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Pesrome

XPOHWYECKUI WHTECTHHAIBHBINA TICEBI000CTPYK-
TUBHBI CHHIPOM — pPEIKUHA CHHAPOM, MPOSBISIO-
IIMACS PELUANBUPYIOIUMH SIBICHUAMH KHIIEYHOU
HENPOXOAUMOCTH, BO3HUKAIOUUMHU Ha (BoHE HE#po-,
MHO- WIH HEWPOMHONATHH BPOKACHHOTO WM HPHOO-
peTeHHoro rexesa. B crarbe paccMoTpeHb! 0COOEHHO-
CTH 3THOIATOTeHe3a pa3lnuHbBIX (GopMm 3aboseBaHUs,
B TOM 4YHCJI€ COOpaHa OTKpBITasl 3a MOCIEIHHUE IeCs-
TWIIeTHs. MyTalus de novo. CTarbsl IpeCcTaBiIsIeT UH-
Tepec Kak Ui XUPYpProB, KOTOPHIM HEOOXOIMMO yMETh
CBOEBPEMEHHO JIMAarHOCTUPOBAaTh HHTECTUHAIBHYIO
TICEBAOOOCTPYKITNIO BO M30ekaHne HEOOOCHOBAHHBIX
oTeparyii, Tak 1 A Bpauel IpyTryux CrerualibHOCTEH,
KOTOpbIE MOTYT BCTPETUTHCSA C IJAHHBIM CHHIPOMOM
B CBOEH IIPAKTHKE.

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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HbLUL NCe60000CMPYKMUBHDIL CUHOPOM, Oemi

BBenenne CKMMHU TIPU3HAKAMH KHINEYHOH HerpoxomumocTy, Dudley

XpOHUYECKHI  WHTECTHHAJBHBIA  MCEBH000-  OOHapyxuBai IM(y3HO THIATHPOBAHHBIC ETIIH KUIIICY-
ctpykruBHBIA cuHgpoM (Chronical Intestinal Pseudo- — Huka 6e3 crpykrypHO-aHatommdeckux npranH KH u Ha-
Obstruction — CIPO) — 3T0 cHHAPOM, XapaKTEepPHBIH  3BaJ 3TO SBICHHUE HHTECTUHABHOM TICEBI000CTPYKIIEH.

IUIS TeTEPOreHHOM TPyl HEWPOMBIIIEUHBIX 3a00ie- 3aboneBanust, koropsle npossisitorest CIPO, mox-
BaHMH xexynouHo-kumeuHoro Tpakta (JKKT), knuHu-  HO pa3aenuTs Ha NEpBUYHBIE (BPOXKICHHBIE) U BTOPHUY-
YECKH MPOSBISIONIECHCS pEIMINBUPYIOIIMMY SIBICHUS-  Hble (mproOpeteHHble). U Te, U apyrue B 3aBUCHMO-
MU KHiedHoi Henpoxoaumoctu (KH). CTH OT YPOBHS MOPaKCHUS MPEACTABICHBI IPyNIaMH

Brepsrie CIPO ObL1 OmvicaH aHDIMHCKUM XAPYProM  BHUCIEPalIbHON HEMpPOTATHH, BUCIIEPATHHON MUOTIATHH
Dudley B 1958 . [1]. Onepupys nalmeHToB ¢ KIMHAYE- W CMENIaHHOW GopMoii — Helipomuonaruu (puc. 1).
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MepBuyHbIe (BPOXKAEHHDIE)
BucuepanbHas O Heiipomuonatus
Heiiponatua Muonarua ¥
MyTauusa de novo 8923 - Q24
X-cuenneHHas Dedexi
myTauuma
¢MyaMt:Ha A KOAMPOBaHWSA aKTMHa BropuuHbie (npuobpeteHHbie)
TagKoMblLEeYHbIX
A KNEeTOK KULIEeYHUKa:

ACTG2R148S

Helipomuonatua

ﬁt\yroummyuuue 3360neBaHMR
aMMNOMA03, CUCTEMHAA

KpacHas BONYaHKa,

cKknepogepmus

Oy6nukatypa de novo 12-12q13.3 ]

