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AHHOTaums

XpoHuyeckast UHTECTUHaAbHAs nceBAooOCTpyKums (XUTO) — peakoe HapylleHne MOTOPUKM XKEAYAOUHO-KMLLIEYHOTO TPaKTa, CXOAHOE C
MEeXaHUYEeCKOM HEeMPOXOAMMOCTbIO, MPU OTCYTCTBUM aHaToMMyeckoin obcTpykumnn. Pazsutne XUIMO 06ycAOBAEHO HapylleHMeM MOTOPUKH
FAQAKMX MBbILLLL M HEPBHOM CUCTEMbI JKEAYAOHHO-KMLIEYHOTO TpakTa. ObLume CUMITOMbI BKAIOHAIOT 3aropbl, GOAM B XKMBOTe, TOLIHOTY, PBOTY,
B3AyTMe XMBOTa. HapylweHne nepuctaAbTMKM NPUBOAUT K 3aCTOIO MWLM B NETASX TOHKOWM KMULIKM, UX AMAATaLMM, PA3BUTUIO CMHAPOMA
6akTeprarbHOro obcemeHeHus. HapylueHue nuTaHus M CUHAPOM GaKTePUAAbHOrO 0OGCeMEHEHMsI MPUBOASIT K HapyLUEHMIO BCACbIBAHMS W
KaxekCcun. AeyeHue HarnpaBAeHO Ha obecrneyeHMe aAeKBATHOMO MUTAHMS, OCYIIECTBAEHME KMIIEYHOM AEKOMMPEeCcHu, NnpuMeHeHue
NpenapaTos, aKTUBU3MPYIOLLMX MOTOPUKY, MOAABAEHME POCTa MUKPOOOB B TOHKOM KMLLIKe. XMPYprveckoe AedeHue: pe3ekLmst MopakeHHOro
cermenTa kuku. MNpu pecppaktepHom Teuernn XMMO — kuwweyHast TpaHCNAaHTaLMS.

KatoueBbie croBa: XpoHuueckass MHTECTUHaAbHAs MCEBAOOOCTPYKLMS, HeHAPOMMONaTHs, MarbabCcopOLMs, CMHAPOM OaKTepuarbHOro
obcemeHeHMs!, napeHTeparbHOe NMUTaHUe, MPOKMHETUKM, KMILEYHAs ACKOMIPECCHs], KMIIeYHas! TPaHCIAAHTALIMS.
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Chronic intestinal pseudo-obstruction
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Chronic intestinal pseudo-obstruction a rare violation of the motor skills of the gastrointestinal complex, similar to mechanical obstruction,
but without a mechanical obstacle. The development of chronic intestinal pseudo-obstruction is caused by a disturbance on the part of the
smooth muscles and the nervous system of the gastrointestinal system. Common symptoms include constipation, abdominal pain, nausea,
vomiting, bloating. Violation of peristalsis leads to food stagnation in the hinges of the small intestine, their dilation, the development of
bacterial insemination syndrome. Eating disorders, bacterial contamination syndrome (CDDs) lead to impaired suction syndrome, cahexia.
Treatment is aimed at providing adequate nutrition, the use of drugs that activate motor skills, suppress the growth of microbes in the small
intestine, the implementation of intestinal decompression. Surgical treatment: resection of the affected segment of the gut. In the refractory
course of the disease — intestinal transplantation.
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KKT — >XeyJ04HO-KMLIEYHbI TPAKT
XUIIO — xpoHnyeckast UHTECTHHAJIbHAS ICEBO0OCTPYKLMS

Xponuueckasi iHTecTUHaIbHas TiceBnooocTpykimst (XUI1O) —
PeKoe MHBAIMIM3UPYHOLLee 3a00JIeBaHIe, POSIBIISIOLICECS PeLiy-
JIMBUPYIOLLIMMH SIBIICHUSIMA KUILIEYHOI HETPOXOIMMOCTH, KOTOPbIE
BO3HMKAIOT Ha (pOHE BPOXKJEHHON MM MPUOOPETEHHOH HEeWpo-,
muo- i Heripomuonatun. [Ipu XUIO cpusnueckue npenst-
CTBUS JIJ1s IPOXOSKJICHUSI TIMILM OTCYTCTBYIOT, OTCIOJIa M TEPMUH
«TICEBI00OCTPYKLMST» . B oTiIuMe 0T 0cTpoi NCeBIO0OCTPYKIMI
TOJICTOY KWIIIKH, PA3BUBAIOLIEHCS Y GOJIBHBIX MOCIIE TSKEIbIX X1-
pyprudeckux BMmemaTenscTs (cuaapom Orwmmsn), XUIO xapak-
TEPU3YETCs] XPOHNUECKUM PELM/IMBUPYIOILIMM TeueHueM. Briep-
Bble 0 XUIIO coobummm H. Dudley u coasr. B 1958 r. Onepupyst
MAUUEHTOB C KIIMHUYECKUMH TIPU3HAKaMI KUILIEYHON HETTPOXOfIH-
MOCTH, OHM OOHapY>Kuau A y3HO AMIATUPOBAHHBIE METIN
TOHKOW KUILIKY MPY OTCYTCTBUM AHATOMUYECKUX MPUUKMH KHIIEY-
HOI HEMPOXOJMMOCTH 1 Ha3BAJIM 3Ty GOJIE3Hb KUILIEUHOH TICEBJI0-
obcrpykuueii [1]. 3a6oseBanne BcTpeyaeTes Kak y eTel, Tak 1
y B3pocibix. Tak, B CIIA exeronHo peructpupyetcst 100 HOBbIX
cinydae XMIIO y pereii. B SInonun ycraHoBnieHo, 4To cpeu
B3pocubix naumeHToB yacrora XUIMO cocrasnser 1,0 u 0,8 ciy-
yast Ha 100 ThIC. My>KUMH U >KEHIIIMH COOTBETCTBEHHO [2].
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B Tao6n. 1 npencraiena kinaccudukanus G. Di Nardo u
C0aBT. [2], MO(UIMPOBAHHAS HAMU.

