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OIIPEAEJIEHUE

AXallasus Kapiuu — BPOKIAEHHOE My NnpuoOpeTeHHoe paccTpoiicTrO MOTOPUKH Opraua.
HPOABIIAIOILEECA HAPYLIEHHEM MPOXOKACHUS MU B KCIIYNOK B PE3yJIbTaTe HEJOCTATOUYHOIO
PeIEKTOPHOrO packpbITUsS HiKHero cUHKTEpa numeroa IPU TIOTAaHUH H OeCTopsI0UHOT
HICPHCTAIBTUKH BBILLCIEKALUMX OT/ETOB MUILEBOIHO]] TpyOKH.

Briepsrie 3a001eBanme, CXOJIHOE ¢ axanasueit kapauu, omican Thomas Willis B1679r. 8
padote «Parmaceutice rationalisy. B 882 r. Mikulicz B kauectBe sTHONOrHUecKoro (akrTopa
3a00MeBaHUs yKazan crasm KapiWu, pazBUBILUHCS [10]] BJIUSHHEM BHYTPEHHHX WIIH BHELIHMX
(hakTopoB. Mcxons u3 storo MEXAHHM3Ma, OH NPEeAOKHUI HA3BAHUe — Kapauocmasm.

Tepmun «axanazusy npuHannexur C. Perry, B KJIHHUYCCKYI0 NPpaKkTuKy ero eeen Hurts g
1914 r. xak nounsrue, 0bo3Hauaroliee orcyTeTBIE pacciadieHus KapaMu npu rnotauun. dapr
OTCYTCTBUA PACKPBITHS HUAKHErO MMIIEBOIHOTO CUHKTEepa npu akTe rioTanus u JaJ1 Ha3BaHuUe
Oonesun (nar. a — OTCYTCTBHUe, chalasia — paccrabienue), a 3atem Rake Ha OCHOBAHWH
HMCTONIOTMYECKUX  MCCNIEIOBAHMIT  MoKasan, 4ro 'IpH - Kapauocnasme B obmactu  Kapanw
HaOJroqaeTes  ferexepanus HEPBHBIX KIIETOK HMHTpaMypaibHbIX HCPBHBIX crieTeduii. Ha
OCHOBaHUHM TIOJNIYYEHHBIX NAHHEIX chopMupoBanocs NPEAMNONOKEHHE, YTO B OCHOBE
RapAnOCHasma JIeKUT He CrasM Kapiuu.a YTPAaTa eto CMOCOOHOCTH K PACKPLITHIO B OTBET HA aKT
JloTanus. B CBsi3u ¢ 5Tum Gbli0 npeaioxero Goee TOYHOE Ha3BaHHWE — axajla3us Kapauw.

Takke uyacro Berpeuarorcs CACAYIOLWIME TEPMHUHBL: Meras3odaryc, Aonuxonzodaryc,
UAUOTIATHYECKOE pacCIuMpEHHe NULIEBOa, (ppeHocnazm.

CyuecTByer MHeHMe, yTO KAPAHOCTIA3M W axanasusi Kapauu — Ba pasHblX 3aDolleBaHus,
OCHOBAHHOC Ha TOM, 4YTO nNpM Kapauocmnasme OPa’>KacTes  LEHTpaTbHas HHHEpPBALHS
(OperaHrnuoHapHbie HEUPOHBI J10pCaILHBIX IAep ONYIKAAFOLIUX HEPBOB), B pe3yIbTaTe yero
MYCKyJ1aTypa HMKHETO NUIIEBOIHOIO chHHKTepa cTaHOBHTCS Oonee, uyem 06BIuHO,
1YBCTBUTEC/IbHA K 9HAOMCHHOMY FaCTpuHy, M, TAKUM 00pa3oM, HabGIIONAETCS MCTHHH LI crasm
kapauu. lpu axanazum kapauu NPEUMYIIECTBEHHO MOPAKAKOTCH MOCTraHrTMOHAPHBIE HEHPOHBI,
B PE3yIbTATE Yero BuinagaeT pediiekc PacKpbITHA KapaWK HA TIOTOK.

Kapouu». B page ny6aukanuii B ONPEACNICHNH  3a00/1€BaHUS.  MOAYEPKUBAETCS! pOJlb
BOCNATIHTENILHOTO NPOLIECCa B 30HE KapAMAIbHOMO JKOMA HMauonatuueckas axanasus — sro
BOCIAJIMTE/IBHOE 3a00/1eBAHHE HEM3BECTHOL JTHOJIOTHH,  XapaKTepu3yloleecs OTCYTCTBHEM
[ICPHCTANLTHKA  NUUIEBOJA W HECTIOCOGHOCTBIO  HMSKHETO MUILEBOJHOIO cUHKTEpa K
pacciadaeHuo Beneacreue MOTEPH WHTMOMTOPHLIX HEMPOHOB B MUIIEBOIHOM MEKMBILIEYHOM
CILICTEHUH.

ITHOJIOI'UASI U TIATOTEHE3

B Hacrtosee BPEMS HET YETKOIO MpeacTapieHus ob ITHOJIOTHH M MATOTeHEe3e axXaIas3uu
KaplHu, mosTomy CYUIECTBYET MHOMKECTRO "MITIOTE3, TCOPHUH U NATOrEHETHUYECKHX MEXaHH3IMOB
3a00J/1eBaHM.,

CyllUecTByeT reHeTHYCCKas rHIIOTe3a: Y ACTEH CAMOM YacTON NMPUYMHON axanaznu Kapauu
ABIICTCA  MyTauust reHa ALADIN 12ql13, ROTOpas MpUBOIHT K pa3BUTHK) ayTOCOMHO-
PCLECCHBHOIO 3a00/1€BaHMs, TaK HA3BIBAEMOTO CH Hapoma Allgrove, unu cungpoma AAA (adrenal
insufficiency, achalasia and alcrima), Xapakrepusyrowmerocs Pa3BHTHEM axana3suu Kapauu,
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aTakpuMuy U Oonesun Aamucona. Ceifuac M3BECTHO. UTO 3TO CBA3aHO ¢ MyTaluei B AAAS-rene.
PUCK pa3BuTHS axanaznu noesimen u Yy AeTeH ¢ TpucoMueit 21 -i XpoMocoMbl (bonesubto JlayHa).
[TpumepHo 75 % Takux mauMeHTOR UMeIOT 3aD0JIEBAHUS JKETY 10YHO-KHILIEYHOTO TpakTa u y 2%
Pa3BHBACTCA axanasua Kapiuu. Eme oana Teopwms, YKasblBarouiass Ha poJib NEHETHUYECKMX
(pakTOpOoB B pazBuTHM axanazuu Kapiuu, CeA3aHa ¢ MNOMMMOPGU3MOM  reHa IL23R,
/IOKaTH30BaHHOTO B XpoMocome Ip31.

3aciy’KuBaeT BHUMaHMWS Teopus o moanmopdusme NO-cuutazer (NOS), KOTOpas
MPEACTABISET COOOH (epmeHT, KaTanusupyrommuii oOpaszoeanne NO m3 aprununa, Kuciopoaa u
NADPH. Cyuecrsytor Tpu Tuna NOS: HelpoHanbHas (nNOS), unayunbenshas (iINOS) wu
sHaoTemHaNbHas (ENOS). OTBeTcTBEHHBIE 38 HUX FeHb] JIOKaNU3yrOTCs B Xpomocomax: 12q24.2,
17q11.2q12 u 7936. B psage pador nokazan NOJMMOP(H3M BCEX TPeX TeHOB Yy TALUEHTOB ¢
axanasven kapauu. Tlpu 9Tom wame Bcero BHISBISUICS nonumopgpusMm iNOS 22-A/Ab u
eNOS-4ad4a. B wHacrosuee BPEMS - YCTAHOBICHA 3aBHCMMOCTD WHTPAMYpPaibHOIO HEPBHOTO
arnmapara  nuwesoaa ot aedduMTa OKCHIA Aa30Ta (NO). koTopwiii sBisieTcs TaBHBIM
HCApEHEPTUYECKUM,  HEXOIIMHEPrUUECKUM MHIHOUTOPHEIM HEHPOTPAHCMUTTEPOM B
FACTPOMHTECTHHANBHOM TpakTe. NO BBICBODOKIAeTCS B OTBeT Ha HEPBHYH) CTUMYJIALIAIO
MCHKMBILICHHOTO CINIETEHUS ¥ IPUBOIMT K pacciabieHuIo riankoii MYCKYIaTYpPEI U peryaupyer
MBIIIIEYHBIH TOHYC HMIKHETO MUIIEBOIHOTO chHHKTepa, NPUBpaTHHKA, chunkrepa Omun, aHyca,
4 TAKIKE NMePUCTAIILTHYECKHI pedieke KHILIeUHUKA.

