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Pesrome

XPOHWYECKUI WHTECTHHAIBHBINA TICEBI000OCTPYK-
TUBHBI CHHAPOM — DPEIOKUH CHHAPOM, IPOSBISIO-
HIMACS PEeUUANBUPYIOIIUMH SIBICHHSAMH KHIIEYHOM
HETPOXOAMMOCTH, BO3ZHHMKAIOLIMMU Ha (OHE HEHpo-
naTuii, MUOTIATUI UM HEHPOMHUOMATUH BPOKIACHHOTO
WIN IPUOOPETEHHOTO reHes3a. B crarbe paccMOTpeHbI
0COOEHHOCTH ATHOIATOTEHE3a Pa3IUYHbIX (OopM 3a-
OosieBaHMsA, B TOM YHCIIEe COOpaHbl OTKPHITHIE 3a TO-
cienHue necsartwietns Mytanun de nova. Crares
NPEACTABISET MHTEPEC Kak AJsl XUPYProB, KOTOPHIM

Abstract

Chronic intestinal syndrome of pseudo-ob-
struction is a rare syndrome manifested through
recur-rent phenomena of bowel obstruction devel-
oped against neuropathies, myopathies and neuro-
myo-pathies of congenital or acquired genesis. The
article deals with the peculiarities of ethiopatho-
gen-esis of different forms of the disease including
de nova mutations revealed within the last decades.
The article is interesting both for surgeons who

HEOOXOIMMO YMETh CBOEBPEMEHHO IHMATHOCTHPOBATH finn i diagnose intestipal pseudo-obstructiqn in a
MHTECTHHAIbHYIO [ICEBIOOGCTPYKIMIO BO M30eKaHUE timely manner to avoid unnecessary surgeries and
HEOBOCHOBAHHbIX OIIEpaLHii, TaK U IS Bpadeil Apyrux for other doctors who can come across the syn-
CHeNUANbHOCTEH, KOTOpbIE MOTYT BCTPETUTHCS C JIaH- drome during their practice.

HBIM CHHAPOMOM B CBOEH IPAKTHKE.

Key words: chronic intestinal syndrome of

Knroueevle cnoea: xponuueckuti uHmecmuHailb- ; .
pseudo-obstruction, children

HbILL NCe8000OCMPYKMUBHDIL CUHOPOM, Oemu

IHepBuunsie CIPO IIMHCTBO ONHCHIBaEMBIX Jnainee Oone3nell ManubecTH-

Kak yxe Obuio OoTMeueHO paHee, BpOXIEHHbIE  pyet 10 20 JIeT, B CBA3M C 4eM JaHHAs HH()OpPMALHs Hau-
(mepBuunsie) CIPO BXomsT B cocTaB HacieACTBEHHBIX  0OoJiee HHTEPECHA ISl IEANATPOB U JETCKUX XUPYPIrOB.
3a0oNieBaHNii, KOTOpPBIE YCJIOBHO MOKHO Da3/IeiUTh B Tab61. 2 yxazaHbl OCHOBHBIE MUTOXOHJPHAIILHBIE
Ha IBC 60.IIBHII/IC TpynIibl: MUTOXOHAPHUAJIBLHBIC Oone3nu 3a6OHeBaHI/IH, COIIPOBOXKAAIOIIHECH HHTECTUHAILHON
u cunpomanbHbie Gopmbl CIPO. Tonaenstomiee 605b-  TCEBIOOOCTPYKIUEH.

i o



HAYYHbIE 0B30PbI POCCUWCKWH BECTHUK 2016 Tom VI Ne 2

AeTCKOM XUPYpPruu, aHecteanonorun U peaHuMaTonoruu

Hecmotps Ha pa3Hble MPUYMHBI HapYIIEHHH MO-  IIEBOJOM bappeTa W aHOMaIMSMHU pPa3BUTHS CEpIIIa.
topuku JKKT npu MmutoxoHapuanbHeix 3a0oieBanusx, [lpu renermueckom aHanms3e Oblia OOHapykeHa My-
COBpEeMEHHBIE TIOAXOMbI K JICUSHUIO eUHBI M OCHOBa-  TaIus de novo Ha xpomocome 8q23 — Q24. T'ucrono-
HBl Ha UCIOJb30BaHUHM AaHTUOKCHUAAHTOB, CyOCTPaTroB  T'MYECKOE M MMMYHOTHCTOXHMHYECKOE HCCIEIOBAHHS
JBIXaTeNbHOM 1enn B KO(aKTOpOB B BHJIE BUTAMHHOB  BBISIBIIIM MPU3HAKH HEHPO- U MUOTIATHH: T'HOEIh U Hel-
[10,11]. Hampumep, A KymUpOBaHUS MHTECTHHAIb-  POXHUMHUYECKOE HcTomeHue HeiipornoB DHC, cHkeHMe
Hol iceBnooOcTpykuun ipu MIDD u MELAS onuca-  skcmpeccud peryisrtopa amonrto3a Bcl-2 HeHpoHOB,
HO YyCIIEIIHOE MpUMeHeHue ko3H3uma Q [11,12]. obennenue cetn MKK B MEKMBIIICUHOM U BHYTpPHU-

Cunnpomansusie popmbl CIPO paznuuarorcs TH-  MBIIIEYHOM CIOSIX H, HAKOHEII, CHIYKEHUE COICPIKaHMsI
MaMH HacJel0BaHHA, NaTOT€HETUYECKUMU acleKTaMy,  anb(a-akTHHA B IPOIOIFHOM U ITUPKYISPHOM MBIIIEY-
IIPOTHO3aMU U HcxoAaMu. JITUTENbHOE BpeMs IPUUU-  HBIX CJIOSX, YTO CBHIETENBCTBYET O MHONATHH. B mu-
HBI MX OCTaBAJINCh HEU3BECTHBIMH, M TOJIBKO B TEUCHHE  II€BOJIe OOHAPY)KEHBI MPU3HAKK KHIIEYHOW MeTaruia-
MTOCIIEIHETO NECATHIIETHS ObLTH OOHApPYKEHBI HEKOTO-  3uu 3nutenus [20].
psle myTanuu de novo. B nepuonuueckoit iuteparype  —  Jy0uamkartypa de novo 12-12q13.3
MBI HE BCTPETHJIM HU OHOW CTaTbu, Iie ObUIM OBI CO- B 2011 roay A. Pini Prato u koyuteru BriepBbIe OTH-
OpaHbI Bce U3BECTHBIC HBIHE TEHETHUECKUE NeEeKThl,  cayu manueHTky ¢ kiaccudeckum CIPO B coueranunn
npusoadne Kk pasButaio CIPO. Mbl mocrapaiiuck ¢ yBETMYEHHEM pa3MEPOB TOJICTOW KHIIKH, MOYEBOTO
00BEeTMHUTH BCIO M3BECTHYIO K HACTOSIIEMY BpeMEHH  My3bIps W Manbporanueidl (Megacystis, Megacolon,
UH()OPMALHIO. Malrotation), y koTopoil Obula BBIABICHA TyOJIHKATY-
— X-cuemuieHHasi MyTanus (puiaaMuHa A pa 12-12q13.3, rne pacnojioxeH reH Heipomnentuia