BucuepanbHas

mMmuonartua

*JHAOKPUHHbIE 3a60neBaHuUsA:
BrcuepansHas ﬂ;onesub MapkuHcoHa \ caxapHbiii AuaGer, runo —
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*MbiweyHble guctpoduu: *0nyxo/m HepBHO#A cucTembl 3abonesaHus:
[AioweHHa, bekkepa. *BocnanutensHie . uuMTOMeranosmpycHasa
*OKynodapuHreanbHas 3a6oneBaHuA HepeHoH nHdeKuua, InwreitH-bapp
muogmuctpodus cuctembi (aHuepanuT) nHdekuua, 6onesHb Yaraca
ellonmmmnosut *UHcynor e3a6onesanus KT pasHoii
*CnuHanbHaA Tpasma 3TMONOTNU: 303MHODUNBHBIN
¢MapaHeonnacTuyeckme

racTPO3HTEPUT, LeNUaKMs,
PagUaLMOHHDIN HTEPUT,
AVBePTUKYNApHan 6onesHb

HeBpoaoruyeckue CUHAPOMbI
'AyTOVIMMYHbIe BeretTaTuBHble
raHranonaTuun

ePaccesiHHbIi cKnepo3

KULLEeYHUKa

eMo6ouHble aeicTBUA
%KapCTBeHHbIX npenaparos /

Puc. 1. CospemenHas knaccumkaLua XPOHUHECKOTO MHTECTUHATBHOTO NCEBA00BCTPYKTUBHOMO CUHAPOMA B HaLLe/ MogudvKaLuy

[lepBuunbsie (Bpoxkaenusle) CIPO otHOcsTCS
K TEHETUYeCKH JCTEPMHUHUPOBAHHBIM 3a00JIeBaHUSM,
W ISl HEKOTOPBIX U3 HHUX YK€ OTKPBITHI IIyTH Haclie-
JIOBaHUsI U UACHTU(PULIUPOBAHBI MyTalluu. BropuuHbie
(mpuobperennsie) CIPO gamie BcTpedaroTcs y B3poc-
JBIX W SIBJISIOTCS BTOPUYHBIM TPOSIBJICHHMEM BOCIIA-
JUTENbHBIX 3a00JIeBaHUH KHIIEYHUKA, CaxapHOro
nuabeTra, ayTOMMMYHHBIX 3a00JI€BaHHM, JIFOOOTO OHKO-
JIOTHYECKOTO WJIM MH(EKIIMOHHOTO IpoIiecca, OCIOXK-
HEHHMEM JUINTENILHOTO IIpUeMa psizia JIEKapCTBEHHBIX
WJIH HAPKOTHYECKUX CPeNCTB [2, 3].

Packpritue 3BenbeB stnonaroreneza CIPO TecHo
CBSI3aHO C MIOHMMAaHUEM MEXaHU3MOB PETYISLIH MOTO-
puku JKKT u siBnsieTcst mpeAMETOM M3ydeHHs ISl IIn-
POKOro Kpyra crenuanucToB. IIpakTuuecku exeroaHo
HOSIBIISIIOTCS. COOOIEHUST 00 OTKPBITUM HOBBIX MEIU-

aTopoOB, PELENTOPOB, CUTHAJBHBIX MyTeH HEHPOMBI-
HICYHBIX Tiepeniad, GOPMYITHPYIOTCS HOBBIE TPAKTOBKH
naroreHesa pasianuHbix 3aboneBanmii JKKT, paspada-
THIBAETCS TAPTETHOE JICUCHHE.

Hesab nanHoit 0030pHOI cTathu — coOpaTh BO-
€IMHO MMEIoLIMecs Ha HACTOSIIHA MOMEHT AaHHBIC,
00BSICHSIFOIME ITHOJIOTHIO U narodusuonoruro CIPO
NIPY Pa3IHYHBIX 3200JICBAHUSX.