Kpome okcuaa aszora, BTOPBIM HEHPOTPAHCMUTTEPOM TOPMO3SILUX HEHPOHOB ABJNISETCS
BAa30aKTUBHbIH HHTECTHUHANBHBIN nentua. OaHUM H3 ero PELENTOPOB sABAsgeTCA peuentop 1,
KOTODbIH NPUHALIEKHT K CeMeHcTRY CCKPETHHOBBIX M OKCTIPECCUPYETCS  Pa3iW4HBIMH
UMMYHHBIMH  KIT€TKAMH, TakKdMH Kak T-1uMQpOLHThL, Makpoarn W AEHIPUTHBIE KIIETKH.
[Moumopdusm storo rena (VIPR 1) take Mosket HIpaTk poOJib B Pa3sBUTHH axajla3un Kapauw.

AYTOUMMYHHAs TEOpHMs B MaTOreHe3e axala3vu KapIWW 3acCiayKMBaeT OTHEJbHOIO
BHUMaHHUs. MHTepeceH TOT akT, uTo 0aMHAKOBBIE dYyTOAHTHTENIA MOTYT BCTPEYAaThCS Kak Mpu
apaHCONNACTUYUCCKHUX, TAK U HIIMONATUYECKUX HAPYILEHHUSAX MOTOPHKH JKENYTOYHO-KHILIEYHOTO
TpakTa. IlpumepoM moxer cinykurh wacroe OOHapyKeHHue AHTMHEHPOHANBHDIX HYKJIeapHBIX
aHtute (ANNA-1) npu menkoknetouHoM PaKe JIETKUX U aHTUTEN K KiteTKaM Ilypkunbe (PCA-1)
fIpH  KapUMHOME SWYHMKOB M MOJIOUHBIX JKele3, MpH COMYTCTBYIOIUMX MM HAPYLIEHUSX
JABUraTeIbHON DYHKLWH NUILEBO 14,

OnHOW M3 NpuYMH ABISIOTCS MH(peKUMOHHbIE 3a00seBaHus. B TeueHMe MHOIMX netT
Oousie3Hb Yaraca paccMaTpUBaOT Kak OJHH M3 STHOIOFMYCCKIX (paKTOPOB B pa3sBUTUH axanazuu
Kapauu. JTo 3aboieBaHUE, HA3BIBAEMOE TAKKe AMCPDHUKaHCKUM TPHITAHOCOMO30M, BBI3LIBASTCS
MHUKpOOpranusmMom TIrypanosoma cruzi v BcTpeuaercs B cTpaHax JlatuHckoit Amepuku.
3aboneBaHue NpoTekaeT B ABe dasbi. [lepBas sapnsercs ocTpolt M cesi3aHa ¢ HHPKYJIsIUUEH
MapasuToB B KpOBH. BTopas (asza nposipiserca B NpOHMKHOBEHUM TPUIMAHOCOM B MHOKAp W
MBILICYHBIH CJI0M MHUINEBOAA, € M NPOUCXOAMT HX KyMYJIiLMs. BbICKA3bIBAETCS TaKKe
HMPCAMONOKEHNE O BUPYCHOM npupoae 3abonesanus. Tak, cylecTyer Hekas KOppe/IsiLus MEK1y
axanasuen Kapauy U NpeNIecTBY IOIMMU HHHDEKLIMOHHBIMHU 3a007IeBaHUAMM, B YACTHOCTH KOPbIO
1 OMOSACKIBAIOLUMM JIMIIAeM, BO30YAUTEIEM KOTOPOIO SBISETCS Herpes zoster.

B 60-80-¢ roabl XX Bek noguepkusanack POJIb HEPBHO-NICHMXHWYECKUX 3aldoneBaHuii B
PasBUTHH axanasuu kapauu. lak, MmHorue asTopsl (Harnp. B. IT. Bopo6bera, H. H. Enanckuii. B.
B. IletpoBckuit) B 60b1I0OM Uncie HABMIONEHHH OTMEYAIOT Ha4yano pasBuTHA 3200 1eBaHUs M10C]IE
SMOLMOHAILHOTO  CTpecca W ApYyruX [CUXMYECKHMX TpaBM. OTMeuaeTcs Taioke CBS3b
BO3HHUKHOBCHHA axajla3vi y MaUMEHTOB ¢ U3MEHEHUIMU Ha DT,
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O 3HayeHun auchyukium BCICTATHBHOW HEPBHOH CUCTEMbI MOJKET CBHJIETE/ILCTBOBATh H
1aCTOC COYCTAHWE axanaszvu Kapauu c APYruMHM 3aboseBaHuaMu. Tak, coueTague axanazuu
KapIuH ¢ A3B€HHOM 00NIe3HbIO KCIIyAKa W IBEHA1UATUTIEPCTHON KUIITKU HaOmonaercsa 8 14-24 %,
MpH A3BEHHOM OOIIE3HM JKeNy KA HEKOTOPBIE 3KATOOBI CX0HU ¢ TAKOBBIMK MpH axanasuu Kapjauu.
AXxanasus kapauu moxer BOSHUKHYTEL B pesynbTate AuddysHoro 330(harocnasma. S. S. Khatami
et al. (2005) wabmoganm 12 OOMBHEIX ¢ AnbdY3HBIM 330(harocnasmMom Ha MPOTAKEHH U
AJUTENBHOTO BpeMenH (B cpentem 4,8 roaa), B pe3yjabTaTe TOJIbLKO Y OHOro 00J1bHOTO (8 %) Bbin
AHArHOCTHPOBAaH nepexos Anddy3Horo 330(harocnasma B axanazuio KapauH.

B Hactosmee Bpems npumsito CHUTaTbL, 4TO KIIOYEBYID POk B MaTorenese Urpaer
HOBPEKIACHUC MEKMbILIEYHOO HEPBHOIO CILICTEHUS IMIICBOAA W KaK CAEACTBUE JUTHTENbHOE
CHACTHUECKOE 3aKPBITHE KAPAMH, KOTOPOE BBI3LIBAET MINEMHIO TKAHEH MHILEBOMA, B MepByio
OUEPEAbE HEPBHBIX OKOHYAHUI U PCUCIITOPOB, KaK HAU00.1€€ YYBCTBUTENbHLIX. PaspuBaromnecs
BCICM 33 5TUM  AMCTpOpUYECKME W3MEHEHHS Kak & addepeHTHBIX, Tak 3areM u B
NPETAHTIHOHAPHBIX  BOJOKHAX 3(depeHTHON  vacTu pedieKTopHON  gyTH NPUBOJIAT K
pazodmenunto nocnenneii. [1pu 3Tom passueaercs apToHOMHAS ACATENBHOCTE MECTHOTO HEPBHOTO
CIUIETCHHA, 9TO NMPHBOIHUT K YCUIIEHHIO THITOKCHYECKOTO COCTOSIHUS TKaHEH; B Pe3VIBTATE 3TOrO

K CKICPO3Y Kapauu, NereHepauMu W aaxe rubesm F4HTJTMOHAPHBIX KIIETOK MHTPAMYpalbHbIX
HEPBHBIX CHETCHUH, T. €. K KOHEeUHOMY MTOTY, KOTOPbIH HaOJIIONAETCS B BBIPaKEHHBIX CTaausx
Kapaudocnasma.