Pazmuuator nepsuunyto XMIIO, npuunHa KOTOPOIl MOXKET
ObITh HEM3BECTHA (MIONATYECKas! TICEBI00OCTPYKIIMS), CBSI3aH-
HYIO C iepeKTaMK HEPBOB 1 MBbIILLILL, 00ECTEeUMBAIOLMX MOTOPUKY
kukuy. IlepBuyHasi nceBgooOCTPYKUMST AENUTCS Ha 3 TMOf-
IpYNIbI: BpPOXK/EHHAs (IPUCYTCTBYET MPU POXKICHNN), CEMENHAs
(reHeTnyeckas) 1 criopajimueckasi — IpuinHa HemsBecTHa. [lep-
BruyHasi XMIIO mMoskeT pa3BUTHCSI BHY TPUYTPOOHO M3-32 TOKCH-
HOB WMJIM MHCYJIbTOB, QJIKOTOJILHOIO CHUHIpOMA y POAUTENeEN.
BosbIIMHCTBO B3pOCIIbIX CIIy4yaeB SIBISIETCS CIIOPaIMUeCKIMU 1
BTOpUYHbIMH [2, 6, 7].

A. Auricchio n coast. B 1996 r. npoBesn aHa/IM3 CLEIUICHUS
B ceMbe ¢ X-CLETUIEHHON PEeLeCCUBHOI MEPBUYHOIN XPOHUYECKOM
NCEBI00OCTPYKIMEN KUIICUYHNKA, pAa3BUBILEHCS B pe3yJibTaTe
HapyueHus: JudepeHpOoBKI aprupouiIbHbIX HEHPOHOB
HEPBHBIX CMJIETEHNI KUIIEYHUKA. ABTOPbI MOKA3aIM, YTO 3TOT
cunpipoM TecHo cBsizan [IHK-mapkepamu 28 xpomocomsl [3].
[Tpumepom reHeTnyeckoit PopMBbI SIBIISIIIACH CEMbSI, B 3 TOKOUIe-
HUSIX KOTOpo# HaOumofianuch Hefiporennass XMUITO, nezapare-
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Hue borannoBa npoToka U TPOMOOLUTONEHHUSI, HACIElyeMble
Kak X-CIIeTUIeHHbIE peliecCUBHbIe 3a00meBanus [4].

C uenbro co3/1aHust MOJIEJIM OLIEHKU PUCKA B CEMbSIX C BPOXK-
penHoit XUTIIO B 16 ceMbsiX MPOBEJEH aHAIU3 CEMEHOro aKy-
1IepcKoro aHamHesa. Vicronb3oBany TepMUH UHMAHTUILHOM
BUCLIEPAJIbHOM MUONATUU, NOAPA3yMEBAIOLIUI BOBJIEUECHUE
MBI XKenyaouHo-kuieyHoro TpakTa (2KKT) u mouesoro my-
3bIpsi. O6cnegoBanu 5 AeBovex U 11 MalbuiKOB C MHTECTUHAb-
HOIl BUCLEpasbHOW Muonatueil. B panbHeiimieM 4 u3 HUX
YMEpII, UCTOPUSL OAHOIO HEU3BECTHA. Bee et npuHajiexxanu
K Pa3HbIM 3THUYECKUM TPYyMIaM, POJUINCH HE B POJICTBEHHOM
Opaxe, BO BpeMsl 0EpEMEHHOCTH y MaTepell TepaTOreHHbIX (hak-
TOPOB He OOHApY>KeHO. B 3T0i1 cepun IpeHaTajIbHO B 7 Cllydasix
OGHapy»KEHO yBeJIMYeHre MOUeBOro my3bIpsi. [losToMy puck no-
BTOopHOro XHUIIO B ceMbsix ¢ 60/IbHBIM PeOEHKOM fies1all He00XO0-
JAVMBIM YJIbTPa3BYKOBOI MOHMTOPHHI YBEJIMUYEHUSI MOYEBOIO
my3bIps o2 [5]. BosbIIMHCTBO eTCKUX CllydaeB 3a00J1eBaHUs!
SIBJIAE€TCS NIEPBUYHBIMU U CIIOPAUUECKUMMU.

ITprunHOi BTOPUYHOI NCEBJOOOCTPYKLMN CUUTAIOTCS CU-
CTEMHbIE, MeTaboIMuecKe U OpraHuueckue (hopMbl ATONOTUU.
K HUM OTHOCSITCSI ayTOMMMYHHbIe 00JIe3HU (CKJIEpPOfEepMUsl,
BOJIYAHKA, IEPMATOMUO3UT, PEBMATOU/IHBII APTPUT, LIETMAKUS);
9HJIOKPUHHBIE PACCTPONCTBA (CaXxapHblil IMabeT, TMOTUPEO3);
HeBpoJIornyecKre Hapyenus (6ose3ns IlapkuHcona, 601e3Hb
l'upinpyHra); HeKOTOpbIE BUfIbI PaKa, BbI3bIBAIOLLME HEOIJIA-
CTUYECKNEe CHHIPOMBI; MUOTIATHX (MbIlIeuHast fucTpocus [Tro-
1IeHa, MUOTOHUYECKas JUCTPODUsI); aMUIION/I03, MUTOXOH/IPU-
albHasl ~ HEHpOracCTPOUMHTECTHHAJbHAs  3HLeanonaTus.
Wudexuyn, Bkimoyast 6one3ns Ularaca, Bupyc Snurreitna—bapp
MU UATOMETAIOBUPYC, TAKXKE MOIYT NPUBECTU K BTOPMYHOM
XWIIO. meroTtcst faHHbIE O BJMUSHUM HEKOTOPBIX JIEKapCTB I
MEJMKAMEHTOB, TAKUX KaK TPULMKINYECKIE AaHTUIETIPECCAHTBI,
AQHTUXOJIMHEPTUUECKUE CPE[CTBA UIU HAPKOTHUKHU.