DuU3H0JIOTUST MOTOPUKH KeJTYI0YHO-KHIIIEYHOT0
TpakTa

HaromMH#M, 9TO K OCHOBHBIM 3BEHBSIM IICTIH, OCY-
HIECTBILIIONIEH U perynupytomiei Motopuky JKKT, otHo-
csiTes BereTarrBHas HepBHas cuctema (BHC), satepais-
Hast HepBHas crcteMa (OHC), mHTEpCTHIMATBHBIC KIIETKH
Kaxamns (MKK), mmagkomeimednsie kretkn XKKT (ITMK).
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JKKT, kak u Bce BUCLIEpaTIbHBIE MOJIbIE OPraHbl, UMe-
eT TpoitHyto nHHepBanuio BHC: cummaruyeckyro, mapa-
CHMITAaTHYECKYI0 U MeTacuMIlaruueckyro. Hanbomnpmieit
UHTEpEeC MPEICTaRISIET METaCUMIIATHYECKAs HEpBHAS CH-
CTeMa, YaCThI0 KOTOPOH SIBJIsIETCS IJHTepa/IbHasi HepBHasl
cucrema (QHC), pacnipocTpaHeHHas! B BUJIC CIUICTCHUIN
OT THIIEBOAA O BHYTPEHHETO aHAIBHOTO C(WHKTEpa.
B 3aBECHMOCTH OT pacmolOKEHHsT pa3iMyaroT CIemy-
IOIe BUJIBI CIUIETEHUS: ToziceposHoe (pl. subserosus),
MEKMBIIIICYHOE, WU aydp0axoBo (pl. myentericus), oa-
CIIM3UCTOC, WU MekccHepoBo (pl. submucosus). Kax-
IIBIA TaHDIAK CIUICTCHUH CONMEPKHUT (DYHKITMOHAILHO
OTIIMYHBIE BUIBI HEMPOHOB: TEepBUYHBIE adpepeHTHBIE
HEWPOHBI, BO30YKAAlOMINe M TOPMO3HBIE MOTOHEHPOHBI,
BO30YKIAIOIIE ¥ TOPMO3HBIE HHTEPHEHPOHBI, Ba30- U ce-
KPETOMOTOHEHPOHKI — Bcero Oomnee 100 MIH HEHWPOHOB.
«Brain-in-the-gut» («M03r-B-KHIIICYHUKE») — TaK HA3BAI
Wood B 1981 1. 3Ty yHUKaIBHYIO BHYTPEHHIOIO HEPBHYIO
cuctremy JKKT 3a ee crmocoOHOCTH (DYHKIIMOHHPOBATH
ke B OTCYTCTBHE BXOMHBIX CHUTHAJIOB IEHTPAIBHOU
HepBHoii cuctemsl (IIHC) [4]. B mononHeHue k peryss-
U1 MOTOPUKOM, MUKPOLIUPKYJISILIUEH, DK30- U DHJOKPUH-
Ho# cekperreit DHC Taxxke KOHTPOIUPYET TEUEHUE UM-
MYHHBIX 1 BOCHAUTENBbHBIX mporieccoB B JKKT [5].

HNurtepcTunuanbubie kietkn Kaxansa (UKK) —
neiicmeiikepsl JKKT, oOpasyromue cetn B MOJCIN3H-
CTOM, MEX- ¥ BHyTpuMbIedHoM ciosx KKT ot mu-
mieBoja A0 BHYTPEHHETO0 aHajlbHOTO CQHHKTEpa.
Baxueiimmmu ¢pynkuusmu UKK sBisitoTcst reHepanys
MEJICHHBIX AIEKTPUYECKUX BOJIH U YIIpaBIIEHHE CIIOH-

Tabnuua 1. Knaccudvkaiua uHTEpCTULMANLHbIX KNeTok Kaxana
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tanHoM Motopukoil XXKT, a takke HelpombliieuHas
TPAHCMHUCCHS, KOOPIUHUPOBAHIE MOTOPHKH.