KJIWHUYECKASI KAPTUHA

Kinnvka onpenenserca cranuei 3a00/I€BaHNs 1 XAPAKTCPU3YETCA, KaK MPaBU/I0, TPHAIOI]
CHMINTOMOB — aucdarus, 6oJp peryprutaums. Ho Toibko ofMH cuMmITOM — aucharug —
ABJIACTCA MOCTOSIHHBIM M OTMEYAETCH B MOGOI CTa/IMH 3adoneBaHus. BpemenHoii UHTEpBAaN
MEKY NOABICHHEM KIIMHUYECKHX CUMIITOMOB 385076 RAH i1 W TIEPBUYHBIM OOpalleHHeM K Bpauy
BAPLUPYET B nipesiesax ot 1 roga no 12 jger.

Hucharus y 2/3 Gonbhbix Pa3BHBACTCA NOCTENEHHO, a v 1/3 BHe3amnuo CpeaH MOJHOTO
30POBBAL, YTO OOBIYHO CBA3BIBAIOT C HIMOLHOHAILHLIM cTpeccoM. OMHOBPEMEHHO Y GOJIbIIMHCTRA
OOJIbHBLIX C aXanasueil BhISBISIOT CBOCOOpasHBIN MOPOYHBIH Kpyr — BO/THCHMS, OTpULIATENbHEIE
IMOLMH yeUnuBatoT ancdaruio, a aucdarus B cporo OHEPEIL TPABMUPYET HEPBHO-TICHXMYECKYIO
cepy GosbHOrO.

Hucharna yacto umeer MHTCPMHTTHDYHOLIEE TEYEHHUE: MOIKET YCUJIMBATLCA TIOCIE
HEPBHOrO BO30YXKICHMSA, MOXKET 3aBHUCETH OT TEMIICPATypBl IPUHUMAEMOH ejibl, Ten/ias numa
OpOXOAUT CBODOJIHO, X010/HAS — C TPYIOM WJIH HE NPOXOAWT BOBCE, MOKET MprHoOpeTarThs
M1dpajloKCaTbHLIN XapakTep — X0opormio NPOXOIHT TBEpJas MulA, a KUIAKOCTh 3a1EPKUBACTCH
(Tak Ha3bIBaeMas apajiokcanbuas qucdarus). IauueHTsl 0T™MeYaroT HEOOX0AMMOCTE 3aTIMBaHUS
MALLKA OOJILITMM KOTMYECTBOM AUAKOCTH WITH HEOOXOJUMOCTL IPHMEHEHHS IPYTUX TIPHUEMOB;
OBTOPHBIC IOTAaTeNbHLIC IBMIKEHHS, 3ariaThlBaHUe BO31yXa, TMMHaCTHYECKHE YIpaKHEHMS.
YBEJIIMYCHUE BPEMEHH MPUEMA TTHIIIX.

[Likana Bown myist onpenenenns cremenn Aucharum;
* 0 dannoB — HopmabHoe rI0TaHME:;

* | 6ann — nepuoanueckue 34TPYHCHWUS TIPH ITPOXOKICHUH TBEPIOH ULLM;



* 2 Ddanna — nurtanue MONYAKHIKOH MALLEH;
* 3 fan1a — NMUTaAHHE TOABKO KWIKOH MUILEi;
* 4 Danla — HEBO3MOKHOCTE [IPOT1aThIBAThH CIIOHY,

bone B rpynHoit knetke w usnora BCTPEYAIOTCS ¢ OAMHAKOBOM YacToTOH — B 18—60 %
cnyuaeB. bonu nokanusyrorcs 3a FPYIUHOM, MOTYT NpHoBpeTaTh CAABJIMBANOIINA, COKMMAIOLIUIA
XapaKTep, MppajiMMpoOBaTh B LIS, HUKHIOK YeTI0CTh WK CITUHY.

Ha Havanbuelx crammsx 3a0071€BaHMS, KOrda TOHYC CTEHOK MHUIICBOJAa COXpaHeH,
NCPUCTATILTUHECKHE COKPALLIEHNS] TULICBOA YCHIIMBAKOTCS A IpeoaoNieHNst GYHKLIMOHAJILHOTO
Oapbepa, a 3arem TPaHCHOPMUPYIOTCS B criacTHueckue. Takoii CTiasM MYCKYJaTyphl MUALIEBO1A
MPOABJIACTCA 3aIPy IMHHOMK 60110, Boute, BO3HMKaOLAS [IPH NICPENOJIHEHH U MULLIEBOIA, MCUe3aeT
HOCIC CPBITHBAHHS HITM IPOXOXKAECHHUS NUIIK B KTV 10K, MHoraa 6ok BosHukaeT Hatomak wiu
[TOC€ PBOTHI U OcnabeBaeT nocse npuemMa IKUIAKOCTH WK OUILK. 11 TpeTH GoNbHBIX axanasueii
RAPIHKW XapakTepHa Kry4as 06ojb MO XO4y NHUINEBOAA. BO3HM Karowas BCEACTBUE MPSIMOro
PasipajkaroIlero JAeHCTBUS HA MMUILEBON OCTATKOB 3AAEPXKUBAIOLICHCS MWLM W JlaKTaTa,
HPOAYKIIMA ~ KOTOPOrO  MOBBILIEHA MPH  M3OBITOYHOMN OakTepuanbHOl  hepmeHTaLMy
COXPAHSIOIIMXCS B IIULIEBOJIE YIIEBOIOB.

XapakTepHbIM CUMIITOMOM > HMAalLMCHTOB ¢ axanmasuel KapauM ABISETCS perypruraius
OCTATKOB TIMIIH O€3 MPHUMECH KEIUU U KEJTyI0MHOrO COKa BCIIGACTBHE 3aCTOs €€ B MULICBOIC.
CNocoOCTBYIOT BO3HUKHOBEHMIO PEIYPIUTALNH HAKIIOHbI TYJIOBUIIA BMEPE], FOPH3OHTAIbHOE
MOJIONKEHUC H IPYTHE ABUAKCHMSI, BELY LIIME K TTOBBILEHHIO BHYTPHOPIOIIHOrO 1apaeHus. BoabHbie
PacCKasbIBarOT Clly4an MPoOYKASHUS HOYBIO OT KAlLTIS LUIW YAYWbsi, BO3HUKAIOIHUX MOCTe
TIH30/1a perypruTaimu. XapakTepeH CUMITTOM «MOKDOH NOAYKW». Peryprutaus ne6onbmmmu
NOPUMAMH HAOMIONAETCS B HAYAMBHBIX CTAINSIX 3a00/1€BaHUs, OOBACHSETCS CHACTHYECKHMMU
COKPalCHUAMM CTEHOK MUILEBOAA, 4 OOHILHOE CPBITMBAHNE MOJIHBIM PTOM (MUILEBOIHAA PBOTA)
HaDIIOaeTCs B 3allyMIeHHBIX ciyvasx OoJIe3HH, BCCICTBHE NEPENOJHEHHA OpraHa 0
A0pTallbHOrO cermMenTa. Pasapaxenne pelentopos »Toi 061aCTH BLI3LIBAET aHTUMEPUCTANILTHKY,
4TO TIPUBOAMT K OMOPOMHEHMIO NMIIeBoaa. Hamo OTMETHUTB, YTO HOYHOM Kaluems, Hapsiay c
CUMIITOMOM «MOKPOH NOAYIIKH», CBHAETENLCTRYET O ACKOMICHCALIMY axajlasuu Kapauu. B psine
CTYyHacB B KIMHUKE 3a00NCBaHUs MPEBANUPYIOT HapyLIEHHUs CO CTOPOHBI J1BIXaTENbHOM CUCTEMBI
(Kawesns, IMCITHOD, XPOHHYECKHUi OpOHXHT, MceBAOACTMATHYECKHI CHHAPOM, PELIMANBUPVIOLIHE
MHEBMOHMHM ), 3aTPpYAHAIOLIHE AMATHOCTHKY axanasuu Kapauu. G. Mincewicz (2004) na6monan
HallMCHTKY, JUTNTE/IbHO NICUUBLIYIOCS OT OPOHXHUAJIBHOI dCTMBL, ¥ KOTOPOHW MPU KOMIBIOTEPHOI
Tomorpaguu Obl1 0GHapyKeH AWJIaTHPOBAHHBIM MuiueBoa. [locne Xupypruyeckoro seuenus
ACTMATHYECKUE CUMIITOMbI KYTHPOBAJIUCH.