XUIIO penutcst Ha iBe OCHOBHBIE (pOPMBI B 3aBUCHMOCTH
OT TOrO, BKJIIOYAeT J1 3a6oJieBaHre MbIb] niu HepBbl 2KKT,
y4YacTBYIOIIME B epucTaibTuKe. Ecnm HapyleHre NpuBoinuT K
0CJ1a0JICHUIO U OTCYTCTBUIO NEPUCTANIBTUKY, TO OHO paccMar-
puBaeTcs Kak Myuonaruyeckoe. HecMHXpoHn3MpoBaHHbIe COKpa-
ILEHUs KllacCU(UUMPYIOTCS KaK HeBponatuyeckue. Muonartu-
yeckast XUI1O BbI3BaHa noBpeskjeHneM raagkux M 2KKT.
I'nagkue MbIIBI COKPALLAIOTCS. HEIPOU3BOILHO U PEarupyroT
Ha pa3auuHble pasgpaxkurend. OHM 06ecneunBatoT NEPUCTATIb-
TUYECKUE COKPALIEHNs, OCYLECTBISIOIME NTPOJIBUXKEHUE XU-
Mmyca. [IprunHoit HeliponaTnyecKoi NceBI00OCTPYKINA CITy KUAT
MOBPEK/eHNE KUIIEUHOI HEPBHOI CUCTEMBI, KOTOpasl y4acTBYeT
B pa3/MyHbIX NIPOLECCAX, B TOM UMCJIE MUIIEBAPEHUM U NEPU-
cranstuke [8, 9]. B Hekoropbix cayyasx XNITO BeI3biBaeTCs
nospexkjienueM Kietok Kaxans. B 1893 r. neitporucrosnor
Pamon-u-Kaxanb onucain KIeTKU, paclojloXKeHHbIE B MbllIey-
Hoii crenke KKT, sBnsrommuyecs: aneMeHTaMi MHTpaMy pajibHbIX
HEPBHBIX cruieTeHuil u peryiupytoiue moropuky 2KKT [10].
ITo3nHee yCcTaHOBIIEHO, YTO TH KJIETKM HE MMEIOT OTHOLLEHUS
K HEPBHOI1 CUCTEME, a SIBIISIIOTCS] IPOU3BOAHBIMU ME3EHXUMbI
[11, 12] u cmocoGHBI CAaMOCTOSITENILHO BBI3BIBATH JIEKTpUUE-
CKHE MMITYJIbChl, THUMMPYIOLLE COKPAILEHUE I1aJIKOMBbILLIEY-
HBIX KJIETOK. B Hacrosiiiee BpeMsi U3BECTHO, YTO 3T KIIETKA
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Tabanua 1. Kaacendpmkaums XUMO

1. epBrunas XUI1O
1.1. BHyTpuyTpoOHas
1.2. 'enetnueckas
1.3. Cnopagueckas

2. Bropuunas XUI1O, npuunubl

2.1. HeBposnoruueckue paccTponcTBa
2.2. MeTtabonunueckue 6051e3H1

2.3. [TapaHeonyacTUYECKUIl CUHAPOM
2.4. AyTouMMyHHbIe 60JI€3HU

2.5. Henuakust

2.6. HepBHO-MbILLIEYUHbIE PaCCTPONCTBA
2.7. [IuBepTUKYyJIsipHasi 60JIe3Hb

2.8. DHIOKpUHHBIE 3200/IeBaHUs

2.9. PagualoHHbII SHTEPUT

2.10. Ammouio3

2.11. Vugexupmm: quToMeranoBupyc, supyc dnreitHa—bapp
2.12. JlekapcTBeHHbIE NpenapaThbl

3. O6mactu nopaxkenust 2KKT
3.1. Becb XKKT

3.2. Tonkast Kuika

3.3. Toncras Kuika

3.4. Cermentsl 2KKT

4. INaTocpusuosnorus
4.1. Muonarus

4.2. HeBponarust

4.3. MuoHefiponaTust
4.4. Aranrmmos

UMEIOT PelIalollee 3HaYeHNE JJIs1 HOPMAJIbHOM (DyHKIMN MOTO-
puku 2KKT. MaTepcTuimanbHble KiaeTku Kaxans nomorarot re-
HEpUPOBAThb U MOJJIEP>XKUBATH NEKTPUYECKYIO PUTMUUYECKYIO
akTiBHOCTHL B 2KKT. OHuM Takke UMEIOT 3HaUeHNe B Tepefaye
CUTHAJIOB OT HEVPOHOB K INIaIKOMBILIEUHBIM KJIETKaM.

Taxum 006pa3zom, UCXOMIS 3 MEXAHU3MOB HAPYIIEHNS] MOTO-
puku npu paznnunbix Bugax XUIIO paznuyaroT mMuonatuye-
CKM1e, HeliponaThyeckue, CMelllaHHbIe (MUOHeponaTuieckue) u
CBsI3aHHbIE C oBpeskyieHneM kietok Kaxans [10].