WzonupoBanusie KK cnocoOHBI reHepupoBarTh
CIIOHTaHHYIO NEKTPHUUECKYIO0 aKTUBHOCTD [6, 7]. DTO
NPOMCXOJUT 33 CYET CIEHU(PHYECKOTO KPYroBOPOTa
Ca?* B UKK. BerpoeHHble B MEMOpaHbl JHJIOILIIA3-
MaTH4eCcKoro pertukynyma (OP) pemenmropsl WHO3U-
tontpudochara (IP,) u puanonuHOBBIE peUENTOPHI
(RYR) obecneunBator ObicTpoe ocBobokaenue Ca?*
B nuromiazmy UKK, uTo mpuBoguT K aenoispu3aluu.
Bo Bpems penonspusanuu Ca-ATda3za, xak Hacoc,
peakkymynupyer Ca** o0paTHO BO BHYTPHKJICTOYHBIC
nero (OP, muroxounpun). S.M. Ward (2000), a 3arem
u Hyun-Tai Lee (2007), ucnons3ys unaukarop Ca’*
(hir00-4, 3aperucTpUPOBAIM HA BBICOKOCKOPOCTHOE
BHUJICO MEUCMEUKEPHYI0 AKTUBHOCTh MEKMBIIICYHBIX
MKK Toleii KAIIKY YeJIOBEKa, OKOHYATEJILHO T0Ka3aB
UX OCHOBHOE TIpenHazHadeHue [7, 8].

B 3aBucHMOCTH OT BBINOTHAEMBIX (YHKITUI
Bce KK JKXKT MoxHO pa3neiauTh Ha meicMerKepsbl
u UKK, ocymecTpisiomue HEMpOMBIIICYHYO TpaHC-
Muccuro (tabdm. 1).

JloMunMpyromue neicMenkepsl MEJIEHHBIX JJIEK-
TPUUECKUX BOJH PACIIONIOKECHBI B MEKMBIIIICYHOM TIPO-
CTpaHCTBE MPOKCUMAJILHOW YacTH TeNa KETy/IKa, TOIIen
KUIIKA ¥ B TIOJCIM3UCTOM MTPOCTPAHCTBE TPOKCHMATh-
HOM yacTu ToncToi kuiku [6]. Crna Toka, mepegaBaeMast
UKK na cocenHue KIeTku, He Tak Yk Benrka— 10-30 MB,
HO Onarofapsi pa3BETBIEHHOM CETH B3aMMOCBS3aHHBIX
HKK, a Taxke OONBIIOMY KOMHYECTBY OTKPBITHIX KOH-

Bug UKK PacnonoxeHue

DyHKUMNA

Mexay nofgcnmMancTon 0CHOBOW
N LMPKYNSAPHBIMU MbILLEYHBIMU
BOJTOKHAMW TONCTOW KULLKMN

Mopcnuanctole MKK
(IC-SM)

B MeXMbILLIEYHOM NPOCTPaHCTB
MeXMblLEeYHble = ShLell] IS eIl

(IC_MY) MbILLEYHbIMW BOJTOKHaMu

BHYTpM MbILLEYHbIX CNOEB NULLEBOAA,

HWXHEro nmeBO4HOIro COMHKTEpPa,
BHyTpMMbIIJJe"IHbIe » A ® P

(IC-IM)
BHYTPEHHErO aHanNbHOro cchuHkTEpa
Asnsitotes pasHoBuaHOCTb IC—IM,
HO PacnonoXeHbl UCKMYUTENBHO

B rMy6OKMX MbILLEYHBIX CMNETEHUSAX
TOHKOWN KULLIKW

KK rrmy6okunx MblLLeYHbIX
cnneteHun (IC-DMP)

MeXay LMPKYNSpHbIMU 1 NPOAONBHBIMU

Xernyaka, NpUBpaTHMKa, CIEemnomn KULLKK,
GayrMHeBoIn 3aCnOHKU, TONCTOW KULLIKW,

[Mencmerikepbl TONCTON KULLKK

MKK MexmbILLeYHOM CEeTU SBASIOTCA Nencmenkepamm
MeAIEHHBIX 3MEeKTPUYEcKnX BomnH. Baanmocssasb mexay
MeX- 1 BHyTpuMbIeyHbIMu VKK no3sonset ocyllectsnsaTb
3MEeKTPUYECKYIO MHTerpaumio, a kKoHTakTtel cetn MKK ¢ TMC —
PUTMUYHO CUHXPOHWU3NPOBATH NPOLIECCHI COKPALLEHUSI