Y 8 % nauueHTOB OTMeuaeTcs WKOTa, OCHOBHOW NPUYUHOM KOTOPOH SBNSIETCS 1IHTETbHAS
OOCTPYKLIMS AMCTABLHOIO OT/1ea MULICBOAA, TIDHBOAAILAS K Pa3ipaKeHHI0 auadparMaibHOro
HEPBA. XapaKTEPHLIM MPU3HAKOM aXaJa3UH SBISeTCs MOTEPs MacChl Tea, YTO THATHOCTUPYETCS

B 61-85 % crmyuaes u koppen MPYET € TAKECTHIO TeUeHus 3abonepanus. Cpennsis noTeps Macehl
Tena cocraensier 5—10 kr,

Pazputue 3aboneBanus r AWHAMUKe Haudoee OTYETIHMBO MOIKHO MPOCIAEINTh, €CJHU

PACCMOTPETL KIIMHHMKY aXala3suW Kapjiuu 1O CTaausM, NPEANOMKEHHBIM M ONUcaHHLIM b. B.
[TeTpoBCcKuM.

B I crannu cocTosHue 60IbHLIX He CTpajaet. 3aaepKKa MULLNA KpaTKOBpEMEHHas, OOJIbHEIE MOTYT
OLIYINATE MEPEXOM €€ B XKeNYA0K KaK «pOBaTHBAHUEY. MOKET GbLITE aspoparus. Ipakyauus u3
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MUILICBOMA 3aMEJICHHAs, HO M0JiHas, PErypruTalid He HaOmomgaercs. Bonn HabJro1aeTes NnpH
HAJTMYAK COMYTCTBYIOLIETO 230(aruTa.

[l cragma xapakrepusyercs Gonee BLIDQKCHHOM  jiucharveii. Dpakyamms w3 NynieBoa
3AMEMJIACTCS HACTONIBKO, YTO B HEM yiKe SAACPAHUBAIOTCSA NUILeBble Macehl. [lpu ymepenHoMm
PaClIMpEeHNH MUILIEBOJA MEPUCTATBLTHKA VC HIIMBACTCA, MOABIAETCS aHTUIIEPUCTANILTHKA, BE1y LA
K Peryprutaipyu Bo Bpemst eael. Jlna ynyuiienus IPOXOAICHHA MUILK BO3ZHUKAET HEOOXOMUMOCTE
B €¢ 3anuBanuu (ruapodarus). Ormeyarorcs Aassmue O0/IM 3a TPyAMHOI, 00yCJIOBJIEHHbIE
33JICPKKON B MULICBOJE MNHUILEBHIX Macc, MCHE3alOLIHE TOcNe ONOPOKHEHHS NuUINEeBOa. 'V

OTAC/TBLHBIX OONBHBIX MOXKET HECKONBKO CHMIKATECS Macca Tela, TOSABIAKTCH NPU3HAKH
HEBPACTEHHH.

B ITl craguu npucoenunsrores OPTaHHYECKHE U3MEHEHUS B BUIIE CYIKEHUS KapaAuaabHOro KaHana
BCJEACTBUE BOCMAIMTENBHOTO M pudpozno-pybLIOBOTO fponecca u runepTpoduy MbIILIEYHOro
dlilapaTa numesoja. B stor nepuog JMC(HArHs Pe3KO BLIPAKEHA B CRSZU C JUTUTETbHBIM
JAKPBLITUEM  KapIMU, W 1pU ee pacKpuITUHM HPOXOIAT  TOJILKO  HE3HAYMTETbHBIE TOpPLHHU
CoAepxuMOro. Moropuka nuinesoia CYLIECTBEHHO YCHIIEHA, HAOMOIaeTes CErMEHTHPYIOLLAS
fepucTanbTuka. B numeeone wakaniupaeTcs 0OJIbIIOE  KONHYECTRBO mumy, CeKpeTa, uTo
HIPUBOMIMT K €ro paciliMpeHUIO U UCKPHUBIIEHMIO. Perypruranus Bo3HUKaeT He TONBKO BO BpEMSI
CABlL, HO M HOYBIO. boiM 3a TpynuHOi Gosee BRIDAKCHBL. CYLIECTBEHHO CTpamaeT obiiee
COCTOSTHUE OOIBHBIX: YBETHYNBACTCS HOTCPA Maccel Tea, HAPYIIAETC TPYA0CHOCOBHOCTS.

B IV craaguu HAPacTalOT OpPraHUYecKue H3IMEHEeHMS. [Tumeson Makcumanbuo paclimpen,
YAJIMHCH, MHOrJA HMMEET HECKOABKO M3rMGOR. Kapananensiit kanan pesko CYXEH, a CTeHKa
MHIICBOMA UCTOHYEHA, ATOHUYHA, He HepucTanbTupyet. llua 3agepixuBaercs B MHLIEROJIE HA
MHOT'O H4COB, pasnarasch, OHa yCUITUBAeT BOCTAIHTEbHEIC MU3MCHEHHS B CIM3UCTOMH 000/I0UKe
MUIICBO/AA, MPUBOAMT K  0Opa3oBaHMIO OPO3HMH W s3B.  BocnanuTrenbHLIi npouecc,
PAacnpoCTpaHasaCh, MOXKET BbLI3BATH MepU330haruT U MeaUacTeHuT. B 10T MEPHO KIUHUYECKHE
MPOABJIEHUA OONe3HH 0coOeHHO BRIDQXKCHBL. [lnTeNnbHOE HapylieHMe nuTanms MPUBOJHUT K
SHAYNTC/ILHOMY MOXYAQHMIO MIIH MCTOLIEHHIO, CHIKEHMIO HIW yTpaTe TpyaocnocoOHOCTH, a
TAKKE K SAPKMM TMCHX0IMOLMOHAILHBIM paccTporicteaMm. B HauGonbiueil cremeny BLIpasKeHa
perypruranus. XapakTepHOH  KIMHHYeCKol OCODCHHOCTBLIO  axaNasuuM  sBisercs
MMPOTPECCHPYIOIUK  XapaKTep 3aboeRaHus. OHo, Kak mnpaBuio, Pa3BUBAETCA B Teye HHe
HECKOJIBKNX sieT. Mbl B KnMHMKE Hepeako HabMmoaM GONLHBIX ¢ 1M TenbHbIM aHaMHE30M
3a00J1€BAHUS, [IPU MOCTYICHHN B CTallHOHAP UCTIBITHIBAOLINX TOJIHYIO AUCharuio U UMeroLuX
BLIDAYKCHHBIE UBMEHEHUS B IIUINEBOe. Hapsiay ¢ nogobHeIME KnMHHYeCKHMY Cly4asMu

HadJI0/1ann MAlLMEeHTOR ¢ oYenp KOPOTKMM aHaMHe30M 3aboneBaHus v uMmeronmx [V CTaaHIO
00s1€e3HM.

B pazeutum axajlasuH, XOTd U peako, ObIBaloOT OCPHOJIBI HEOOBACHHUMOH ANUTENILHOI
crabunuzaunu. Pemucceus axanazum KAPIHW MOMKET NMPOJOJKATECA OT OJHOTO 10 IECSTH fleT C
JajJbHEHIIUM OBICTPO IPOrpECCHUPYIOIIHMM 060CTpeHHeM.

AUATHOCTHKA

Huarnocruka axanasun KapHH, KaK MpaBUIO, HE BbI3LIBAET 3aTPYAHEHHH, NPH HATHYHH

Y DONBHOTO XapaKTepHbIX #2100, I YTOUHEHUS 1MarHo3a TPUMEHsIIOTCS WHCTPYMEHTAJIbHbIE

MCTOAbL uccieoBanus. OCHOBHAs PONb B MHATHOCTHKE axanasMu KapJuW MPUHALICHKUT

PEHTTCHOIOTHYECKOMY HMCCIe10BaHUIO NUIIERO A ¢ KOHTPAaCTHBIM BELIECTBOM, B MOABISIOLUM

OO/IBIIMHCTBE Clyyaes NO3BOJIAIONIEMY YCTAHOBHTD CTAMIO 3a60/16BAHMNS. PenTreHonoruyeckmii
7



METO/ HCCIICAOBAHUS JIET B OCHOBY LIMPOKO MCMOJIL3YCMOH B Hallleli cTpaHe Knaccudukaimu
axajiasuu Kapiuu, npeanoxeHtor b. B. Ilerposckum B 1962 r. (puc. 2).