HccnenoBanue TKaHel KumeyHnka 60a6HBIX XMITO noka-
3aJ710, YTO OOBIYHO 3a00JIeBaHME MOPAXKAET KAaK MbIIILbI, TaK U
HepBbl. [Ipn aTom MoxeT noctpajars mobdast yacte 2KKT, Ho
yalle BCero nopakaeTcsl TOHKasl KAIIKA.

KAMHMueckas KapTMHa

KimHnyeckne cuMnToMbl MOTYT BapbUPOBAThH B 3aBUCHMO-
CTH OT JIOKAJIN3ALUK U MPOTSKEHHOCTH MOPAXKEHHOTO yyacTKa
KUIIKK. Y TauUMeHTOB OOLIYHO HAOJIIOIal0TCSI MOCTOSIHHbIE
CHUMIMTOMBI KHILIEYHOH HemnpoxogumocTu. OfHako OoJbHbIe
MOTYT UCIIBITBIBATH 1 MOBTOPSIFOILMECS SMU30/IbI WM «OCTpbIe
NPUCTYNbI», TPU KOTOPBIX CUMIITOMbI 00OCTPSIFOTCSI U CTAHO-
BSTCS GoJiee BbIpasKeHHbIMU. Mexay nmpucTynamu y OOJbHBIX
MOT'YT HaOIIO/IaThCsl HEOTNpefie/ieHHbIe, HecriequpriecKe xa-
06b1. Y nieteit BbipaxkeHHble cumnToMbl XWITO 06bIvHO MO-
SIBIISIFOTCSI TIPU POXK/ICHUU. B MeHee TsKenbIX citydasix nepBble
CHMITTOMBI HAGTIOAAIOTCSI CITYCTS MECSILIbI. B TsoKenmbIX comydasix
60JIe3Hb UpeBaTa TSXKEIbIMU OCIIOXKHEHUSIMU B MJIaJICHUECTBE
WA PAHHEM JIETCTBE.
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TabAnua 2. Yactora OCHOBHBIX KAMHMYECKMX CUMITOMOB
XHno

CuMnToMbI Yacrora, %
Boumu, cniasmbl, B3y THe kusota [19] 80
TomHoTa, pBoTa [19] 75
3anopsl [19] 40
ITonocsr [13] 20
BakrepuanbHoe o6ceMeHeHne TOHKO KUIKU

[13] 30
Manbsabcop6uust [15] 25
Ypounornueckue pacctpoiictsa y eteit [17] 36-100
MuroxoHapuasbHble paccTpoiicTsa [18, 20] 19

Teuenne XUIIO y B3poCIibIX M3Y4YEHO HEIOCTATOYHO, HO 3a-
MEUEHO, YTO NAUMEHTBI HA NPOTSKEHUU MHOTUX JIET OLLYIIAIOT
HeornpejeieHHble 601 U JUCKOMQOPT B >KMBOTE. Y OOJBIINH-
CTBa IOMMHUPYIOT NPUCTYNOOOPa3HbIe CacTUUECKKE OO0, CO-
MPOBOXK/AIOLIMECS TOIHOTOM, pBOTOI (75%), 3anopamu (40%),
pesxe monocamu (20%) Meskny OCTpbIMU 3MM30[aMU COXPa-
HSIIOTCSI IMCKOMOPT B >KUBOTE, TOLIHOTA, MJIOXOH anmneTuT,
BIUIOTB /IO AaHOPEKCUM, NHOTJIa PBOTA CHEIEHHOW MUIIEH, 3a-
HOPbI, IOCTOSIHHOE OLLyllIeHue B3y Tusi xkuBoTa [2, 13]. Kak y
ieTeil, TaK U 'y B3POCJIbIX MOTYT BO3HUKHYTb [ONOJHUTEIbHbIE
KaJ100bl, CBSI3aHHbIE C BOBJIEYEHUEM B TATOJIOMMYECKUIT POLEecC
papyrux otaenos XKKT wmn cucrem. Bosneuenne nmiesopa
MOXKET NPUBECTU K HAPYIIEHUIO IJIOTaHusl, fucaruu. Y HeKo-
TOPBIX OOJIbHBIX IIOPAXKAIOTCS MOUYEBBIBOASILIME Iy TU U MOUEBOM
Ny3bIpb, BbI3bIBAs IU3YPUIO.

JIpyrum BaskHbIM KiMHUYecKuM nposiBienueM XHWIIO sB-
JsieTcsl HapylleHye nuieBapeHust. OHO CBSI3aHO KaK C yMEHb-
LIEHUEM KOJIMYECTBA NPUMHUMAEMON MUY, TAK U C HAPyLUEHUEM
KHUIIEYHOT'O MUILEBAPEHMS U BCACBIBAHMS , BBI3BIBAEMOT'O OTCYT-
CTBMEM HOPMAJILHOTO TPaH3UTa MULM. 3aCTOl MUIIEBbIX Macc
B PACILMPEHHbIX NMETJISIX TOHKOM KUIIKY IPUBOJUT K Pa3MHOXeE-
Huto 6akTepuil B ee mpocseTe. [losiBisieTcs: cMHAPOM M36BITOY-
HOro GakTepualibHOro POCTa B TOHKOH KHILIKE , KOTOPBIi1, B CBOIO
OYepe/ib, BbI3bIBAET CEKPETOPHYIO JUAPEI0 U MallbaOCOpOLMIO
HYTPHEHTOB B TOHKOU KuIIKe. B pe3ynbTare pa3BUBaeTCs TUINO-
NPOTEUHEMUS], HAPYUIAETCS BOJHO-3JIEKTPOIUTHBI OOMEH U
nporpeccupyet najeHue mMacchl Tena. [Ipucyrcrsre ToacToku-
LI€4YHO MUKPOJIOPbI B TOHKOY KUIIKE SIBJISIETCS] IPUUUHON U3-
ObITOYHOTO BbIJIEJIEHNs] BOJIOPO/A, METaHa U IPYrUX ra30B, 00-
pasyrommxcs Ipyu 6aKTepuanIbHOM META00JIM3Me YIIIEBOJIOB, UTO
CHOCOOCTBYET HAPACTAHNIO KUILIEYHOM CUMIITOMATUKH [14].