OTOo peakoe HacieACTBEHHOe 3a0oneBaHue, Bbl-  Hedpokcodpmmuna 4 (NXPH4) [21]. IIpeanonarator,
3BaHHoe 2-BP nenenumeit 2 sk3ona rena FLNA, konu-  9TO HapyIIeHWe CHHTE3a WMEHHO JTOTO HeHporier-
pYIOLIETO CTPYKTYypy ¢uiaMpHa A — IOBCEMECTHO  THJA NMPOBOAUT K JU(QY3HOH MHUCIIIA3HM KHIICYHBIX
pacmpoCTpaHEeHHOTO aKTHHCBA3BIBatomIero 0enka [17].  HEeHpOHOB, HapYNICHHUIO MPOIECCOB BHYTPUYTPOOHOU
CornacHO COBpPEMEHHBIM INPEICTAaBICHUSAM (WIAMHUH  POTALUHM KHUIIEYHWKA W K aJAWHAMUYHOMY MOUYEBOMY
A ydJacTByeT B NPOCTPAHCTBEHHON OpraHM3allMM aK-  MY3BIPIO.

TUHOBBIX CTPYKTYp, PETYIHpYET B3auMojciictBue ak- — Jle(peKTbl KOAUPOBAHMSA AKTHHA IIAJKOMBI-
THHA C MUO3UHOM M B3aUMOCBSI3M LIMTOCKENEeTa C Io- HIeYHBIX KieTok kumeyHuka: ACTG2R148S.
BEPXHOCTHBIMU pELENTOpaMH, CIYKUT MarTpuuei B 2012 rony ¢uHCKHE KOIUIETH IpH 00CTIeIOBAaHUN

Ul COOPKHM HEKOTOPBIX CUTHAJIbHBIX MOJEKYJI. B pe-  HECKONBKHX YJIEHOB CEMbH C JUIMTEIbHBIM aHAMHE30M
3yabrare Aenenuu 2 sk3oHa reHa FLNA mpoucxomutr  CIPO B pa3HBIX MOKOJCHHUSX, OOHAPYKUIU JEPEKTHI
HapylLIeHUEe HeWporeHe3a KHUIIEYHON TPyOKH, KIMHH-  KOAWPOBAHUS AaKTUHA TJIAJKOMBIIICYHBIX KIIETOK KH-
yecku npospistomeecs CIPO. [Ipu rucronormueckux — meyanka: ACTG2R148S. IlapannensHo TpoOBOAMIH
UCCIIEIOBaHUSAX OMONTATOB TOHKOM U TOJICTOM KUIIKM  T'HCTOJIOTHYECKOE, MMMYHOTMCTOXMMUYECKOE U UIMMY-
BBIBJIIIOT OTCYTCTBHE aprupo(MIBHBIX HEHPOHOB  HOQIIIOOPECHEHTHOE HCCIIEIOBAHNS OHONTAaTOB CTEHKU
B MEXMBILICYHOM U IOACIM3UCTOM CIUIETeHHAX [17].  KWIIeYHMKa 3THX e MalUeHTOB. BBUIO BBISIBICHO CHU-
IIpn 5TOM HMHTECTHHANbHAS ICEBIOOOCTPYKLMSA 4a-  JKEHHE MUTOIUIA3MaTH4eCKOro YpPOBHS raMMa-aKTHHA
CTO COYeTaeTcs C APYTUMHU BPOXKICHHBIMU MOPOKaMU  HapsAIy C €ro aTUIIWYHBIM CKOIUIEHHEM BO BHYTpPHKIIE-
pazutusd, B ToM umcie u JXXKT: runeprpoduueckuM  TOYHBIX BKJIIOUCHUSX, YTO M IIPHBOMIIO K HAPYIICHUIO
IIUJIOPOCTEHO30M, BPOXKACHHBIM YKOPOUCHUEM TOHKOM  IIUTOCKEJIETa MHOLUTOB M U3MEHEHUIO COKPAaTUMOCTH.

KHUIIKA U Manmbporanuei [17, 18, 19], a takxe ¢ me-  Takwue e m3MeHeHHUs ObUTH HaleHsl B ' MK murmeBo-
PUBEHTPUKYJISIPHOW TeTepoTonmerd — 3a0oNeBaHWEM  Jla B MOYEBOTO My3bIps [22].
IHHC, cBs3aHHBIM C HapyIIEeHHEM MPOIECCOB MHTpa- Takum 00pa3oMm, IS HEKOTOPHIX HEPBUYHBIX
UM HOPMaJIbHO C(HOPMHUPOBAHHBIX HEWPOHOB [17]. CIPO renernueckue neekTsl U MyTH WX HACIEI0Ba-
—  Myranus de novo 8q23 — Q24 HHS YK€ NeTepMUHHUPOBAHBL. |1 co3maHms emumHOU
B 2007 romy 651111 OITyONMKOBAHBI pe3y/IbTaThl a-  0a3bl TEHETUYECKUX MyTaluid, 00yCIOBIMBAIOLINX
paJUIebHBIX T€HETUYEeCKOoro U rucroigoruyeckoro uc-  CIPO, HeoOXomWMBl THIATEIbHOE T'E€HETHYECKOE 00-
CJIEOBaHUM MPENCTABUTEIEH ONHOM TYypEeLIKOW CEMBH,  CJIE€OBaHHME MAI[MEHTOB C 3TOM MAaTONOTHEed M Aalb-
crpagatomux CIPO B coueTaHny ¢ MPOTSKEHHBIM M-  HEHIIWN MOMCK BO3MOXKHBIX MYyTAaIlHi.
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Tabnuua 2. MutoxoHapuansHsle 3a6onesarxis, COMpOBOXIAIOLLIMECS MHTECTUHATBHOI NCeBA00BCTYKLMEN
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MuToxoHapuanbHas
bonesHb

Tun HacnegoBaHus
W BUA MyTauum

MarToreHes

KnuHuyeckue nposiBneHus
M CPOKM MaHudecTaumm

MNGIE: Mitochondrial
NeuroGastrolntestinal
Encephalomyopathy

(OMIM #613662)

MuToxoHapranbHas
HeyiporacTpouHTECTUHaNbHasA
3HUedanonaTtus

MELAS: The syndrome
of mitochondrial
encephalomyopathy, lactic
acidosis, and stroke-like
episodes