Puc. 2 Knaccadukanus AXATa3HHE Kapaay oo b.B. IletpoBckomy:
a-1cragng; o - H crazus, B - 111 cTapns, r - IV ctazns

| cragms (HauanbHas) — NUMERO He H3MCHEH, COXpaHeHa Npoj10JAbHAs CKIATYaTOCTh CIAM3UCTOM
obomouku. B obuactu kapauu otmeuarotes CMa3Mbl, W3-3a KOTOPBIX MPOMCXOOUT BPEMEHHAs
3a/ICPAKKa KOHTPACTA, HO [PH PACKPBITHH HUKHETO MHUIIEBOTHOIO COMHKTEPa Ha TIIOTOK KOHTPACT
CBODOMIHO MOCTYMAET B kenya0K. ['a30Bbiii [1Y3BIPb KEJIYIKa COXPAHEH.

1 cranus — pednexc PACKDLITUA  KapaMH OTCYTCTBYET, HaOMIOMAETCS HE3HAYUTELHOE
paclIMpCHUE TIMIIEBOAA ¢ COXPAaHEHHEM TOHYCA CTEHOK M MEPUCTATBTUKH, OJHAKO CTIa3M Kapanuu
HOCHT NOCTOSIHHBIH XapakTep. OTMEYAETCS CUMIITOM «MBILIHHOIO XBOCTAY.

HI cTtanuas — 3HayuTebHOE paclIMpeHue muuieBoja a0 6-8 cwm, 3alepKKa B HEeM TMIIH M
AKHUAKOCTH, OTCYTCTBHE MPOIYILCUBHONM MOTOPHKH.

IV cranus — peskoe PaCUIMPEHNe, YIIIMHEHUE W UCKPUBIIEHHE MUINEBOIA ¢ ATOHHEl CTEHOK,
ATUTEIBEHON 3a1€PKKOH KUAKOCTH U MHILLU.

Ocoboe  auarHocTHuyeckoe 3HAYCHHE  TIPUHAANCKUT  DHIOCKOIHH. H3meHeHus.
XAPAKTEPHBIC 1T axallazuM KapauM, NPH dHI0CKONUYECKOM OCMOTpe noapodHo onucanw ). Y.
["annunrepom v 3. A. ojikeno (1999). [1pu BeINOAHEHUK McCTe NOBaHKS 0DpallaeTcsi BHUMaHUe
Ha CTCNCHb AWNaTalMUM JEBMALIMM [POCBETA MUIICBOAA, HAllUYMe B HEM OCTATKOB TIMIIIH,
NPUHATOH HAKaHYHE, KWAKOCTH H CJIU3H. OnHOBpEMEHHO ONpenensioTes CoCTOSHHE CITU3UCTOM
000JIOUKHM MULLIEBO/A, €€ TOJIIHHA, LBET, OJeCK, HaIMUKMEe NepUcTaabTUKK. [Toce BU3yaaM3aluy
Kapauu (4T0 He Bcerja ObiBaeT MPOCTO) OTMEYAIOT €€ NONOKEHHE OTHOCUTENLHO OCH [MUIIEROA,
HAIMHKUC BOCMAIUTENLHBIX W PYOUOBBIX M3MEHEHHH, 31aCTHYHOCTE CTCHOK, PaBHOMEPHOCTE
PACKPBITHA KapiuH NMpH MHCYPOIALMKE BO3OYXa M BO3MOIKHOCTE MIPOBEACHUS 3IHAOCKOMNA B
KEMYJIOK. 3aKMHOUUTENBHBIH 3TNl YHIOCKOMUYECKOLO UCCJICA0BAHHSA BKIIKOYAET TINATENbHBIL
OCMOTp JKCiyaKa, ABEHAALATHTIEPCTHON KUITKK U 00S3aTe b bl PETPOrpaiHbIf OCMOTP KapiHH.

Ilpu I ctaguu axanazuu KapauW M3MEHEHUH TIPOCBeTA MAUICBOOA, MEPUCTAILTUKH, COCTOAHUS
C/IM3UCTON 0DONIOYKH, MONOKEHUS KapIIHH U €€ OTKPBITHUS TTPH 330(harocKonuu He BbISIBIISETCS.

[pu I crapum sumocKonMueckH ONpenenseTcs HesHauutenbHoe (10 3—4 cwm) pacluMpeHne
'POCBETa NMUTIEBONA, B TO K€ BpeMs OCTATKOB MHINM, KMAKOCTH WM CIH3M B IMUILEBOJIE, KaK
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NpaBuo, HET. CKIAAKM CIM3MCTOH pPacrofioKeHbl MPOAOJIBLHO, CIM3MCTAas agkas, POBHas,
OnecTsiluas, Kapausl pacrosiokeHa [0 LEHTPY, OOBLIYHO COMKHYT4, HO JOCTATOYHO JErKo
pacKpbiBaeTCA NMpu Hebonbio# uucypdaaumm Bo3ayxa. [Tpu petporpagHoM ocMOTpe CKIAAKH B
001acTH MHIIEBOJHO-KETYAOUHOIO TMEpPeXoaa IJIOTHO OXBATBIBAIOT 3HAOCKOM, CJIM3MCTad
000J104Ka MATKas W 3J1acTUYHas.

Ilpn III crapuu Gonesnn nuwepon paciivper 10 5-7 ¢M, B OPOCBETE €ro0 UMEOTCS OCTATKH
KWJKOW M TUIOTHOW MHUIUKM, MHOIO CIWM3W. B aucranbHOM OTAene NUINEBOJAa OTMEYaeTcs
HaYMHAKOWAsCA S-00pasHas jaeopmaliis, 3a CUET Yero Kapaus pacrio/okeHa SKCIEHTPUUHO W,
Kak npaBuo, comkHyta. Cansncras 000104Ka NULLEBOIA HECKOJILKO OTEYHAs 3a CYET 3aCPiKKu
MUIIH, MOXKET ObITh TMIIEPEMUPOBAHA B JIMCTAIEHOM OT/IEJIE.

[lpu IV craguu axanasum kapauu mpocBeT MUINEBO/IA PE3KO paciiupe (dacto Gonee 7—10 CM),
M3BUT, COACPHKHUT OO0JIBLIOE KOJMYECTBO KHJKOCTH M OCTATKOB MUINH, CAM3MCTas 000JOYKA
OTCHHasd, PBIXJlas, MECTAMHM UMECT KPYTTHOSYEUCTBIN BU/1, OTMEYAETCs Monepe4YHast CKJIa yaTocThb
CIIM3UCTOH [MUILIEBOAA 32 CYET €ro Y/UIMHEHHUS W pacTsikeHudA. YacTo NMUMIEBOMd 3aKaHYMBAETCS
CJICMbIM MEIITKOM, 3aM0/IHEHHBIM OCTATKAMH NUIIM, A Kap/1s pe3KO CMELIeHa B CTOPOHY M, Kak

MpaBHJIO, HAXOAWTCA BbIIE AHA 3TOro memka., Kapaua MoxkeT ObIThb COMKHYTAa HEMIOTHO M
pyOLIOBO U3MEHEHA.

[Mocaeanue 10-135 ner ans u3ydeHus axanasuu KapauM NPUMEHSIOT IH/A0CKOIMUAYECKYHO
ynbrpacoHorpaduto. M3yuas cTpyKTypy CTeHKH MUILEBOJA HA YPOBHE KapAHMH, MCCIIEI0BATENH
OTMEYAIOT YTOJNLCHUE MBILIEYHOrO ¢0sA. B psae uccaenoBaHuil TOAMHA MBILIEUHOTO CIIOS
Cornacyercs ¢ AJMTEIbHOCTBLIO MpoLecca, a KOPPeIsilidIO MEXKIY TONIMHON MBILIEYHOrO CJI0s U
BBIPaKCHHOCTHIO KIWHUYECKHX MPOSIBJACHUH, 1aBJICHUEM B HUKHEM MHIIEBO/HOM CHUHKTEpE,

PCHTICHOJIOTHYECKOH ~ KApTUHOW, JAHHBIMM ~ MaHOMETPUHM M CTENEHBIO  JlereHepalyy
Aysp0axoBoro CIieTeH s BhIIBUTL HE yAANOCk.