INactponapes, UCYHKIIMS MOUEBOrO My3bIPsl 1 MOUEBLIBO-
JSLUX IyTel — KOMOPOUHBIE COCTOSIHUS, UMEIOLIME TOT XKe Ma-
Tocpuznonornueckuii Mexanusm [2, 13]. [Ipu oTcytcTBum ag-
¢hexTa OT JleYeHns y 60ILHOTO MOTYT Pa3BUTHCS JIENPECCHst WU
ApyrHe MCUXOJIOTUYECKHE PACCTPOICTBA. Y JeTell NOBbIILIAETCS
PUCK BTOPUUYHOTO 3aBOPOTA TOJICTOI MY TOHKON KULIKH, YCY-
ryOIIsieMOrO TsKeJIbIM HapyILEHUEM ABUraTeNIbHOM (hyHKIMN WU
COMYTCTBYOLIEH MaJIbpPOTALEH TOHKOM KUILIKHU. Y POJIOrnYecKue
CHMIITOMBI BKJTFOYAIOT aTOHMIO MOYEBOTO ITy3bIPs1, TUIPOHE(PO3,
Iy3bIPHO-YPETPaNbHbIN PEeIIOKC U BOCXOMSLLYI0 MH(MEKIUIO
MOUYEBBIX MyTell. YBeIMYEHNe MOUEBOIO My3bIpsl y ETEl YacTo
ACCOLMUPYETCSl C MATOJOTUEN TONCTON U TOHKOW KHUILIKW U OMH-
CaHO KaK CaMOCTOSITelIbHbII cuHipoM [15, 16]. [Ipyrue cunppo-
MaJlbHble (DOPMbI, IIPE[ICTABIIEHHbIE MUTOXOHIPUAJIbHBIMU pac-
cTpoiicTBamu, HabmonatoTest y 19% B3pocibIX MalUEHTOB C
XHIIO n xapakTepu3yroTCsl TSXKENbIMU HapyLUEHUSIMU MOTO-
PMKH, HOTEPEN MacChl Teja, HEBPOIOTMYECKMMHI CUMITTOMAMMU:
neprepriecKoil HeliponaTei, aTakcueil, Nporpeccupyoeit
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odranbMonerueit, nTo3om u norepeii ciyxa [13]. Factpounre-
CTUHAJIbHbIE CUMIITOMBI SIBJISIOTCS OOLLMMU 17151 GOJIBHBIX C MPO-
IPECCUPYIOLIMMUI HEBPOIOTMYECKMMU HAPYILEHUSIMU, TSKEJbIMUA
paccTpoiicTBaMy MUTaHUS ¥ KITACCU(ULMPYIOTCS KAK MUTOXOHJI-
puanbHble paccTpoiicTsa [17-19]. YacToTa KIMHUYECKUX CUMII-
TomoB XHUIIO npepicrapieHa B Tada. 2.

AunartHocrmuka

Juarno3 XUI1O — crnioxuelii mpouecc. YacTo npepnonaraot
MEXAHNYCCKYIO HETIPOXOJUMOCTD W BBINOJIHAKOT JIUArHOCTUYC-
CKYIO JIAAPOTOMUIO, HE YUUTBIBAsi BO3MOXKHOCTH (DYHKIMOHAb-
Hoil marosoruv. OCHOBHBIM METOJIOM IMArHOCTHKY SIBJISIETCS
PEHTI€HOJIOTMYECKOe UCCIIE[IOBAHUE C TEM, YTOObI MCKIIIOYNUTh
MexaHnueckyto HermpoxogumocTs [20]. [Tpuunny XUIIO penko
yJlaeTcsl yCTaHOBUTh. [1py BUCHEpaIbHOI HEBPOIATHUH MOT'YT Ha-
GIIIOAIATHCS MEPUCTANBTUYECKHE COKPALIIEHUS] BO BPEMS peHTre-
HOCKOIMM TOHKOW KMILKU. [17151 MMONaTUN XapaKTepHbI Paclly-
peHre 000f0YHOW KMIIKM (MErakosioH), HCUE3HOBEHME
raycTpauuii 1 OTCYTCTBUE COKPATUTEBHON aKTMBHOCTU. B oT-
JIMYME OT MEXaHWYECKO HEMPOXOMMOCTH MPY NICEB00OCTPYK-
1M1 Ha 0030pHOM CHUMKE BUJIHO GOJIbIIOE KOJIMYECTBO BO3yXa
BO BCEX OTJIesIax TOHKOM 1 TOJICTOIN KUIIKY. [1pu BucuepaibHoi
MHOTNATHUH TIEPUCTAIBTUKA TIOYTH HE MPOCIIESKUBACTCS U POJIBU-
>KeHne 6apreBoii B3BecH pe3Kko 3amejyieHo. [Ipu BucuepaibHOi
HEeBpOMNATUH NMEPUCTATBTUKA AKTUBHASI, HO HE KOOPIMHMPOBAH-
Hasi. Y OOJIbHBIX, KaK MPABUIIO, 3aMeJJIeHbI 9BaKyalus 6apusi 13
SKeJTy/IKa U TIPOXOXK/ICHUEe ero Mo TOHKOH Kullke. YacTh KOHT-
PACTHOI1 B3BECH MOXKET IOCTUIaTh CIIETION KUK B HOPMAJIbHbIE
CPOKH, YaCTh OCTAETCS B TOHKOM KuIllKe Ha 24 1 u 6omee. Yacto
HaOJIIolaeTCs JUJIITal|s HE TOJILKO MEeTEb TOHKOM KUILKH,
BKJIIOYasl JIBEHA/IIATUNIEPCTHYIO KUIIKY, HO 1 XedyjKa. MHoria
MO>KHO BHJIETh JIMBEPTHUKYJIbI TOHKOH KHUIIKK U CKOIJICHHE Ta3a
B CTEHKax KuilleuHrnka (mueBmaro3). [Ipu skckpeTopHoii yporpa-
¢un MOKHO OOHAPYXXUTb PACUIMPEHHbIE MOYEUYHbIE JIOXAHKU,
MOYETOYHUKHU 1 MOYEBOM My3bIpb. KoMIbIoTepHASl 1 MArHUTHO-
pe30HaHCHasi ToMOorpacuu, MO3BOJISIOLIME TOIYYUTh ToNepey-
HbIe M300pakeHns! OPraHOB 1 TKaHel OPIOIIHON MOJIOCTH, TOMO-
raroT MONyYnTh NepevrcreHHble ceefenus [21]. s usydenus
MOTOPHKH MPUMEHSIIOT MeTOj1 MaHOMeTpun. Heflponarust xapak-
TEPU3yeTCs HOPMATILHOI aMIUIUTY/I0i HEKOOPAMHUPOBAHHBIX CO-
KpauieHuit KUku. [1pu sHTepanbHON MUONATUM OTMEYAtOTCs
KOOP/IMHUPOBAHHBIE COKPALLEHUsI TPU CHUXKEHHOIN aMIUIUTY/IE.
JlaHHBII METOJ] TIO3BOJISIET ONPEIEUTh NaTO(U3NOIOTMUECKIE
mexanm3mbl XUIIO [22].

