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3TUOJOI'UA U TATOTEHE3A XPOHUYECKOI'O
UHTECTHHAJIBHOT'O INICEBJJOOBCTPYKTUBHOI'O
CHUHJIPOMA VY JJETEHN
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Pe3rome

XPpOHUUECKUI HMHTECTUHAJIBHBIA MCEBOOOCTPYKTUBHBIA CUHAPOM -pENKUi
CUHAPOM, IIPOABJIAIO HIHI}JICSI pPCOINANBHUPYIOITUMHU ABJICHUSMHU KHUILICUHOH
HEMPOXOJUMOCTH, BO3HUKAIOIMIMMU Ha (oOHE HEHpo-, MUO-WIU HEHpoMUONaTUH
BPOKJICHHOTO WJIM NMPUOOPETEHHOTO TeHe3a. B cTtaThe paccMOTpeHbl 0OCOOCHHO CTH
ATUOMATOTreHe3a pa3InyHbIX (popm 3a0oseBaHusl, B TOM YUCie coOpaHa OTKpbITas 3a
MMOCJICAHUC NCCA TUIICTHA MyTalusd de novo. Crarbs MMpCACTABISICT MHTCPEC KaK JJIA
XUPYProB, KOTOPbIM HEOOXOJAMMO YMETh CBOEBPEMEHHO JIMarHOCTHUPOBATH
MHTECTUHAIBHYIO TCEBI000CTPYKIINIO BO M30€KaHNE HEOOOCHOBAHHBIX OIEpalluid,
TaK U JUIs Bpayel IPyrux CIEUaIbHOCTEN, KOTOPbIE MOTYT BCTPETUTHCS C JAHHBIM
CUHAPOMOM B cBOEH IMPAaKTHUKEC.

Knrwouesvle cnoea: xponuueckuul UHMeCMUHAIb HbLU NCEB000OCMPYKMUBHbBLU
CUHOpOM, Oemiu

Abstract

Chronic intestinal pseudo-obstruction (CIPO) is a rare syndrome characterized by
dilatation of the bowel lumen and abnormal motility in which no mechanical cause is
identified. The syndrome appears at the background of congenital or acquired
neuropathy, myopathy, or neuromyopathy. The ar ticle discusses the specifics of
aetiopathogenesis of different disease forms, including de nova muta tions discovered
during the last decade. The article may be interested for surgeons who must be able
to detect intestinal pseudo-obstruction to avoid un necessary surgical interventions
and also for other specialists who may encounter the syndrome in their practice.
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BBenenue. XpoHUUECKHII MHTECTUHAIBHBIN TCEBA000 CTPYKTUBHBIN CHHIPOM
(Chronical Intestinal Pseudo Obstruction - CIPO) - 3To cuHapOM, XapaKTepHBIH IS
TFEeTEPOr€HHON TPYNIbI HEHUPOMBIIIEYHBIX 3a007€ BaHUN KEITYJOYHO-KUIIEYHOTO
tpakta (JKKT), KIMHU YeCKH MPOSBISIOLIECHCS PELMIUBUPYIOIIUMU SIBICHUS MU
kunieyHou Henpoxoaumoctu (KH).

3a0oneBanusi, kotopsie nposBisAoTcss CIPO, MO HO pa3ienuTh Ha MEPBUYHBIC
(BpoXIeHHBIC) U BTOpUY HbIE (TproOpeTeHHsbie). U Te, u apyrue B 3aBUCUMO CTH OT
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YPOBH IIOP@XKEHHs IIPEACTABICHBl TIPYyNIAMH BHUCLEPAIBHOM HEUpOIaTuw,
BHCLIEpAIbHOM MHOIIATUN U CMEIIaHHOW OopMOI HeilpomMuonaTuu