HApyrum  WHCTpyMEHTAIbHBIM METOAOM [AHWATHOCTMKM axalazud KapiIuu sBiseTcs
330(haromaHoMeTpus (BOAHO-NEPPy3HOHHAS MAHOMETPHS ) — METO, TIOZBOJISIIOLIMIA 0OBEKTHRHO
OLEHHUTHL MOTOPUKY M TOHYC NHMILEBOAA, AABJCHWEC B 30HE KapAWW, HAJIM4YHE WIW OTCYTCTBHE
PACKPBITHA  HUKHETO  INHILUEBOJHOIO cPUHKTEpa B OTBET Ha TI10TOK. OCHOBHBIMH
MAHOMETPHYCCKUMHM MPU3HAKAMU ABJAKOTCH OTCYTCTBHE pediekca rioTaTelbHOr0 PacKpbiTHsA
Kapiuu (perucTpupyeTes NpsaMas THHUS ¢ HAJOMKEHHWEM HA HEE JBIXaTe/bHbIX KOTeOaH i BMECTO
XapaKTepHOW BOJHBI, HAMpPABIECHHON BHU3), MOBBILIEHHE TOHYCA HWKHErO MMINEBOIHOIO
c(pUHKTEPa, a TAKXKE HAPYIIEHUs NEPUCTAIbTUKK [Py IHON YacTH MHIIEBO A, J30barorpamma npu
aXaja3suu  Kapjidd HMECT XapaKTepHBIA BHI: KPHWBAas [OCTENEHHO TMNOJHWUMAETCs BBEPX
(COTKPBITHIA KaTeTep» [ABMKETCS 10 MUILEBOY B KayJalbHOM HAIpaBJICHHH), 4 KOIIa KOHUMK
KaTeTepa BBIXOJMUT U3 KapAHH, KpMBasg MAHOMETPHH PE3KO najaer.

B Hacrosuiee Bpemsi B MPAaKTUKY BHEAPSIIOTCA COBPEMEHHbIE BBICOKOTEXHOIOIMUHBIC
METOJBl — MaHOMCTpPHs BbICOKOW paspewiatoiei cnocodbHoctu (high resolution manometry,
HRM) u obvemHan 3D-maHOMETpuUs, UMEIOLIME PSI SBHBIX TPEHMYIIECTR [0 CPABHEHHIO C
MaHOMETPHEH, BHIMOTHAECMOM 4- MM 8-KaHATBHBIM BOAHO-NIEP(Y3HOHHBIM KATETEPOM.

[1pn ananuse pe3ynbTaToOB MCCAENOBaHMS MALMEHTOB ¢ axanasuel KapjuM, NOJYUSHHBIX
mMeTogoM HRM, crneayer yuuteiBate Yukarckyro kiaccudukaiyioo HapylleHHH MOTOPHKH
nuierona, coznannyio B 2008 r. (nocneanuit nepecmotp B Ackone B 2011 r.) —rabauna 1.



Tabmima 1. Ynkarckas Kracenduxaiis HapyieHnit MOTOPHKH [IHINEBOIA
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Axanazng Tun II
; Tun 111
B % __Hapymenne npoxoamvocta KapIuH
1 2

* Tupdysnsni 330harocoazm

* UpesMepHas NHTEHCHBHOCTD COKpaleHHil —
DCT >8000 («oT100iHBIT MOJIOTOK)

®* umoxmnnesia / OTcyTCTBHE COKpalTeHi

E ................... e x

* Hapymenue nepuCTaNBTHKH ¢ OOIBIIIIME
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~ ® HezsaBepmenHad nepicTaibTIKA |

* YCKOpeHHBIe COKpalieHHns

* [unepkuHesns rpyasoro oTIela MIIeBo/1a
{(«IIHIeBO MLEeIKYHIHKAY)
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B 3aBUCHMOCTH OT BBISBIEHHBIX U3MEHEHHI ABUTATE IbHONH AKTHBHOCTH rpyoHOIro OTAeNa
nuueBoa npumeHeHne HRM nosponnno BeiaennTs tpu tuna axanasum Kapauu. [lJis Bcex THIIOB
3a00JICBaHMs XAPAKTEPHO MOBBIIEHHE CYMMAPHOTO 1aB/eHUS paccnabnenus (IRP4, integrated
relaxation pressure) Boitie 15 MM PT. CT. U OTCYTCTBHE NEPUCTANBTHYECKON BOJHBI COKpAIIEHUS
'PyAHOro oTAcna nuwesoja. IIpn sToM naBneHne noxos (resting pressure) MOxeT ObITb Kak
MOBBILICHO, TaK U B Mpeaeiax HOpMalbHbIX 3HauYeHHH (HopMa 10-35 MM pT. cT.).

llpn 1 tnne axamasum xapauu (knaccuueckas axanazug) B 100 % rIOTKOB ¢ BOJOM
OTCYTCTBYET JH00ast MepucTalbTHKA IPYJHOTO OTAENa [HILEBO/IA. Ilpu 1l tune orcytcrByer
HOPMaJbHAN  MCPHUCTANBTHYCCKAsA BOJIHA COKpPALICHHs, OJHAaKO HaOJIOAAeTCs pPaBHOMEPHOE
CHACTUYCCKOE COKPAILEHHE YMEPEHHOH HHTEHCUBHOCTH IO BCEM INTMHE MUINEBOAA OT BEPXHETrO
710 HUIKHErO MULLEBOAHOTO chuHKTEpa (panesophageal pressurization) Gonee uem B 20 % rIOTKOB
¢ Boaou. IlI Tun xapaktepusyercs orcyTcTBHEM HOPMaJIbHOW MEPUCTANILTUYECKOH BOJTHBI,
HAJIM9UEM  OTACTBHBIX 3MH3000B [EPUCTAILTUKW B JUCTAJLHOM OTAENE [UILEBOAA WM

NPCAICBPEMCHHBIMI - CIACTHYECKMMM  COKPALIEHWsMM  (JIMCTalBHBIA  330¢arocnazm),
3aperucTpUpOBaHHBEIMU Oonee Yem B 20 % riIoTKOB ¢ BOJIOH.

ANOOEPEHIIUAJIBHASL TUATHOCTHKA

,[lH(]J(hEpEHuHa;lhu}fm AHarHOCTUKY axana3uu KapIuM MpOBOJAT CO CJEAYIOMIWUMH
3a00JIeBAHUSAMHU:

l. Cyskenue nuiueBoaa BeaeICTBUE OMYX01EBOTO NOPAKEHUSA HUKHETO MTULIEBOHOIO cuHKTEpa
KAPAKTCPH3YETCH NMPOrpeCCHPYIOLIMM CUMITOMOM JMChAarii, KaK W NP UCTHHHOM axajiasuM.
OnHako GBICTPO Mporpeccupyollas NOTepst Macchl Tea W MOKHIION BO3pacCT NaLUEHTOR rOBOPST
MMCHHO B TOJIb3Y 3/I0Ka4ECTBEHHOT0 nopaxenus. [Ipu GpuznkanibHOM 0OCMOTPE MOYKHO BBISBHTD
najnelupyeMoe 0Opa3oBaHue B OPIOLIHON MOJOCTH M JIMMDOaIEHONATHIO B HAXK/IHOUYMYHOMN
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obnactu cnesa. Jlng  TOYHOrO  yCTAHOBJIEHHMsA JMardo3a HeoOXOAWMO  MPOBEJEHME
330(haroracTpoy0AeHOCKOTHH.