Jla6opaTopHble TECThbI MPOBOMST JJIsI BBISIBICHUSI 3a0071eBa-
HUI1, KOTOpbIe MOTyT ObITh NpuunHON passutust XUIO. K num
OTHOCSITCSI CaXapHbIi IabeT, UenaKkus, 3a00J1eBaHus! COeIHNU-
TEJIbHON TKaHM, MapaHeONIACTUYECKU ayTOMMMYHHbBIN CHH-
apoM. O6upe KIMHIeCKre U OMOXUMIYECKUe aHAM3bl KPOBU
MO3BOJIAKOT OLUECHUTD TAXKECTH COCTOAHUS OOJILHBIX: YPOBEHL I'e-
MOTJIOO0MHA, JIEMKOLMTOB, 3JIEKTPOJIMTOB KPOBHU, OOLLEro Oenka,
anbOyMUHa, IEYEHOUHbIX (PepMEHTOB, TIOKa3aTeNei BOCIATICHNUSI:
C-peakTuBHOTO OesKa, CKOPOCTH OCEJIaHuS IPUTPOLUTOB [2, 23].

McToAorMueckas AMarHocTmka

I'ucronornyeckoe ucciiefoBaHne Np1 0ObIYHON OUOTNICHU He-
MH(OPMATUBHO, TaK Kak ciau3ucTas obosouka npu XUIIO He
n3MeHeHa. [171s Takux nucciiefoBaHnil HEOOXO/MM OIePaLVOHHBII
MaTepuall, OJTyYeHHBIH MPY TITyO0KOH OMOTICUM CTEHKH KUILIKA
[24]. Mopdonornieckoe u3ydeHue onepanuoHHOr0 MaTeprana
MO3BOJISIET BLIABUTDL IMPU chuepanbﬂoﬁ HEBpOIATHUH JIEreHEepa-
L0 U YBEJIMUSHUE YKCIIa HEMPOHOB, KaIbL(UKALMIO 6a3aib-
HBIX SIJIEP, 03MHO(MUIIBHYIO MH(UILTPALUIO HEHPOHOB 1 BHYT-
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TabAmnua 3. MeAMKaMeHTO3HbIE CPEACTBa, MpUMeHsieMble B Tepanun XMUIMO

IMTEIbHOCTH

IIpenapar Io3a, cnocod BBeIEeHUs NpHMeRCHES, HEX
[IpokuneTrku

OkTpeotup [32] 300 MKr/CyT MOIKOXKHO 20-23

Heocturmun [34] 2 Mr/cyT BHYTPUBEHHO Kax/ple 6 1 20-23

IIpyxanonpup [30] 2—-4 mr/cyT, BHyTpb 48

Spurpomunut [30] 1,5-2,0 r/cyT, BHYTpb 20-23
AHTHOMOTHKY

Pudaxkcumun, 3aTeM poTaisi ¢ aMOKCHIAIIINHOM, 400 Mr 2 pasa B niesn 2

reHTaMULMHOM, MeTporuiiom [13, 35]