ITepBuyHbIe (BpOXIEHHBIE) CIPO OTHOCSTCS K FEHETUYECKHU
JleTepMUHUPOBaHHBIM 3a00JIEBaHUSM, U JJI1 HEKOTOPBIX U3 HUX YK€ OTKPBITHI IyTH
Hacjle JOBAaHUS W UIAECHTU(UIMPOBAHBI MyTaluu. BropuuHbie (NMpUOOpETEHHBIE)
CIPO yanie BcTpedaroTcsl y B3pOCIIbIX U SIBJSIOTCS BTOPUYHBIM MPOSBIEHUEM BOCIIA
JUTENIbHBIX 3a00JIEBAHMM KHUIIEYHHMKA, CaXapHOro auadera, ayTOMMMYHHBIX
3a0osneBaHui, J1IOOOr0 OHKO JIOTMYECKOI'0 WM MH(EKIMOHHOIO MPOLEcca, OCIOXK
HEHUEM JUINTENBHOrO IPUEMA Ps1/Ia JIEKAPCTBEHHBIX WIM HAPKOTUYECKUX CPEACTB [2,
3].

[IpakTHyeckn eXerogHo MOSBIAIOTCS COOOIIEHHS 00 OTKPBITUM HOBBIX
MEIUATOpPOB, PELENTOPOB, CHUTHAJIBHBIX IIyT€d HEHPOMBI IIEYHBIX IIEepeaad,
(dhopMyIHUpYIOTCS HOBbIE TPAKTOBKM MaToreHe3a pa3nuuHbix 3adoneBanuit KKT,
pa3palaTbIBaeTcs TapreTHOE JIeUEHHE.

Iean nanHOM 0030pHOI CTaThU COOpaTh BO €IMHO MMEIOIIUECS Ha HACTOSIIUM
MOMEHT JaHHbIE, 00bACHAOIUE 3THoNoru0 U nararese3a CIPO mpu pasnuyHbIx
3a00JIeBaHUSAX, K OCHOBHBIM 3BEHbSIM II€TH, OCY-IIECTBIISIONIEH U peryiIupyroniei
motopuky KKT, otHocsaTcs BereratuBHasi HepBHas cuctema (BHC), sHTepanbHas
HepBHass cuctema (OHC), wunrepctuuuaneuble kinetkun Kaxans (MKK),
rinaakombiiieunbie kietku JKKT (I'MK).

JKKT, kak u Bce BUCLEpaAIbHBIE OJIBIE OPTraHbl, UME €T TPOMHYIO WHHEPBALUIO
BHC: cumnaTruueckyto, napa CMUMIATUYECKYIO U MeTacuMIiatuueckyro. Haubombieit
MHTEpEC MPEJCTABISAET METACUMIIATUYECKAass HEPBHAsl CHCTEMA, YacThbIO KOTOPOM
ABIsSeTCS JHTepanbHas HepBHas cucrema (DHC), pacmpocTpaneHHass B BuUie
CIUIETEHHUI OT MUIIEBOAA 10 BHYTPEHHEr 0 aHAJIbHOT0 C(UHKTEpa. B 3aBrcHUMOCTH OT
pAcIIONIOKEHMsI  Pa3iMyaloT CIEAYIOUINe BHIBI cIUleTeHus: mojacepo3Hoe (pl.
subserosus), mexxmbltiedHoe, WK ayapoaxoso (pl. myentericus), moa ciu3ucToe, Win
mericcaepoBo  (pl.  submucosus). Kaxk Jplifi TaHTIWE  CIUICTCHHH COJCPIKHT
(GYHKIHMOHAIBHO OTJIWYHBIE BUIbI HEMPOHOB: NepBUUYHBIE ad(epeHTHbIE HEHPOHBI,
BO30Y)K/IalOIIME W TOPMO3HBIE MOTOHEHPOHBI, BO30YKIAIOIIUE W TOPMO3HBIE
WHTEPHEHPOHBI, Ba30- U CEKPETOMOTOHEUPOHBI Bcero Oonee 100 MiH HEHPOHOB.

B nononHeHue K peryisiiuid  MOTOPUKOHM, MUKPOLMPKYJSLMEH, DK30- U
SHAOKpUHHON cekpeurer DOHC Takke KOHTPOJIHMpPYET TEYEHHE MM MYHHBIX H
BocnayMTenbHbIX TIponeccoB B JKKT [3].