(OMIM #540000)
MuToxoHgpuanbHas
3HUedanonaTuns

C VHCYNbTONOA0GHBIMY
cMMMITOMaMu U nakTaTt-
aunao3om

KSS: Kearns-Sayre
Syndrome, retinopathy,
proximal muscle weakness,
cardiac arrythmia and ataxia
(OMIM # 530000)

CwuHppom KepHca-Ceitpa

MIDD: Maternally inherited
diabetes and deafness
(OMIM #520000)

CaxapHbiin gnaber,
HacrnegyeMbli MO MaTEPUHCKON
TNMHWK, U HEPOCEHCOPHas
rmyxota

AyTOCOMHO-peLieccnBHOe
3aboneBaHue,
obycrnoBneHHoe
MyTauuen reHa
TuMmanHgocdopunasbl

MaTtepuHckuiA Tvn
HacnepoBaHus,
3abonesaHne
obycnoBneHHoe

A3243G unn T3271C
MyTaunsimu B reHe
MuUTOXoHApuansHon TPHK

CnoHTaHHble

MyTauuu — geneumm

WINN TOYKOBbIE MyTaLUn
MuToxoHapuaneHon OHK,
Wnn MyTauumn aaepHoro
reHoma

X-cuenneHHoe
3aboneBaHue,
obycnoBneHHoe
MyTauuen 3243G B reHe
TPHK

[aHHbI bepMeHT kaTanmavpyet
docoponmTuyeckoe
pacLuenneHve TuMmanHa

W yyacTByeT B 06MeHe
Hykneotnaos. Ero
HeJoCTaTOYHOCTb NPUBOAUT

K HapyLUEeHuIo NpoLeccoB
pennukaumm mTOHK [13]

[MaToreHe3 Ao KoHLa He SICeH,

HO, BEPOATHO, UMEET MECTO
COYETaHHOE AENCTBUE HECKOMBbKMX
pasnuYHbIX MEXaHU3MOB, OANH

13 KOTOPbIX CBSI3aH CO CHWDKEHNEM
aMWHOaLMNMPOBaHNA
MuToxoHApuansHon TPHK
(aedekt mitochondrial leucyl-
tRNA synthetase (LARS2),

YTO NPUBOAMUT K YMEHbLLEHUNIO
MWUTOXOHAPWAaNbHOIO CUHTE3a
6ernka, K UsMeHeHUsaMm

B KanbLMeBOM romMmeocTase

1 obmeHe okucu asota [14]

B nartoreHe3e ocHOBHyO

pornb UrparT HapyLUeHUs
NPOLECCOB OKUCTTUTENIBHOTO
dochopnnmpoBaHmus

1 BHYTPUKIETOYHOrO Npon3BoACTBa
ATO

M3meHeHne MUToxoHApUanbHoro
meTabonuama npuBoauT

K HapyLLEHWIO COOTHOLLIEHUS
ATO/ALP BHYTPY KNETKY,

K 3aKpbITUi0 AT®P-4yBCTBUTENBHbIX
K+ kaHanos, aenonsipusaumu
MeMBpaHb! 1 OTKPLITUIO
noTeHumanynpasnsemMblx

Ca?+ kaHarnoB, BbI3bIBaOLLMX
yBenuyeHve notoka Ca?+ BHyTpY
KMEeTKN 1 BbIBPOC MHCYNWHA,

YTO NPUBOAUT K €ro BblpaXKeHHOMY
nedvunty [12, 16]. MaTtoreHes
HapyLeHus motopukn XKT Tarke
CBSA3aH C U3MeHeHusiMu B pabote
VOHHBIX KaHamnoB

1. CTonkune n Taxenble
HapyLeHns motopukn XKKT —
CIPO. 2. Kaxekcus. 3. 103
n/vinn odTanbmonapes.

4. MNepudbepuyeckas HenponaTtus.
5. NNenkoaHuedanonatums.

MNGIE manudecTupyet go 20 net

1. MNMporpeccupyioLlas MbillevHas
cnabocTb. 2. MNoBTopsitoLmecs
3MN30Abl MHCYNBTOB U CyAOPOT.

3. HapyweHune moTopukm

XKKT c passutnem CIPO.

4. BblpaXKeHHbIN nakTaT-aungos,
BMMIOTb 0 Pa3BUTUS LLIOKA

1 netanbHoro ucxoga [14].

MELAS vaiie maHucectupyet
B Bo3pacte Ao 15 ner

1. MNporpeccupytoLas
Hapy>Hasi opTanbMonnerus.
2. MurmeHTHasa peTMHonaTtus
B codeTaHuu XoTs 6bl C OgHUM
13 NepevnCIiEHHbIX CUMMNTOMOB:
HapyLleHnem cepaeyHoi
NPOBOAUMOCTM, MOKEYKOBOMN
aTakcuel 1 NoBbILLEHMEM
ypOBHA 6enka B CMIMHHOMO3IOBOM
xugkoctu (> 100 mr / gn).
[ononHuTenbHbIE CUMMNTOMBI:
HapyLleHne MoTopukn XKKT,

B ToM yYucne CIPO, mnonarus,
HenpoceHCcopHas ryxoTa,
HW3KMIA pocT, craboymue,
3HAOKPUHHbIE PacCTPONCTBa,
Takue Kak caxapHbiin avaber,
rmnepanbaoCTEPOHN3M

1 runonapatupeonansm [15].
MaHudecTtaums 3abonesaHusi
B Bo3pacte 4-20 net

1. CaxapHbI anaber.

2. HenpoceHcopHas Tyroyxoctb.
3. HapyweHnne motopuku XKKT
y 88%, B ToM uncne un CIPO,
XapaKkTepu3ayoLmecs TSXeNbIM
1 3aTsDKHbIM TeveHvem [12,16]

MaHndecTauns B BospacTe
20-30 net
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IlaTorene3 BropuuHoro CIPO 3aBUCHT OT 3THO-  MBIIII] JIUIIA, JBIXaTEIBHON MYCKYIaTyphI; IIOPaKCHHUE
JIOTHYECKOro (akTopa M, KaKk IMPaBWIO, IOBTOPSET  DIAaJKOH MYCKYJIaTyphbl )KEITyIOUYHO-KUIIEYHOTO TpaKTa
[aToreHe3 OCHOBHOrO 3a0oneBaHus. bonpmryto yacte ¢ passutuem CIPO; BoBieueHHe B MaTOIOTMYECCKHHA
BropuuyHbix CIPO MBI oTHecnu K HeipomuomnatusiM.  mporecc cTpykryp LIHC; mopakenne cepana (Hapyte-
3T0 00YyCIOBIEHO TEM, YTO MPH ayTOUMMYHHBIX, BOC-  HHSI CEPJIEYHOTO PUTMA M IPOBOJUMOCTH, KaPJHOMHO-
NAIUTENBHBIX W HIOKPUHHBIX 3a00JICBaHUSAX Yallle  MAaThs, BHE3allHas OCTAHOBKA CEp/la), SHIOKPUHHOM
BCEr0 MMEET MECTO [IBOMCTBEHHBIH XapakKTep Iopa-  CHCTeMbl (caxapHblil nualeT, HapylIeHHE PernpomyK-
JKEHUSI KaK 3JIEMEHTOB HEPBHOM CHCTEMBI, TaK U He-  TUBHOW (QYHKLMWH U Jp.); paHHSSI ABYCTOPOHHSISI 3aHE-
nocpeacteeHHo camux ['MK. B menom BelaeneHo — KamncynspHas MUOTOHHUYECKas KaTapakra [24].