PUKUIIEYHBIX cruieTenuil. IIpy npuonaruyeckoil Muonatuye-
CKOH NCEB00OCTPYKLMH OOHAPY>KMBAIOT IET€HEPALMIO U Ba-
KYOJIM3ALIMIO MbIIIEYHbIX BOJIOKOH U MOYTHU MOJIHOE OTCYTCTBUE
Hapy>KHbIX MPOOJIBbHbIX MbIILIEUHbIX cjioeB [25]. [Ipumenenue
CreUMabHbIX TMCTOJOTMYECKUX ¥ TMCTOXMMUYECKIX METOIMK
TO3BOJISIET OTPE/IEINTh XapaKTepHble pU3HaKkK (hnbpo3a 1 aHo-
MaJIui TOHKOW M TOJICTON KUIIKH, HAbJItofjaeMble MPY TICEBJI0-
obcTpykuuu. K HUIM OTHOCSTCS M3MEHEHNs B PONMOPLMSX apri-
POUILHBIX HEHPOHOB, IIa3MaTUYECKUX KJIETOK — WJIU
MHUIBTPALMs TUMQOLUTAMU HEPBHO-MBILIEYHBIX CIUIETEHUI
CJIM3UCTON 000JIOYKH, UHTPAHYKJIEApHbIE BKIIFOUYEHHUS B HEMPO-
HaX MBIIIEYHO! 000I0UKM KUILIEUHNKA, IereHepauus 1 (pudpo3
[VIAIKUX MBILLIEUHBIX BOJIOKOH [26]. [IpOHUKHOBEHUE XOJIUHEP-
TMYECKMX HEPBHBIX BOJIOKOH 3a MPEJIeJibl MbIIIEYHO! TKAHU U
NeUUUT NX B MBILIEYHON TKAHWU XapaKTePHBbI /Il BPOXKJEHHOTO
araHriimosa ToJICToi Kuku (6ose3ub ['upumnpynra). C momo-
IBIO 3JIEKTPOHHOI MUKPOCKOINH BBISBJISIFOT JECTPYKLMIO TJ1ajl-
KOMBIIIEYHBIX KJIETOK 1 [Ie30praHu3aiuo Muopuopus [7].

AndppepeHunarbHbIA AMArHo3

Ipeskne Bcero HeooxouM AudepeHanbHbIN JUAarHO3 C
HEMPOXOIMMOCTBIO KUIIEUHNKA, BHI3BAHHON MEXaHMYEeCKUMU
NPUYMHAMH, B YACTHOCTH CMaeuHbIM MpoueccoM. MHoraa cum-
ToMbI, cxofiHble ¢ XUIIO, MoryT HaGmroaaThCs y GOJBHBIX C
CUHJIPOMOM Pa3Jpa’k€HHOr0 KUILIEYHUKA C TSKEJbIMU TICUXO0-
SMOIMOHAIILHBIMU HapyuieHusiMuA. OnpefiefieHHbIe TPYHOCTI
MOKEeT MPEJICTaBIATh U U PepeHIMATBHBIN AUArHO3 C UHEPT-
HOW KUIIKOM.

AeyeHune

Jleuenue 60sbHbIX XWIIO TpebyeT MyJIbTULUMCLHUIIIMHAD-
Horo nopxopia. TpeGyercst yyacTue racTpO3HTEPOJIOroB, XMPYp-
TOB, IUETOJIOTOB (HYTPUIMOJIOTOB), TICUXOJIOTOB [2, 26, 27].
Y 6onbHbIX XUITO B G0sbLIMHCTBE CTy4aeB UMEETCst 00JIbILION
neUUUT Macchl Tea, 00YCIIOBICHHbBIN CUHPOMOM Majlbal-
copOLMU 1 HEBO3MOXKHOCTBIO NTPUEMa MHUILH.

Aunera

BonbHBIM peKOMeH]IyeTCsl preM MU 5—6 pa3 B JIeHb He-
Gonbinmmy opuusivu. [Inia gomkHa 66ITh MPENMYIIeCTBEHHO
SKUJIKAst U MPOTEPTasi C IOCTATOYHON KATIOPUITHOCTBIO,, BLICOKUM
cojiep>KaHueM 6eJKa, HU3KUM COJIepP>KaHNeM SKUPOB, OrpaHnye-
HKeM KieTyaTku. OHa 10JIKHA Cofiep>KaTh aMUHOKHCIIOThI B OI1-
TUMAJILHOM COOTHOLIeHUU. [ToJIHOe mapeHTepaIbHOe MUTAHNUE:
6EJIOK , SKUPBI, ITFOK03a, BUTAMUHBI, 3JIEKTPOJIUTHI BBOJISITCS He-
MOCPEJICTBEHHO B KPOBb B KOJIMUECTBE, COOTBETCTBYIOILIEM IO~
TpeOGHOCTSIM opranusma [28, 29].
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MeankameHnTo3Has Tepanus

C nenbto ynyutnenust Motopuku 2KKT 6omsasm XUTTO Ha-
3HAYAIOTCS POKMHETUKU: 3PUTPOMUIMH — aHTUOUOTHK, 06J1a-
Jaroluii CBOMCTBAMU NPOKUHETUKA MUTUIMHA; METOKJIOIPAMMUL]
U JIOMIIEPUIOH,, TTOBBILIAOIINE IEPUCTATBTUYECKYI0 aKTUBHOCTh
KMIIKW; OKTPEOTH]], AHAJIOT COMATOCTATHHA; UHITMOUTOP XOJINH-
acTepa3bl HEOCTUTMUH; NPYKAJTIONPU/ — CEJIEKTUBHBIN arOHUCT
CEPOTOHMHOBbIX PELENTOPOB, yCUIUBAIOLIMX MOTOPUKY KUIIIEY-
Huka [30-32]. ITpoieMOHCTPUPOBAHO, YTO OKTPEOTH]L HE TOJILKO
MOBBILIAET MOTOPHKY, HO 1 MOJIABJIsET OaKTepUATIbHBINA POCT B
TOHKOW KHIIKE y GOJIbHBIX CKJIEpOIEpPMUEN, CBSI3AHHOI C TICEB-
noo6erpykupeit [27].