HMurepcruunanbubie  kiaerkun Kaxamaa (MKK)- neicmerikepsr  JKkr,
oOpa3syrolue CeTd B MOJCIU3U CTOM, MeX W BHyTpuMbIieuHoM ciosix JKKT ot
MUIIEBO/IA 1O BHYTPEHHEr 0 aHaJIbHOTO chuHkTepa. Baxxknenmumu pynkiusivmu MKK
ABJISIFOTCSL TEHEPALIMSI MEUIEHHBIX 3JIEKTPUYECKHUX BOJH M YIPABJIEHHE CIIOH TAHHOU
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motopukor JKKT, a Takke HEHUpOMBILIEYHAss TPAHCMHUCCHS, KOOPAUHUPOBAHUE
MOTOPHKH.

N3omuposannsie UKK crocoOHBI reHepupoBaTh CIOHTAHHYIO AJIEKTPUUECKYIO
aKTUBHOCTBH [6, 7]. DTO MpoUCXOIUT 3a cueT crneunduueckoro kpyropopora Ca2+ B
HUKK. Bcrpoennsie B MeMOpaHbl HHAOIUIA3 MaTUYecKoro perukyinyma (OP)
peuenTopsl uHO3U TONTpUdochara (IP3) u puanomuuoBeie perentopel (RYR)
obecneunBaroT ObicTpoe ocBoOokneHne Ca2+ B nuromnasmy KK, uro mpuBoaut
nenonsipusauuv. Bo  Bpems  penosspuszaumu  Ca-ATdaza, kak  Hacoc,
peakkymymnupyet Ca2+ oOpaTHO BO BHYTpHKIETOUHBIE neno (DP, MutoxoHapun). S.
M. Ward (2000), a 3arem u Hyun- Tai Lee (2007), ucnions3ys unaukarop Ca2+
(bmar00-4, 3aperucTpuUpoBaiM  Ha BBICOKOCKOPOCTHOE BHJICO IMEHCMEHKEpHYIO
akTUBHOCTH MexMbIleuHbIXx KK Tomen kumky yenoBeka, OKOHYATENBHO 10KA3aB
MX OCHOBHOE MpeaHazHaueHue [7, 8].

JlomuHupytomue MEUCMENKEPDI MEIJIEHHBIX
ANEKTPUYECKUX BOJIH  PACIOJIOXKEHbI B  MEXKMBIIIEYHOM TIPO  CTPAHCTBE
MPOKCUMAJIbHOM YacT Teja JKeNlyAKa, TOIIeW KUIIKA W B TOJCIU3UCTOM
MPOCTPAHCTBE MPOKCUMAIBHON YacTH TOJICTON Kuiku [6]. Cuia Toka, mepegaBacma
NKK Ha coceqnue kieTku, He Tak yx Benuka 10-30 mMB, Ho Onaromaps
pa3BeTBieHHON ceTn B3aumocBsizaHHbIXx MKK, a Taxke OOJbIIOMY KOJIWYECTBY
OTKPBITHIX KOHHEKCOHOB - IBOWHBIX MOP, ((OPMHUPYIOUTUX IIEJIEBUIHBIC KOHTAKTHI, €€
xBaraer s aenoisipusannu ' MK.

