPaB-
HEHHE TMOJIYYEHHBIX MOKa3aTeNieil ¢ TaKOBBIMU y 3710-
POBBIX A€TEH NMPOBEJEHO Y BCEX AETEH C CYNEepPKOpOT-
koii hopmoit Oonesnu [mpiimnpyHra nepen oneparuei,
yepe3 3 u 12 MecdneB nocie OnepaTuBHOTO JEUSHHS.
CpaBHeHHE NapaMEeTPOB KaueCTBa >KU3HU B IIpeJoIe-
PaLOHHOM IIEPHOIE Y MALMEHTOB C CYNEPKOPOTKOM
¢dopmoii 6onesnn ['mprmpyHra ¢ TakuMH Ke IoKa3a-
TEJISIMU Y 3II0POBBIX JI€TeH BBIBUIO MX OCTOBEPHOE
CHIDKEHHE 10 CPAaBHEHHUIO C HOPMOH, 0€3 I0CTOBEPHBIX
pasu4uil MeXIy UcclenyeMbIMU TpynmaMu. OOmuit
Oaym mocToBepHO oTiHMuancs B cpemHeM Ha 11,8%
y OOJBHBIX AETEH 10 CPABHEHHIO CO 310POBBIMH JETh-
MU (YyMEpEeHHOE U3MEHEHHE).

CpaBHeHHE TTapaMETPOB KavuecTBa JKU3HU B OJH-
JKallllleM TMOCIIeoNepalioHHOM TEpUoJie B TpyIIe
1 ¢ TakuMU Ke TOKa3aTeIsiMU Y 30POBBIX JETEH BbI-
SBUJIO HX IOCTOBEPHOE CHIDKEHHE IO CPABHEHHIO
C HOPMO, OZTHAKO UMEJIOCh X YMEPEHHOE MTOBBIIICHHE
110 CPABHEHHUIO C MTPEOoNepallMOHHBIMU ITOKa3aTeIIIMU.
B rpymme 2 mo cpaBHEHUIO ¢ HOPMAJIBHBIMHU TTOKa3arte-
JSIMH Ka4ecTBa )KM3HU TaKKe OTMEYEHO WX JIOCTOBEp-
HO€ CHIDKEHHE, HO C HE3HAUUTEJIbHbIM YBEJINYECHUEM
10 CPAaBHEHHUIO C IIPEIONePAllMOHHBIMU IT0Ka3aTeIIIMHU.

CpaBHEHHE MapaMeTpOB KauecTBa >KU3HU B OT-
JAJCHHOM IIOCJICONEPALMOHHOM MEPUOJE B TpYIIIE
1 ¢ TakuMH K€ MOKa3aTelsiMU y 30POBBIX JETeH BbI-
SIBUJIO MX HE3HAYUTEIHHOE CHIDKEHHE MO CPaBHEHUIO
C HOPMOM, HO CO 3HAYUTEJIBHOHN IOJIOKUTEIBbHOU J10-
CTOBEpPHON NMHAMHUKON MO CpaBHEHHUIO C Ipejaorepa-
LIMOHHBIMHU NOKa3arensiMu. CpaBHEHUE APAMETPOB Ka-
YEeCTBa KU3HU B TPYIIE 2 ¢ TAKUMHU K€ IMOKa3aTeIsiMu
Y 3I0POBBIX JIETEH BBISBUIO UX YMEPEHHOE CHIDKCHUE
10 CPaBHEHUIO C HOPMOM M YMEPEHHOE yBEIHUYCHUE
10 CPAaBHECHUIO C TIPEIOTIECPAITMOHHBIMU TIOKAa3aTelIs-
MH, HO C HE3HAUYUTEIBHOW AUHAMUKON IO CPABHEHUIO
¢ OmmKaiIIMM TOCTIeoNIePalnOHHBIM ITEPHOIOM.

CrnenoBatenbHO, MO CPABHEHUIO C JOOIEpalu-
OHHBIMH JAaHHBIMH B O6eI/IX CpaBHUBACMBIX TI'pynImax
UMEJIaCh IIOJIOKUTCIIbHAsA JWHaAMUKa, HO B TIpynIie
1 pe3ymbTarhl JTOCTOBEPHO NPEB3OILIN aHAJIOTHYHEIE
MOKa3aTeny TPYNIbl 2 ¥ BIUIOTHYIO NPUOIH3WINACH
K HopMme. Ho nmaxe B OTHajJeHHOM MOCIEOIepaloH-
HOM TIEPUOJIE MOKA3aTeNU KaueCTBa )KU3HU HE JJOCTUT-
JIK HOPMAJIbHBIX MTAapaMETPOB HU B OI[HOI71 U3 BBIICIIC-
pEeYHCIIEHHBIX I'PYIIIL.

BriBoabl

1. Haubonee 3¢pdexruBapIMU ciocobaMu onepa-
TUBHOTO JICUEHHS TIPH CYNEPKOPOTKOH popMme sSBIET-
cs onepauus JIunHa.

2. Haumnydmme mokazarend  3a)MKCHPOBAHBI
B TPYIIIIE TTAIIMCHTOB C CYTIEPKOPOTKOH popmoii 6oes-
HH, OIIEPUPOBAHHBIX 110 MeToay JIuHHA, HO O6e3 JocTu-
KEHUSI HOPMaJIbHBIX TapaMETPOB.
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