3 rpynisl 3a001€BaHMA, MTPOSIBISIOIINXCS: BTOPUYHON Mpiieunsie  muctpoduu  Jromenna u  bekke-
BHCLIEPATILHONW MUOTIATHEN, BTOPUYHON BUCLEpaJIbHON  pa — pa3nudHble (OpPMBI OIHOTO HACIEICTBEHHOTO
Helipornatueil 1 BTOPHYHON HelipoMuonarueil. X-cueruieHHOro 3a0o0JieBaHus, BBI3BAHHOIO MYyTalu-

el reHa, KOIUPYIOLIETO MOCJIEIOBaTEIbHOCTD OeiKa
1. 3abonesanusn, npoaenaoujuecs 6MOPUUHOU muctpoduna. Juctpodun — OenoK, pacmonoKeHHbIH
6UCUepaIbHOU MUoOnamueii: Ha BHYTPEHHEW MOBEPXHOCTH MEMOpaH MHOLIMTOB,
—  aucTpodHuYeCKUe MUOTOHHH; BXOIUT B COCTaB JAHUCTPO(UH-aCCOIMUPOBAHHOTO-
—  MbleuHsie quctpoduu: [dromenHa, bekkepa; TIIHKOTIPOTEHMHOBOTO KoMmIuiekca (JJAIT komrutekca).
—  okynotapuHTeanbHas MUOIUCTPOQS; JuctpoduH nepenaet MEXaHHYECKYIO SHEPIHIO, BO3-
—  THOJHMMHO3HUT. HUKIIYIO B XOA€ COKpAILEHHS AaKTUH-MHO3MHOBOTO

Mpuonuctpodun pa3HbIX BUAOB MOTYT MOpa)kaTb  KOMILJIEKCa, HA MEMOpaHbl MUOLIUTOB M JPYTHE OKpY-
MBIILICUHBIE TKaHU Bcex TUNOB. [loaToMy Hapymie-  karolipe TKaHH, OOeCIeYrBaeT MEXaHHYECKyIo CTa-
Hue motopuku JKKT, oOycioBineHHOE W3MEHEHUSIMH  OHMJIBHOCTH MBIIICYHON KIETKH, MOICPKUBAECT HEOO-
B I'MK, xapakTepHO [UIsI MHOTHX HACJIEICTBEHHBIX  XOIUMOE KOJHMYECTBO KAIBIHUS B KIIETKE, KOHTPOJIHPYET
MHOJIET€HEPAaTUBHBIX 3a0oneBanuid. M3 HuX HambOonee  pocTt mbimn [25]. B HOpManbHOW TKaHU CKEJICTHOM
4acTO BCTPEYAIOTCS JUCTPO(PUUECKAst MUOTOHHS M Mbl-  MBIIIIBI COAEP)KaHHE AUCTpO(HHA COCTABIACT JHIIb
IIeYHbIe TUCTPOGUN. okono 0,002% oT OCHOBHOW Macchl OenKa MBIIIIIEL.

Hucrpodpuueckas muotonus (JJM) — rpynma re-  Ho mpu ero HemocrtaTke WM OTCYTCTBHH CTPYKTypa
TEPOTEHHBIX MYJIBTUCUCTEMHBIX 3a00jeBaHMi, 00y-  MBIIIEYHOTO IUTOCKEJEeTa HApYIIAeTCs, M30BITOYHOE
CJIOBJICHHBIX TEHETHMYECKH pa3HBIMH MYyTalMSIMH,  KOJMYECTBO KaJBIHUS IMOCTYIMAET B MUOIIUT, aKTHUBU3H-
IPUBOSIIMMHY K HAPYIIEHUIO CUHTE3a MHOTOHUHIIPO-  PYET KaJblIauH U pyTHe MPOTeasbl, B pe3yIbTare yero
TEMHKHHA3bl. JTOT OEJIOK JIOKAJIM3YETCs B MIONEPEYHO-  pa3pyLIaloTCsl OCJKM MBIIICYHON TKAaHH, 3allyCKaeTcs
MOJIOCATOM CKEJIETHON U CEpICYHON MBIIIIEYHOM TKAHW,  [POrpaMMa aronTo3a U akTUBUpyeTcs (huOpoOIacTsl.
TJIaJKOM MBIIIEYHOM TKaHM, B TKaHAX IWas3a, nomxke-  JluctpoduH BcTpedaeTcss B CEpACIHON MBIIIIE, MBIIII-
nynounoii sxene3wl, [[HC (Ha memOpane snenaumbl,  nax JKKT, romoBHOM Mo3re, B CTEHKaX KPOBEHOCHBIX
CHHAICax MO3KEUKa, THINOKAMIIA, CPETHET0 W MPO-  COCYJAOB TOJOBHOTO MO3Tra, (POPMHPYIOIIUX TeMaro-
JIOJTOBaTOro MO3ra, xopuouaHoM ciuieteHun). CyTe  sHuedannyeckuii Oapbep, B ceruarke. Jlokanuzanus
MYTalUi — YBEJIMYEHUE YHCIIA IIOBTOPOB (SKCHAHCUS)  AMCTpodHHA OOBACHSIET MHOIOOOpa3ue KIMHUYECKUX
TPUHYKJICOTUIHOW IIOCIEAOBATEIILHOCTH LUTO3MH —  MPOSBICHHN 3a00J€BaHMs, B YHUCIIE KOTOPBIX BCTpeva-
tumuH — ryanuH (CTG) B mokycax 19, 3 u 15 xpomo-  ercs u CIPO.
com. Knmmanueckuit apdekt myranuii BappupyeT B 3a-

BHCHUMOCTH OT MOPAXKEHHOW XPOMOCOMBI, TUTIAa TKaHU 2. 3af01esanus, NPOAGAAIOWUECA 6IMOPUYHOU
W BEeNMMYWHBI 3KcraHcuu [23]. Hanpumep, B MBIIIIIAX  6ucHepanvHoOUl Helponamueii:

OTMEYaeTCsl PEAyKIUs XJIOPHBIX KaHaloB l-ro tmma —  Oone3Hb [lapkuHCOHA;