HUKK Buyrpumsbimiednoit cetu u MKK riayGOKHWX MBIIIEUHBIX CIICTEHUH
MpeIHa3HAYeHbI 1JIsI HEHPO MBIIIEYHON TPAHCMHUCCUH, KOTOPYIO CXEMAaTHYHO MOYHO
MpEeACTaBUTh cienyomuM obOpa3om. IloTeHuuman aedcTBUS, NOCTYHAIOWUA K
BApUKO3HOMY YTOJIILEHHUIO aKCOHA MOTOHEHPOHA, 3aIlyCKaeT NPOLECCHI BBICBO
00X 1eHUS HakoIJIeHHbIX HelipoTpancMuTTepoB (NO, aneTuaxonuH u T.
7.) 1 mpou3BOACTBO ux Je NOVOo. MKK sxcrpeccupytoT MeTaboTpOmHbIE PEIEnTOpPHI,
MOHHbIE KaHalbl KOTOPBIX OTKPBIBAIOTCA IOCJIE€  B3aUMOJEH CTBUS C
HelipoTpacMuTTepaMu. Bo30yxaronuii TN OTBETa YBEIMYEHUE COKPATUTEIbLHOU
AKTUBHOCTH OIOCPEAYETCS Yepe3 alleTHIXOJINH U HEHPOKUHHUHBL: TOpMO3SAIINNA TUIT
OTBETa YMEHBIIICHUE COKPATHTEIBHON aKTUBHOCTH OKa3biBatoT okcua azora (NO),
Ba30aK THUBHbIM uWHTecTUHAIbHBIM mnentua (BUII), nmentua, ak TUBUpPYIOMIUI
apenwnaruukiasy runopusza (PACAP), nypunsl. HeoOxonuMo nmomauepkHyThb, 4TO
pa3Hble HEl POTPACMUTTEPHI HE TOJBKO PErYIHPYIOT paboTy Pa3nUYHBIX MOHHBIX
KaHaJIOB, HO U 3aIlyCKarOT pa3nyHbIe IyTH
(dbopMuUpoBaHKS TTOCTCHHANITHYECKUX OTBETOB. B 0030pHOI cTaTthe Sang Don Koh
2013 r. moapo6 HO oOMMCaHbl MEXaHU3Mbl pealu3alliid pPa3HbIX BHUOB
MOCTCUHANTHUYECKUX OTBETOB [9]. B pe3ynbrare mocie npeodpa3zoBaHusi CUTHANIA B
KK noreHuman AericTBUs NEpPEAACTCs Yepe3 meeBuaHble KOHTakThl K [ MK.
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B I'MK npoucxoaut nociienoBaTenbHas aKTH BallUsi- MHAKTUBALIUSI HATPUEBBIX,
KaJIbIIMEBBIX M Ka JIMEBBIX MOHHBIX KaHaloB. Jlemonspuzamusi Iia3zma TUYECKOU
MemOpanbl 'MK npuBOAHT K OTKPBITHIO MEJIJIEHHBIX MOTEHIIMAT- YyBCTBUTEIBHBIX
Ca-kaHanoB L-tuna, TOKy BHYTpbh KJIETKH TpurrepHoro Ca2+, ak THUBHPYIOIIETO
puanonuHoBbie peuentopbl (RYR) 3P, uro yBennuuBaer BHYTPHUKJIETOUYHYIO
KOHIICHTPAILIMIO MOHOB Kby, Kanbuuil CBSI3bIBACTCS C KAJIBMOAYJH HOM, JAJIee
OPOMCXOAAT AaKTHBHM3AIUs KuHa3bl Jerkux  neneil mumosuna  (MLCK),
dbochopunupoBaHue JIETKUXIIETIEH MHUO3UMHOBBIX TOJIOBOK

yBeJIMYEHUE akTUBHO  cTh Muo3uH AT®a3pl. B pesynbrare oOpasyrorcs
MOTIe PEYHBIC MOCTUKHU U MMPOUCXOJIUT CKOJILKEHUE MUO3MHA 10 aKTHUHY.

Takum obOpazom, motopuka XXKT sBrsercs CI0KHBIM MPOIECCOM, B KOTOPOM
3aJIeCTBOBAHO MHOYKECTBO MOP(OJIOTHUECKUX CTPYKTYP, OMOTOTMYECKH aKTUBHBIX
BEILIECTB, MOHHBIX TOKOB U MOJIEKYJISpPHBIX MexaHu3MoB. COoil Ha J0OOM H3Tamne
MOXXET TPUBECTH K HAPYIICHUIO MEPUCTAIBTUKH, B TOM YHUCIE K (OPMU POBAHUIO
MHTECTUHAJIBHOU MICEBAOOCTPYKLIHHU.
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