2. IlenTuuyeckas CTPUKTYpa, Kak MPaBHIIO, SBJACTCH OCIOKHEHHWEM aKCHMAIbHOM TIpPbIKM
MULLEBOAHOIO OTBEPCTUS AHadparMbl, OCHOBHBIM CHUMITOMOM KOTOPOM siBasieTess u3xora. Jlis
Hee TakKXke XapakTepHa aucdarus, 0JHAKO OTMEUYAETCs 3aTPYIHEHHE NMPOXOKAEHUS 10 MMAIIEBOY
TOJBKO TBepAOH nuiuM. B mnnane pudepeHudanbHOW OMArHOCTHKHM Ba)KHO TIIPOBEICHHE
MAQHOMETPHUH W PEHTIeHOTpa()MH MUILEBOIA, 0 JAHHBIM KOTOPBIX HE OTMEUYAETCS PacUIMpPEHUs
MpocBeTa MUUIEBO/IA, & NPH BEPTHUKAIBHOM M0JIOKEHUU TENA KOHTPACT B OT/IMYME OT axalla3uu He
33/1CPIKMBACTCSA B MPOCBETE oprada. I1pu sHAOCKOMUM BO3MOKHO BbISIBIEHHE 3PO3HH W Y4aCTKOB

MALCBO,04d Bﬂppt‘:TTﬂ. Hano CKa3aTh, YTO MNOTCPA MAcChl TCJlIa HE XapaKTepHa 07141 [MENTHYECKOH
CTPHKTYPBI B OTIIHUHC OT axajla3uu.

3. [Ipu nmemuueckoi 001e3HH cepaLa OCHOBHBIM KIMHUYECKHM TPOSBIEHUEM ABAsieTCS O0Ib B
FPYAHOH KJIETKE. ITOT CUMIITOM MPAKTHYECKH HEBO3MOKHO OTJIMYMUThL OT TAKOBOTO MMPH axaia3um
Kap/lu4, OCOOEHHO €CIIM CTeHOKapaus TMPOBOLMPYETCsS MPUEMOM MUIKM. He nomoraer B
aAuppepeHIHaIbHON IHArHOCTHKE U MONOKHUTENbHBIM dhdEKT 0T MpHemMa HUTPOTIULEPHHA, TAK
Kak OOJIM MpH axanasuu, Kak U NpU ULIEMHYECKON OOJIE3HM cepila, KYMUPYIOTCS Mocie ero
npuema. JNeKTpokapirorpadus Takke He BCErjla BHOCHT SICHOCTE B JIMArHO3, NOCKOJIBbKY MPH
axamasuM MOIYT PErucTpUpoOBaThbCs  HecneuupUuecKue M3MEHEHUs KOHEUHOW 4acTH
/KEyJOYKOBOTO KOMILICKCa, 8 HIIEMHsT MHOKapaa, B CBOK QYEpPedb, MOXKET HOCHTh CKPBITHIM
Xapakrep W BbiaBaATbCA Ha IJKI sviue npu ¢pusuueckoil Harpyske. IlosTomy B CHOpHBIX
CUTyalUHAX HEOOXOJUMO MpPOBOAWTH KOMIJIEKCHOE  KapJUOJOIMY4E€CKOE WCCIed0BaHUE,
BKJIFDUAIOLICE BEJIOAPrOMETPUIO WK TPIAMMI-TECT, AXOKapauorpadhuio U KOMOMHUPOBAHHOE

MCCIIeI0BAaHHE — CYTOYHOE XOJITEPOBCKOE MOHMTOPUPOBAHWE M 24-4aCOBYIHO MAHOMETPHIO
MUILEROA.

4. BposkaeHHble MeMOpaHbl M KOJbLIA CIIM3MCTON OOONOYKH MMHMILEBOAA NP MX HEGONBIIOM
pazMepe 4YacTo OCTAOTCA OCCCUMIITOMHBIMA M MaHU(ECTHUPYIOT MOCje BBEACHHWS B PALUOH
pedeHKa TBEpAOH MUK TAKUMH CUMIITOMaMM, KaK aucgarus U CpeIrMBaHUE BO BpEMs HITH MOCIIe
KOpMJEeHUs. Y JieTeid Dosee cTapluero BO3pacTa BOIHUKAET XapaKTepHas MU MIUONATUYECKOM

axajasMd pBOTa MHULICBOJHBIM COAEPIKUMBIM, 4YTO 3aTPYAHSIET TOCTAHOBKY MPaBUILHOTO
AUArHo3a.

5. HeBporeHHas aHopekcHs OOBIYHO BO3HHUKAET Y MOJOABIX JKEHIIWH B OTJMYUE OT axaiazui,
KOTOpasi BCTPEYaeTCs B OJMHAKOBOM MEpPEy MYKUMH W JKEHIIWH, U XapaKTepU3VeTCs pasBUTHEM
AMc(harduu  pBOTHI  KENYJAOYHBIM  COJICP/KMMBIM,  KOTOpPBIE  YacTO  NPOBOLMPYIOTCS
MICUXOTPABMUPYIOILHMHU CUTYyalMsiMH. []151 naHHOTO 3a00/1eBaHMs TaKOKe XapaKTEPHO MOXY/1aHUE.,

JEYEHHE

M3BeCTHBI TpM HAnpaBICHWS JIGYEHUS axana3wd  Kapauu: MeIUKaMEHTO3HOE,
YHAOCKOMHYECKHE MeTOIbl (DaaloHHas Awiatalus, MHBEKIUH OOTYIHHWYECKOr0 TOKCHHA,
CKJIepOoTEpanusA, TMepopalibHasg DHOOCKOINHYECKass MHOTOMHSI) M XHPYPrudeckoe JeueHue,
BKJIFOUatoiee 0osiee 60 crocodoB, YTO MOATBEPIKIAET CIOWHOCTh AaHHOM MpodIeMEl.

MeaukaMeHTO3HOE JIeYeHHEe

Me1nKaMeHTO3HOE JIeueH1e OCHOBBIBACTCS Ha MATOreHe3e 3a00IE€BAHNSI — W3BECTHO, UTO
y OOJIbHBIX € axanasuer Kapauu umeetcs jdedpuuut cneuududeckoro Heliporpancmurtepa NO, a
TaKXKe CYILECTBYIOT U3MEHEHHUs BHYTpUKneTouHOoro Ca2+. Perynsuus yporus NO — o1HO u3
CaMbIX TEPCNEKTUBHBEIX HaMpaBleHUH B (apmaKoTepanvu AUCKUHETHYECKMX HapylleHuH
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KCAYNOUHO-KHIICYHOrO TpakTd. Co3gaHMe CcrneuManiu3upOBaHHBIX npenapaTroB, B TMEPBYIO
OUEPEAb HUTPATOB — J0HOPOB NO M aHTArOHWCTOB KajblMs, MO3BOISET PEIINUTL JaHHYIO
npobnemy.

Ony0IMKOBAHO MHOXKECTBO COOBIIEHHH O CHUKEHUM TOHYCa KapauW NpH TpUeMe
HUTpONpenapaToB. B HacTosAuiee BpeMsi npeiokKeHo GONbILIOE KOIMYCCTRO HUTPOIpPenapaTos,
CpCAH  KOTOPBIX  MPEAMNOYTEHHME  CAEJAYET  OTHABAaTh NIEKAPCTBEHHBIM  CpPEICTBAM
MPOJIOHTHPOBAHHOIO JENUCTBHs, C BLICOKOH GHOAOCTYIHOCTBIO. Takum TpeDOBaHUSAM OTBeEYaer
u3ocopOua MoHOHUTpaT («MoHoMak», «MoHounHkBe», «Onukapgy, «Monocan», «IlekTpom.
«poke»), ogHaKo ero TabneTupoBanas (bopma He nMpUMeHHMa B yCIOBUSX gucharum.

B nyOaukaumsax mociaeaHux NieT MOSBUIMCL TaHHBIE O pe3yjbTaTax HCC/Ie10BaHH
NeACTBUSA CHabaeHaduma («Buarpa») y 60mbHbIX ¢ axanasueii Kapaun. CunbaeHa(pua — MOLLIHBI
1 CeJICKTUBHBEIW HHTHOUTOP Ul M®@-crnieimduueckoii hocoamactepassr Tuna 5 (DJ1D3). Okeun
a30Ta  aKTHBHUPYET (EePMEHT ryaHWIaTUMKIA3y, 4TO MPHBOAMT K TMOBBILIEHUID YPOBHA
UHKIHYECKOro ryanosuamMonogocdara (1l M®), paccnabaeHuio rnaakux MbiLIL. CunejaeHadu

AKTUBHO YCHMITMBAET paccradiaromii spdexr NO Ha TKaHb nocpencTsoM uHruduropa ®JII3,
KOTOpast OTBETCTBEHHA 3a pacnaj, ul M®.