(CLC1), uto siBnsercs npuunHoi Muotonuu. [Ipu Ba- —  Oone3np Aublreiimepa;

pHUalusIX BEJIUMYUH IIOBTOPOB B JAPYTUX TKaHAX HaOmo- —  cunapom lllas — [pedimkepa (MyasTHCHCTEMHAS
JTAIOTCSl MHBIE THUIBI MOPAKEHHS, YeM U OOBSICHSET arpodusi);

BapraleNbHOCTh KIWHUYECKOW cumnTomMatukn JIM — —  oImmyXoiu HepBHOW CHCTEMBI,

Jla)kKe y YJIEHOB OMHOW CEMbHU: MOpaXKeHHWE AWCTalb- —  BOCHAJIUTENBHBIC 3a00JICBaHUSI HEPBHOM CHCTEMBI
HBIX OTJIEJIOB MBIIII] BEPXHUX U HIDKHUX KOHEUHOCTEH, (oHUEdamur);
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—  HHCYJET;
—  CHMHAJIbHAas TPaBMa;
—  IapaHeoIIaCTUYEeCKHE HEBPOJOIMYECKHE CHH-

JPOMBI;

—  ayTOMMMYHbIE BereTaTuBHbIE FaHIJIMONIATHH;
—  paccesiHHbIN CKIIEpO3;
—  Oone3np PeximHrXay3ena.

IIpu mro0omM 3a00JeBaHUM IIEHTPATBHON HITH TIe-
pudepryeckoil HEpBHOW CHUCTEMBI, BHE 3aBHCHUMO-
CTH OT JTHOJIOTHH (HMHCYJBT, OIyXOJIH HEPBHOH CH-
CTeMBbl, CIUHAJIbHAs TpaBMa, PACCESHHBIN CKJepo3
U T.I), MOXKET Pa3BUTHCS BUCIEpalIbHAs HEHpomaTus
B BHJE HHTECTHUHAJIBHOIO IICEBAOOOCTPYKTHBHOTO
cuapoma. Hampumep, OGomesnn Ilapkuucona (BII)
gacTo MaHudectupyer HapymeHrneM motopuku KKT.
[Tpy TUCTONOTHYECKOM HCCIENOBAaHUN OMONTATOB KH-
HIEYHOM cTeHKU O00NbHBIX ¢ BI1 BRIABISIFOTCS TE e U3-
menenus, uro U B LIHC: maromorudeckast arperamus
0-CHHYKJIEMHA ¢ 00pa30BaHMEM HHTpaHEHPOHAJIbHBIX
teser JleBu u celeKTUBHBIN nedUuUT 1odpaMuHepru-
YECKHUX HEHPOHOB [26].

B nmnocnennee necsaTuneTMe AaxkTUBHO H3y4aroT
rpyniry 3a0oJieBaHuii, IMEHYEMYIO ayTOMMMYHHOI Be-
reTaTBHOW TaHmmHomnaruei (Autoimmune autonomic
ganglionopathy (AAG)). Dto mpuobpereHHas Bere-
TaTuBHAs IUCQYHKIMA (IUCAyTOHOMHS), BBI3BAHHAs
AayTOUMMYHHBIM TIOP2)KEHHEM HUKOTMHOBBIX alleTHJI-
XOJIMHOBBIX PELIENITOPOB BETETATUBHBIX TaHIIUEB [27].
B 3aBuCHMOCTH OT JIOKaTU3alMi U3MEHEHHBIX TaHIVIH-
€B BapbUpyeT U KIIMHUYECKast KApTUHA: IIPU TOPAKCHUH
CHUMIIaTUYECKUX T'aHIJIMEB HAOMIONAeTCsl OpTOoCTaTuye-
CKasl TMIOTOHHS, aruapo3; MPHU MOPaKEHUH MapachM-
MaTU4eCKUX — CHHAPOM «BBICBIXaHUSD» — CHHKEHUE
CJI€30- U CIIIOHOTEYeHHS, MHO3; TIPH U3MEHEHUSIX B 3H-
TepaJbHBIX TaHDIUAX — TICEBAOOOCTPYKTHBHBIN HHTE-
CTHHAIBHBINA cuHApoM [28]. Y 50% OonpHBIX ¢ oCTpOi
U TOJOCTPOol (OpMOI JTaHHON MATOJIOTUH BBISBIAETCS
BBICOKHUH YpOBEHb crenuduieckux aHtutea — nAchR
AT. Otn anturannmmoHapabie AT OIOKHPYIOT HUKOTHU-
HOBBIE aIleTUIXOJIMHOBBIE PELENTOPhl BETeTaTHBHBIX
TaHIJINEB, TPEMATCTBYS AaJEKBAaTHOW TaHTIMOHAPHOW
HerpoTpancmuccuu [29]. Beicokue Tutpsl AT koppenun-
PYIOT C BBIPaKCHHOCTBIO XOJIMHEPTrHYECKHUX IPOSBIIE-
Hui. [Ipu 3ToM y OONBHBIX MOXHO HAaOMIOAATh COYeTa-
HHE CHHIPOMa «BBICHIXaHUS» («CyXHe» Iia3a, «CyXon»
pOT) C OTCYTCTBHEM HOPMAJIBHOW peaKkIUH 3pavka
Ha cBeT, CIPO n HeliporeHHBIM MOYEBBIM ITy3bIpeM [30].

MHuorue uccnenosarenu otHociaT Kk AAG u ma-
PaHEOMIaCTUUECKUE HEBPOJIOTHUECKUE  CHHIPOMBI
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(ITHC) — otnaneHHbIe NPOSBICHHUS OITYyXOJIEBOTO MPO-
1ecca, BBI3BAaHHBIE MOPAKEHHUEM LEHTPATbHOW H/WIH
nepugepruuecKkoil HEPBHOW CHCTEMBI OHKOHEHPOHAIIb-
HBIMH aHTUTenamu. llociemHme mpoxynMpyroTcs
OpPraHU3MOM TIPOTUB AHTHIEHOB, 3KCIIPECCUPYEMBIX
KaK TKaHBIO ONYXOJIM, TaK M «3IOPOBBIMI» 3JIEMEH-
tamu HC [27, 31]. MHTecTHHANBHAs 1ICEBIOOOCTPYK-
s, kak ogud u3 [THC, nanbonee wacto HabmromaeTcs
pu MeJKokJIeTouHoM pake jerkux (MPJI) B accoun-
aruu ¢ antutenamu Hu-Ab u CV2-Ab [32], a Takxke
npu MPJI u TUMOMe B accolald C aHTUTEIaMU
K y’K€ OIMCAHHBIM paHee HUKOTHHOBBIM alleTHIIXOIH-
HOBBIM peuentopam [27]. Ponb OHKOHEHPOHAIBHBIX
AT moka eme 0 KOHIIa HE H3y4€Ha, HO ayTOHUMMYH-
HeI MexaHu3M Heiiponaruu npu [IHC B Hactosmee
BpEMS CUMTACTCSI TIIABEHCTBYIOMUM [31].