1 paccnabnenusi

MKK BHYTpUMbILLEYHOM CETU TECHO CBSA3aHbl C COCyAamMu

1 BapUKO3HBLIMW YTOMLLEHNAMN aKCOHOB HENPOHOB,

YTO NO3BOMSET UM aKTUBHO Y4aCTBOBATb B HEMPOMbILLEYHbIX
1 TOPMOH-aCcCOLMMPOBAHHBIX NepeaayYax HepPBHOro UMMNynbca

PYHKLMOHANBHO CXOXW C BHYTPUMbILLEeYHbIMU VKK
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ENTERIC MOTOR NEUROTRANSMISSION

Excitatary mofor neuron

Inhibitary motor newron

PIY racaplive
WO recapior

Puc. 2. HelipotpaHemuceust MOTOHeIpOHa 3HTEpankHOI HEPBHOM CHCTEMI

(3 cratbn S.M. Ward [8])
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[ToscHeHus k pucyrky: Inhibitory motor neuron -
BO30yparoLwmit MoToHeitpoH; NOS - NO-
CvHTeTa3a; Excitatory motor neuron — TopMo3Hoit
MOTOHeipoH; AChE — aLleTunxonnHacTepasa;

[C~IM - BHyTpUMbILe4Hble VKK; VIP - BasonHTe-
CTUHanbHIA nenTug; feicteyet yepes VPACT-

n VPAC2-peuentopbl; Gap Junction - LeneBuaHbli
koHTakT Mexay VKK u TMK; Ach - aueTunxonu;
Electrical coupling — aneKTpudeckmii KOHTaKT;

SP - cyberaHups P; Muscarinic receptors — mycka-
puHoBbIe pevientopsl; ATP — AT® (nypuH); SMC -
MaKOMbILLEYHbIe KNETkY; GC - ryaHunarumuknasa;
NO - okcug a3oTa; HenoCPEACTBEHHO aKTUBUPYET
pacTBopUMYI0 ryaHunaTLyknasy; P2Y — nypuxepri-
YECKWA PeLienTop, C KOTOPbIM CBA3LIBAKOTCS MYPUHBI.
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HEKCOHOB — JIBOMHBIX MOP, HOPMUPYIOLIMX LIETIEBUIHbIE
KOHTAKTHI, ¢ XBaTaeT i nenonspusanuu [ MK.

UKK Buytpumbimeynoii cetn u MKK mryboxux
MBILIEYHBIX CIUICTEHUH MpeJHa3HaueHbl Uil HEeHpo-
MBIIIEYHOW TPAHCMUCCHH, KOTOPYIO CXEeMAaTHUYHO MOXK-
HO IIpeACTaBuTh cienyoummM obOpasom. Ilorenunan
JIEUCTBHUS, MOCTYNAIOIINUNA K BAPUKOZHOMY YTOJILIEHUIO
aKCOHa MOTOHEHpPOHA, 3aIlyCKaeT MpPOLECCHl BBICBO-
OOXKJeHUsl HAKOIUIEHHBIX HeWpoTpaHcMuTTepoB (NO,
AIETHIIXOJIUH U T. JI.) ¥ POU3BOACTBO uX de novo. UKK
9KCIIPECCUPYIOT META0OTPOIHBIE PELIENTOPbI, HIOHHBIE
KaHaJlbl KOTOPBIX OTKPBIBAIOTCS IIOCJIE B3aUMOZEH-

Puc. 3. CxematndHoe u3oBpaxeHie cokpalieHus (a)
1 paccnabnenus (6) rmagkoMbiLLe4HbIX KneTok [10]