C 1esbio MTMKBUAIMN GaKTepUAIbHOIO 0OCEMEHEeHHUsT TOH-
KOW KUIIIKY TPUMEHSIIOTCS aHTUONOoTHKY. Yaine Bcero Heabcop-
OGUpyeMblil AHTUOMOTUK PUDAMITMLIMH WX aMOKCULIMJUINH, L1~
npohJIOKCAlMH, YacTO B COUYETAHUM C MNPOTUBOIPUOKOBLIMU
npenaparamu (paykonasomn) [33].

[Ipu Bropuunoit XMI1O, cBsi3aHHO ¢ ONMpeIeNIeHHON MaTo-
norueii (CkiepojiepMusl, MapaHeorIacCTUYeCKe pacCTpONCTBa,
UEJIMaKKsl, SHAOKPHUHHbBIE 3a00JIEBaHNs1) OJHOBPEMEHHO MPOBO-
JNTCS Tepanus 3TUX 3a00JIeBaHNI.

B Ta6a. 3 nepeuncieHbl OCHOBHbIE MpenapaThl, MPUMEHsie-
MbIe 7 MefiuKaMeHTo3Hoi koppekimn XHIIO.

B neuyennn GosbHbix XUIIO ncnonb3yeTcst KUeyHas jie-
KoMIpeccus, Kotopasi cHikaeT iaBienue B 2KKT. [lekommpec-
CHIO OCYIIECTBIISIFOT IyTE€M BBEJIEHUS 30H/A B KHUILIKY, YTO 103-
BOJISIET YMEHBIIUTD AMJISITALMIO KULIKY U B HEKOTOPBIX CITydasiX
aKTUBU3MPOBATH MOTOPUKY .

Xupypruueckoe reyeHne

XUpypruyeckoe BMELIATENLCTBO BKJIOYAET HAJIOKEHUE
racTPOCTOMbI, EFOHOCTOMBI ¥ KOJIOCTOMBI, 00ECTIeYMBAIOIINX BO3-
MO>KHOCTD YJAJIeHNsT Yepe3 30H/ M30bITKA SKUJKOCTHU, Heabcop-
OGMPOBAHHBIX OCTATKOB MUY U3 XKeJTy/IKa U TOHKOI K1Ku. [Tpu
9TOM y OOJILHOTO YMEHBLIAIOTCS TOIIHOTA, pBoTa [34-36]. [Ipn
Tspkenon popme XUIIO B pesynbraTe JIUTENBHOTO CTa3a KU-
LIEYHOT'O COfIEPXKMMOTO B >KEJTy/IKE M TOHKOI KHIIKE, Pa3BUTHUS
CUHJIpOMa U30BITOYHOrO GaKTEPUATBLHOTO POCTA MPOUCXOUT
MHUKpPOOHasl TpaHCJOKaLusl: NONajjaHue OakTepuil B KPOBb,
muMdy 1 Apyrue oprasbl. B pesynbrate pa3BuBaroTCs THOMHO-
centuueckne ocnoxkueHus. [Ipu XUIIO TakuM ocnosKHEeHrEM
SBJISIETCSL CETICUC, COMPOBOXK/IAIOLMIACS MOSIBJIEHUEM CeNThYe-
CKUX 0YaroB B JIETKUX, IEUEHU U APYTUX OpraHax.

[Ipu nomHOM MapeHTepalbHOM MUTAHUM MOXKET Pa3BUTHCS
CeICUC, CBA3AHHBIN C [NIUTEbHBIM UCTIOJIb30BaHMEM BEHO3HOTO
KateTepa. MimeeTcsi cooOleHre O peTPOCIEKTUBHOM aHaln3e
ucropuil 6oe3Hu 51 nanuenTa, IUTENbLHO, B TeueHue 8,3 roa,
MOJIyYaBIINX TOJIHOE MapeHTepanbHoe mnuTaHue. OTMeuyeHo
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180 31130008 CENTUYECKUX COCTOSIHUI, CBSI3AHHBIX ¢ MH(ULIM-
poBaHKeM KaTeTepa. B ciyuae cenTuuecKux OCJ0XHEHUI IIpu
XUIIO npoBopuTcs aHTUOUOTUKOTEPANUS C NPEBAPUTEIIBHON
OLIEHKOI 4yBCTBUTEJILHOCTA MUKPOOOB K HCIIOJIb3yEMbIM Mpe-
napaTam [28].

Xupypruueckoe JedyeHue MpU UHTECTUHAIBLHOM IICEB0-
00CTPYKLMM UTPAeT OrPaHUYEHHYIO POJIb, TOCKOJIbKY Omepa-
L1t MOXKET yXyAIIUTb cocTosiHAE OonbHOro. Hekoropele one-
pauuy, Takue KakK yjaJeHue CerMeHTa KMIIKU, MOryT
YMEHBUIUTb HEKOTOPbIE CUMIITOMBI: TOLIHOTY , PBOTY , B3y THE
xwuBoTa [37].

B kpaiiHe TsKenbIX cilydasix IpHU pepakTepHOM TeYEHUN
XUITO npoBoMTCS TPaHCTITIAHTALMS KUILIEYHMKA. TKecTh co-
CTOsIHMS OOJILHOIO, BOBJIEYEHME B MATONOTMYECKUI IpoLecc
MEYEHNU OMNpEJIeNIIIOT TUM TPAHCIUIAHTALMUA: M30JIMPOBAaHHAS
TPaHCIUIAHTALWS JUISATUPOBAHHOIO CETMEHTA KMIIKH AN MYJIb-
TUBUCLIEpalIbHAs! TPaHCIIaHTauus. I1py KuievyHoll TpaHCcIiaH-
TalUU MOI'YT BO3HUKHYTb CEPbE3HbIE OCJIOXKHEHMS, BKIIFOUAst OT-
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