3. 3abonesanusn, npoagaaOuuecas 6MOPUYHO

suCHepaNbHOll HellpomMuonamueil:

— ayTOMMMYHHBIE 3a00JleBaHMS: aMHJIOWAO3, CH-
CTeMHasl KpacHasi BOJTYaHKa, CKIIEPOJICPMUS;

—  DHIOKPWHHBIC 3a00JICBaHMS: CaxXapHBIA TUAOET,
TUIIO- M THIEPTUPEOUIN3M, THUIONapaTupeou-
I3M, HeoXpOMOLIUTOMA;

—  UH(EKUHOHHBIC 3a00JIEBaHUs: IUTOMETaJIOBUPYC-
Has wuHpeKnus, OnmTeiH-bapp-undekuus, 60-
ne3ub Yaraca;

— 3aboneBanus JXKT pa3HOW 3THONOTHH: 303WHO-
(WIBHBIN TaCTPO’HTEPUT, LCTHAKHSA, PaldallioOH-
HBIA SHTEPUT, TUBEPTUKY/spHas 6ose3Hp (Small-
bowel diverticulosis);

—  TOOOYHBIE NEHCTBUS JIEKAPCTBEHHBIX MPENapaToB:
HApKOTHYECKUX TIPETaparoB, aHTHJIETPECCAHTOB,
AHTUXOJIMHEPIrHUECKUX U aHTHIAPKUHCOHUYE-
CKHUX IIpenaparoB, ajab(a-aIpeHOMUMETUKOB, aHK-
CHOJINTHKOB U IIUTOCTATUKOB (BUHKPUCTHH).

HNHTecTHHANBHAS NICEBI000CTPYKIHS
NMpU ayTOUMMYHHBIX 3200/1€BaHUAX

CIPO Hepemko COMPOBOXKAAET cHCTeMHBIE (op-
MBI ammonio3a. OTHAKO NP WCCIIETOBAHUU TTOJTHO-
CJIOMHBIX OMONTATOB CTEHKU TOHKOMN M TOJICTOM KUIIKU
y OOJILHBIX ¢ Pa3HBIMU (hOpMAMH aMHUJIOU103a, OCIIO0XK-
aeHHbIMU CIPO, ObLT BRISIBIICH pa3TUIHBINA TeHE3 HAPY-
meHuss MoTopuku [33]. Tlpn mepBUIHOM aMHUIIOHI03€
(AL-ammitonio3) HanOoJIee 4acTo BBISBIISUIN BEIPAXKEH-
HYI0 WHQWIBTPALNIO aHOMAJLHBIMU JIETKHUMH IIETISIMA
MMMYHOIJIOOYJIMHOB MBIIICYHBIX CJIOCB KHIICUHOU
CTEHKHA. Y HEMHOTOYHCIIEHHBLIX OONLHBIX C JAuajins3-
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Tabnuua 3. vicTonorvyeckve 1 MMMYHOTVICTOXMMUYECKKE M3MeHeHus npn AN

2. | UameHeHnue ynetpactpykTypbl KK n TMK

3. | CokpalleHue yncna HepBHbIX BONIOkoH SHC

MHTecTMHanbHoro nentuaa, PACAP
6. | MoBbiWeHe MMMYHOpPeakTUBHOCTM cybcTaHumm P
7. | MuHMManbHble U3MeHeHUs HapyXHOW UHHepBaLuun XKKT

8. | HapyweHue cBsisun mexgy OHC, MKK n TMK

1. | YMeHbLieHne BHYTpUMbILLeYHbIX VKK B 060mx MbllweyHbIx cnosix Ha 30—40%

4. | NumdouuTapHas MHOUILTPALMST MEXMbILLEYHOTO HEPBHOIO CNNETEHUst (NoBbiweHne akcnpeccun CD45)

CHWXeHWe 3KCnpeccun HeVpOMEANAaTOPOB U 9H3UMOB TOPMO3HOTO AeNCTBUA: HermpoHanbHon NO-CuHTeTasbl, Ba30aKTUBHOIO

aCCOIIMUPOBAaHHBIM aMuionno3oM (AH-amunonnos)
OeTa-2-MUKPOIIOOYJIUH TaKKe B OCHOBHOM OTKIIA[IbI-
BaJICS B MBITIICYHBIX CJIOSX KUIMICYHON CTEHKH, KOTIA,
KaK TIPH BTOPHYHOM aMIIonzo3e (AA-aMHIIONI03),
JIETIO3UTHl aMWJIONIa A BBISBISUTH TPEUMYIIECTBEH-
HO B MEXMBIIICYHOM CIUICTEHUHU U B CTEHKaX COCYI0B
MOJCIU3UCTOW OcHOBBIL. [Ipuuem y maruentoB ¢ AL-
u AH-amunonno3om CIPO xapakTepu3oBayics peuim-
BHPYIOILINM 3aTsDKHBIM TEUEHHEM, SIPKOW KITMHHYECKON
KapTHHOW W PE3UCTEeHTHOCTHIO K OCHOBHBIM BHIaM
KOHCEPBATUBHOTO JIEYCHUS. DJTO CBA3BIBAKOT C TEM,
YTO OTJIOKECHHUE HEPACTBOPUMOTO aMHJIOU/IA B MBIIIICY-
HOM CTEHKE MPUBOJUT K JECTPYKIIMHU MBIIIIEYHOW TKAHU
1 HeOOpaTHMbIM U3MEHEHUsM [34].

Hapymenne wmotopukn JKKT  HaGmromaeTcs
Y IIpu cucTeMHoM kpacHoii Bordanke (CKB). Onucanst
ciyuan Manudecranuu CKB ¢ uzonuposannoro CIPO
[35], a TakKe B KOMOWHAITUY C YPETEPOTUAPOHE(PPO30M
[36]. [Tockonbky CIPO y Gonbabix ¢ CKB MoxeT Tak-
K€ COYETAThCS U C JWISATAINCH JKETICBBIBOMSAIINX Y-
Te# [37], aMmepuKaHCKUE YUCHbIE PEIIIOKIITN TEPMIH
«BOJYAHOYHBIN TEHEPaTN30BaHHBIA MeETraBUCIIEPAIb-
Helii cuHApom» (Generalized megaviscera of lupus),
YTO B IIEJIOM CBHJIETENILCTBYET O MYJIBTHCHCTEMHOM
MOpaKEHUU U HAPYIIICHUH MOTOPUKH B Pa3HBIX CHUCTE-
Max u opranax mpu CKB [38]. [Tarorenes CITO, Bepo-
SATHEE BCETO, OTIIMYAETCS OT TAKOBOTO MPH MOPAKEHUH
JKKT B pesynprare BOTYaHOUHOTO ME3EHTEPHAIEHOTO
BackynuTa. [lpu aHaM3e UMEIONIMXCS B JHUTEparype
THCTOJIOTUYECKUX OINMUCAHWi OWONTATOB KHUIICYHOU
CTECHKH, B3AThIX Y 00nbHBIX ¢ CIPO u CKB, 0bu1H 06-
Hapy>XeHBI CIEeIyIoIne OCOOSHHOCTH: BOCHAJINTENb-
Hasi WHOWIBTpAUA MBIIIEYHOH OOONOYKH, HEKpPO3