CTBUS ¢ HelpoTpacMuTTepaMu. Bo3Oyxmaromuii Tum
OTBETa — yBEJIIMYEHHUE COKPATUTEIbHON aKTMBHOCTH —
OIOCpenyeTcsl Yepe3 alETWIXOINH U HEeHpOKWHUHBI:
HEHpOKUHUH A, HelipoknHuH B u cyGcranmms P. Top-
MO3SIIIUI TUIl OTBETA — YMEHbBIIEHUE COKPATUTENbHON
aKTHBHOCTH — OKa3bIBatoT okcua azora (NO), Bazoak-
THBHBIN HHTeCTUHANBbHBIN nenrtu (BUII), mentun, ak-
TUBUpYIOIMHA ageHwiaruukiasy runogpusa (PACAP),
nmypuHsl. Ha puc. 2 npesacrasieH TOpMO3HOM THIT OT-
BeTa [8]. HeoOxomumo mom4epKHyTh, YTO pa3Hble Hell-
POTPacCMUTTEPHl HE TOJIBKO PETyIMPYIOT paboTy pas-
JIMYHBIX MOHHBIX KAaHAJIOB, HO U 3aIlyCKAaIOT pPa3IHyHbIe
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myTH (OPMUPOBAHMS TTOCTCHHANTUYECKUX OTBETOB.
B 0030pHoii crarbe Sang Don Koh 2013 r. moapo6-
HO OIHCaHbl MEXaHW3Mbl PEAH3alMU PAa3HBIX BUIOB
MOCTCUHANTHYECKUX O0TBETOB [9]. B pesynbrare mocne
npeoOpasoBanus curHaia B UKK nmorennuan nevictus
nepeaaeTcs uepes 1ielieBuAHble KOHTaKThl K [ MK.

B T'MK mnpoucxonutr mnocienoBareibHas aKTH-
BaIlUs-MHAKTUBAIIUS HATPHEBBIX, KaJbIIMEBBIX H Ka-
JUEBBIX HMOHHBIX KaHaJoB. Jlemomspusamus mia3ma-
THyeckoit mMemOpansl MK npuBoguT K OTKPBITHIO
MEJICHHBIX OTEHINAI-4yBCTBUTEIbHBIX Ca-KaHaJIOB
L-tuma, TOKy BHYTpb KieTku TpurrepHoro Ca*', ak-
THBUPYIOIIETO puaHOMuHOBEIC perenTopsl (RYR) OP,
YTO YBEJIWYHBAET BHYTPUKIETOYHYIO KOHIIEHTPAIIUIO
MOHOB Kanblius. KanmbIuil CBA3BIBAETCS C KAIIbMOTYIH-
HOM, Jlajiee TIPOUCXOMAAT aKTHBHU3AIMsI KHHA3BI JICTKUX
ueneit muo3una (MLCK), pocdopunupoBanne nerknux

Cnucox auTeparypbl

POCCUMCKMWH BECTHUK 2016 Tom VI Ne 1

1ene MHO3MHOBBIX TOJIOBOK M YBEJIWYEHHE aKTHBHO-
cti Muo3uH AT®Da3sb1. B pesynbsrare o0pasyroTcs more-
pEeYHBIE MOCTUKH U TIPOUCXOIUT CKOJIbKSHHE MUO3MHA
10 aKTHHY (CM. TIOSICHEHUSI K PHC. 2).

[Ipu pacciabnenuu npoucxoaut aedochopum-
poBanue moxa jaevictBueM (ocdarasbl JETKUX Ieneit
muosuaa (MLCP) (puc. 36). ®ochopunmpoBanue Mu-
o3uHa u cokpamenue I'MK ocymecTBisoTcs 3a cuer
bananca akruBHOocTd MLCK 1 MLCP.

Takum o6pazom, motopuka JKKT sBusercs criox-
HBIM IPOIIECCOM, B KOTOPOM 3aJICHCTBOBAHO MHOXeE-
CTBO MOP(OIOIMYECKUX CTPYKTYp, OHOIOTHYCCKH
AaKTUBHBIX BEIIECTB, HOHHBIX TOKOB M MOJIEKYJISPHBIX
MexaHu3zMoB. CO0 Ha JIF00OM dTare MOXKET PUBECTH
K HapyIICHUIO MEPUCTAIBTUKH, B TOM YUCIE K POpMHU-
POBaHUIO UHTECTUHAILHOU MICEBI0OCTPYKIIHH.
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