MHOIIUTOB C UCXOIOM B arpo(duio 1 puoOpo3 mpu MUHU-
MaJIbHBIX NPHU3HAKAX BACKYJIUTa U OTCYTCTBUU H3Me-
HEHUH cucTeMbl HHHepBaUuu kuiieyHuka [39]. Takum
00pa3oM, He UCKITIOUYEHO, YTO BUCLIEPATIbHAS MUOTIATHS
npu CKB Bce-Taku HOCUT ayTOMMMYHHBIH XapakTep H,
BO3MOKHO, 00YCJIOBJICHA IIUPKYJISIHHA aHTHUIIIJKOMBI-
meunsix AT [40]. 3To mpeanonoxeHne MOATBEPKAAIOT
XOPOLLIHE Pe3yNIbTaThl MIMMYHOCYIIPECCUBHOM Teparuu
npu CIPO y nanHO# kareropun OONBHEIX.

HNHTecTHHANBHASA TICEeBAOOOCTPYKIUSA NPH JH-
JOKPHUHHBIX 3200J1eBAHUAX

Hapymenne motopuku JKKT mpu caxapHom quade-
te (CI), B ocHOBHOM TacTpormape3 u CIPO, BcTpedaroT-
cs1 ¢ yactoToit 20-55% y nanuenToB ¢ nuaberoM I Tuna
u 1o 30% y marnmenTtoB ¢ nuabderom Il tuma [41]. Ia-
ToreHe3 nuabernueckoii racrposnteponaruu (JI'II1)
JO KOHLIA HE SICEH, HO B OMONTAaTax CTCHKU >KEIyIKa
Y TOHKOHM KHIIIKH TOH IPYIIBI OONBHBIX, KaK MPaBUIIo,
BBEIIBJIIIOT CIHEITU(BUICCKHE MOPQOIOTHICCKHE H3Me-
HeHus. B T1abn. 3 cymMMupoBaHBl JaHHBIE THCTOJIOTH-
YECKUX M HMMYHOTMCTOXMMUYECKHX HCCIIEA0BaHUH
[41, 42, 43]. Pasricha P.J. oTmeuaer, 4To y maneHToB
¢ naexomrneHcupoBanHbIM CJ/l mopdonornueckue u3-
MEHEHHs Bcerja OoJiee BBIpaKEHBI, 4eM Y OOJIbHBIX
C aJeKBaTHO KOPPETUPOBAaHHOW Timkemuen [43].
B 2012 romy mopdoorn u3 OropeHTHIICKOTO YHUBEP-
CUTETa, UCMOJB3Ys] TPAHCMHCCHOHHYIO JJIEKTPOHHYIO
MHUKPOCKOITHIO, BBISIBUIIM HE TOJBKO XapaKTEPHBIE YIlb-
Tpactpykrypable uameHenus KK u I'M, Ho u oTCyT-
CTBHE IIENIEBUAHBIX KOHTaKTOB, a TAaKXKe HapyIICHHE
cBs3u Mexay KK u Bapuko3HO paciiipeHHBIMU aKCO-
HaM{ HEHPOHOB. DTH M3MEHEHUsI 3aTparuBaiil CTPYyK-
TYpBI MEKMBIIIEYHON ¥ BHYTPUMBIIIEYHOM ceTeit [42].
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He wucknrodueHO, 4TO HMMEHHO NOTEpPU CBsI3eH
MEXly KJIeTKaMH, IPUBOAIINE K N3MEHEHHIO U TIeiic-
MEHKEepHO! aKTUBHOCTH, W TMPOILECCOB TPAHCMHUCCHH,
SIBJIIIOTCS JOMUHHUPYIOIIUM MEXaHU3MOM HapyLIeHHS
motopuku XKKT npu CH. Ilpu 3ToM amepukaHcKue
KOJUIETH CYHMTAIOT, YTO COKpAIleHHe YHCIEHHOCTH
HKK u HepBHBIX BotokoH DHC HHKak HE KOppeTupyeT
C TSDKECTHIO KIIMHUYECKUX MPOSBICHUM. A BOT BhIpa-
JKEHHOCTh JIMMQOIUTAPHON HHQIIBTPAIIIN MEXMBI-
IIEYHOTO HEPBHOT'O CILJIETEHUS, HAIIPOTUB, OINIPEEIIAET
TsokecTs JI DI [44].

Cpenn Apyrux SHIOKPUHOJIIOTHYECKHX 3a0orie-
Baamii CIPO wame nabmromaercs MpH THIOTHPEO3E.
[Ipy THUCTONOTMYECKHX WCCIEIOBAHUAX OWONTATOB
KKT 3Tix OOJIBHBIX BBISBISIOT CIEUU(PUIECKYIO HH-
GWIBTpaMi0 MYLIUHO3HBIMU O€JIKaMH CTPOMEBI, MBbI-
HIEYHBIX CJIOEB, MEXMBIIIEYHOIO HEPBHOTO CILIETE-

Hus [3].

NHTecTHHAIBHAS NICEBA00OCTPYKIUSA
NPH BOCHAJUTEJbHBIX 3a001eBanuax KKT

NMMyHHas akTUBaIMs, XapakTepHas ISl OCTPBIX
U XpOHMYECKUX BOCTIANUTENBHBIX 3a0oneBanuii JXKKT
(sro6p1e mHpekonHbIe 3a0oneBanus JKKT, Oome3nn
Kpona, necnenmuduaeckuii S3BEHHBIA KOJIUT), TaKKe
uHunuupyet usMenenusa Mmotopuku JKKT [45].

3amuTHAs peakiysl opraHu3Ma X03s1uHa Ha pa3BH-
tue nHpeknuu KKT peanusyercst ycuineHuem Heps-
HO-MBIIIIEYHOW TIepeAayn 4Yepe3 MYCKapHHOBBIE pe-
nenrropsl mocpenctsom MJI-4 u NJI-13, 9to nmpuBomuT
K THIIEPIIEPUCTAIBTHKE W OCBOOOKICHUIO KUIIIEYHNKA
oT MH(EKIMOHHOTO areHra [46].

T-xenmeps! 1 moaruna (Thl), nogaepxuBaromye
KJIETOUHBIM MMMYHUTET 3a CUET aKTUBALIMK T-KUILIEpOB
W MHIYKIUHM cuHTe3a ramma-uarepdepona (IFNy), Ha-
000pOT, CHIKAIOT COKPAaTUMOCTH BOCIAJICHHON KH-
meyHoi cTenku. OcinallieHue MepuCcTalbTUKA B 3TOM
ClIydae peanu3yercs 4epes3 CIEAYIOINEe MEXaHU3MBbI:

1. llomaBnenue axtuBHoctd Ca’+  KaHAJIOB
L-Tuma, 94T0 CHMXAeT TMOCTYIUICHUE KalbIUs BHYTPh
KJIETKH U MPENSITCTBYET COKpaleHuto [47].

2. brokupoBaHue aKTUBHOCTH MHTHOUTOpa (hoc-
(arazpl merkux nerei muo3una CPI-17, uto mpuBoauT
K ycmeHuto nedochopruirpoBaHus U pacciabieHUIo
KHUIIIeuHOU cTeHkH [48, 49].

3. V3MeHeHNe aKTUBHOCTH MYCKapWHOBBIX pe-
LENTOPOB 3a CYET YMEHBIIEeHUs1 KoiuuecTBa M3 pe-
HENTOPOB, 00ECHEYHBAIOIINX B OCHOBHOM COKpaIllle-
HUE ITUPKYISIPHBIX MBITIIEYHBIX BOJIOKOH [50, 51].
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B nmocnennue pecarmietus OoJbLIOE BHUMaHHE
YAETSIETCS. U3YUYECHHUIO BIMSAHUS SHAOKaHHAOMHOUIHOM
cucteMmbl JKKT Ha MOTOpHKY M Jpyrue CHUMITOMBI
NpU BOCTIAJMTENbHBIX 3a00MeBaHusAX KumeyHuka. Oc-
HOBHas poib orBoauTCs CB2 peuentopam, akTuBaus
KOTOPBIX TIOAABISET JICHKOIUTAPHYIO MHQIIBTPAIIIIO
U BOCIIAJICHUE IyTEM CHMXEHUS aAre3UH U MHUIPALlH
UMMYHHBIX KJIETOK, WHTUOHUPYET MPOM3BOACTBO M-
TOKMHOB M XEMOKMHOB, YMEHBIIAECT BBIPAKEHHOCTD
aroniro3a [52]. Bo3Hukaromias BO BpeMsl BOCIAJICHUS
noBkIIeHHas dkcrpeccuss CB2 penentopoB Ha HEHPO-
Hax aysp0OaxoBa M MeliCCHEpOBa CIIETEHUH MPUBOAUT
K cHwkenuto nepuctanstuku JXKT, a ycunenue skc-
npeccuu Ha addepeHTHBIX HEPBHBIX BOJIIOKHAX IMOJa-
BIIIET BUCLEPAJIbHYIO YyBCTBUTECIBHOCTH U OOJEBBIC
OILyIIIEHUSI.

COOTBETCTBEHHO, TPU JTIOOOM BOCHAIUTEIHLHOM
nporecce B JKKT — BupycHo#, OakTepruaIbHOM, TIIHCT-
HOH, ayTOUMMYHHOH ATHOJOTMUM — HUMMYHOOIOCpE-
JOBAaHHbIC M3MEHEHHUs] MOTOPHUKM KHUILIEYHHKA MOTYT
MpOTEeKaTh KaK MO0 MyTH YCHJIECHHS NEepPUCTaIbTHKH
W JUapeu, Tak U C 3aMeJIEHHEM MOTOPHKH BILJIOTh
no passutus CIPO [53].

3akaoueHnne

XPOHUYECKHI HMHTECTUHAIBHBIN IICEBAOOOCTPYK-
TUBHBII CHHAPOM — DPEIKOE, TKEJIOoe pEelUANBHPY-
oniee 3a00JeBaHue, MPOSBISIONIEECS KIMHUYECKOU
KapTHHOM KHIIEYHOH HempoxoauMocTu [54]. IlepBrrit
smm3on CIPO Bcerma mpeacraBisieT coOOH THTaHT-
CKYIO ITpOo0JIeMy U CTaBHUT MEPEA XUPYPraMu TPYIHYIO
3a/1a4y: MpaBWIbHO OIIEHUTH CUTYalHIO, 3al0JJO3PHUTh
CIPO wu Bo3mepxkarbCs OT OMNEPATHUBHOTO JIEUEHUS.
Oco0eHHO TPYAHO AMATHOCTHPOBATH HHTECTHUHAIE-
HYIO IICEBIOOOCTPYKLHUIO B SKCTPEHHBIX CHUTYalLlUsX
y OONBHBIX 0€3 KaKOTO-THOO CHEeI(pUIECKOTO aHaAM-
HE3a WM NPH OTCYTCTBUM BHIUMBIX KIMHHYECKUX
MPOSIBJIEHUH COIyTCTBYIOLIEH maronoruu. Y nerew
BOXHO HE INPOIMYCTUTh MUTOXOHJpUATBHOE 3abole-
BaHUe, MPOSBIISIIONIEECS WM MaHUu(eCTUpYIolee UH-
TeCTHHAIBHOM TIceBmooOCcTpyKInid. JIrobas omeparus
y 3TUX MALMEHTOB MOXKET 3HAYUTEIBHO YXYALIUTD Te-
YeHHEe OCHOBHOTO 3a00JIeBaHUs U IPUBECTU K THOEIH
[11]. ¥ mamuentoB ¢ cunapomanbHoi dopmoit CIPO
MPOTHOCTUYECKH 3HAUUTENBHO JIydllle MPUHUMATh
pelIeHrne 0 BO3MOXKHOCTH OTIEPAaTUBHOTO JICYEHUS T10-
Clie KyIMPOBaHUS OCTPOTO 3MM30/1a U yCTaHOBICHUS
ToyHOoTO AmarHo3a. [Ipu moboit popme CIPO HEeobo-
CHOBaHHBIE U MHOTOKpaTHBIC ONEpalMH YCYTyOJsIOT
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cocTostHUE OONBHBIX, MOOABIAS K TEKYIIUM TpoOiie-  cBoeBpeMeHHOCTh auarHoctuku CIPO u BeIOOp mpa-
MaM eIlle U OCJIOKHEHHSI XHUPYPruueckoro npowis:  BUIBHOM TAKTUKHU JICUYCHUS B 3aBUCHUMOCTH OT (POPMBI
CHacyHyIo 0OJe3Hb, KHUIICYHbIC CBHUINU, THOMHO-BOC-  3a00JIEBaHUS TMO3BONSIOT JOCTUYHL OOJiee ONTHMH-
MaJUTEIbHBIC TPOIECChl B OPIOIIHOM IMOJIOCTH, MO-  CTHYHBIX PE3y/IbTATOB JICUCHUS U YIYUIIUTh Ka4eCTBO
cJeonepanuoHHbIe TphikU [2, 3, 54]. Takum oOpa3oM,  KHU3HU OOJIBHBIX.
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