AHTaroHUCTE HOHOB KaJbLus MOI'YT OKa3blBaTh MaTOreHETUYECKHH,
(hapmakoTepaneBTHUECKHIT >deKT. Cpenn Gnokatopos Ca2+, HazHayaeMbIX NarLMeHTamM,
PCANOYTCHNE  ClICJyeT  OoTAaBaTe  MOArPYNNe  AWIMAPOTIUPUANHOB («Hudeannuny,
«AMIIOJMITUHY), TAK KAK OHU HE OKA3bIBAIOT YTHETAIOWIErO BIIMAHHUA HA MPOBOJASALLYIO CUCTEMY
cepaua v obmanarT ciaboi AHTHAPUTMHYECKOH aKTUBHOCTBIO. OJHAKO AHTATOHMCTHI MOHOB
KaJipLMst 00/1a1a10T THITOTEH3UBHLIM JEHCTBHEM, a Y NalHEeHTOB ¢ axajiasueil KapIuu HEpeaKo
OTMCHACTCS HU3KOE apTepuanbHoe nasnenue. B pesynbrate npuema 0.10karopoB Ca2+ GoJibHBIC
MOTYT TIPEABABJIATE KaN00bl, CBA3AHHBIE C HU3KMM apTepHallbHBIM J1ABTCHUEM.

B caywasx, xorga ToHyc nuimeBoaa CHWKEH u MCPUCTANBTUKA HeJoCTaTouHas (mocie
>QPEKTUBHO MpPOBEIEHHONH GAanTOHHOI AUNaTalUMK  Kapauv), Lejlecoodpa3Ho Ha3zHAYeHHe
HPOKMHETHKOB:  noMniepuion («Motuanym»), umsanpua («KoopauHakcy. «lleprctun») wu
merokaonpamua  («Lepykan»). HauGonee  sddekTuBHBIM [IPOKMHETHKOM  SABJIAETCS
FACTPOMHTEPCTUHANIEHBIH  NPOKUMHETHK «KoopauHake». B ocHOBe ero dpderra eKUT
CBA3BIBAHWE ¢ 3-THIPOKCHTPUNITAMHHOBBIMHU peLiertopamu. OH Onokupyer S-HT-3-peuentopsi n
cTumynupyet 5-HT-4-peuentopsl B npecuHanTuueckux HEPBHBIX OKOHYAHMAX, TEM CAMbLIM OH

OKa3bIBACT HENpAMOE XOJMHIPrUYeCKoe jleHCTBHE Ha HeHpOMBIILEUHBIH anmnapar BCEro
HKEIYA0YHO-KULIEYHOTO TPaKTA.,

Xupyprudeckoe JieueHHe

Ilokazanusmu K XHUpypruueckoMy nevyeHuIo SBASETCS axaiasus kapauu IV cranuu, panee
IEPEHECEHHbIe HeY((GEeKTHBHBIE ONepaLMy 110 MOBOAY axanasuu Kap/jHUH, a TaKke pa3pbiBbl
CTCHKH MULIEBO/A, BO3HUKIIKE NpU OATIOHHON AUIaTALIUH.

B ocHoBe Bcex ucnomb3yeMeix OTNI€pALIMH MpH JIEYEHWU axaja3uM Kapauu JIeIKUT
BHECJIM3UCTAS 330()aroKapaAHuOMHOTOMHUS 110 METOIHKE I'ennepa. B kauecrse onepaumonHOro
AOCTYTa UCTIONB3YIOT JIEBOCTOPOHHIOK TOPAKOTOMHKO B CEABMOM — BOCBMOM Mekpedepbe Ui
BEPXHIOK CpEAMHHYIO nanapotomuto. [locie MoOunuzaumu gucransHoro oraena MALIEBOIA U3
OKPYJKAKOLMX TKAHEH pacceKaroT B MPOJONBHOM HarpaBleHUH MBILIEYHYIO 000/104KY ero 1o
CAU3MCTOH. [lmMHa paspesa jomkHa cocTaBnsTh He Menee 8—10 CM, MPHUYEM B JMCTANIBHOM

HANpaBJIeHHH €ro HeoOXOJMMO TPOAOJKUTE W HA MBILICYHYIO ODOOUYKY KapIHalbHOW 4acTH
JKENyAKa.
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HenmocrarkomM onepauun lemiepa sABnseTcs pa3sBUTHE Yy  3HAYMTENBHOM 4acT
OTIEPUPOBaHHbIX PeIIOKC-330(harnuTa 3a CUeT CHHIKEHUS! BHYTPUIIPOCBETHOrO JABIEHUS B 30HE
HIDKHETO MULLIEBOAHOrO chunkTepa. Kpome Toro, y HeKOTOPbIX GONBHBEIX OTMEYAETCS Pa3BUTHE
JAUBEPTUKYJIOB MUIIEBOJA B 30HE PACCEYEHHBIX MBILIILL [Tpy HemoaHOM TlepeceyeHHH MbIILIEYHBIX
MYYKOB OUEHBb BbICOKA YACTOTA PELIMAMBOB axana3um Kap/iuu.

Jns nmpenoTBpalileHus BbILLIEYKA3aHHBIX HEKEJATENbHBIX [MOCAEACTBUI JAHHOTO THMA
BMEIIATENLCTBA OblJl MPEATOKEH UENbId Psij XUPYPTHUYECKUX MPUEMOB: 3aKpbITHE jedeKTa B
MBILIEYHOH 000/104KE MHUIIEBOAA MPSAOBK  OONBIIONO CalbHMKA HA HOMKKE, JOCKYTOM.
BBIKDOCHHBIM W3 JHa(parmbl, CIIMBAHWE PACCEUEHHOM MBILIEYHOM OGONOYKM B TONEPEeHHOM
Hanpae/IeHKH, NOAIIKWBAHKE K N€(PEKTY B MBILICUHOH 000/104Ke MUILEBO/IA JIOCKYTa U3 NEpeaHel
CTCHKH MPOKCHMAJIBHOIO OTAENA eIy 1Ka.

FIHIOCKONMHUYECKOEe JIeYeHHe

CreayeT yKasarb, YTO TI€Pejl BLINOJIHEHHWEM  SHAOCKOMMYECKUX  MaHWITYJIs LMil
HEOOXOAMMO 0DECIEUNTD XOPOILYIO BHU3yanu3almio nuiesoaa. g sroro 6onabHoii 3a 2—3 aHs
A0 HMCCACA0BAHUA MNPUHUMAET TOJBKO JKMAKYIO MHLLY, & HAKAHYHE C MOMOLIBH) XKeJY104HOro
30H7a D0JIBIIOrO AMaMeTpa HEOOXOAMMO NMPOMBITH MHILEBO/ A4 YIANEHUS OCTATKOB €/1bl.

1) TlpyimeHeHue OOTYIMHHUYECKOIO TOKCHHA MPY HEWPOMBILLIEUHBIX 3200718 BaHMIX

nuiLeeoaa Havanock B 1993 ropy. B npaktuke npuMmeHsercs crepuiibHas JTHOQHIA3MPOBAHHAS
(popma GoTynunHuueckoro TokcuHa tMna A. OCHOBHOH MeXaHM3M JeHCTBHS GOTYJIOTOKCHHA
3aKII0YaeTCsl B OJIOKUPOBAHMM Ha YPOBHE MpeCHHAINCa MOCTYIIEHHS alleTHIXO0NIMHA, KOTOPHIi
BbIAEIACTCS B OTBET HA DJCKTPHUYECKMH HUMIYJIBC B MEXKCHMHANTHYECKYIO ek, B HacTodlee

Bpemsi B Poccuu 3aperucTpipoBanbl ABa npenapara S0Ty IHHAYECKOro TOKCUuHa: «Jlucriopr» Ipsen
Biopharm Ltd. u «boTtoke» Allergan Inc.

2) DHIOCKOMNUYECKOE CKIEPO3HPOBAHUE KapauH. B 001acTh HUIKHErO NMUILEBOAHOTO cUHKTEpa
BBOIUTCS 2 Ml 2 % pacTBopa «JluaokauHa» st aHAAre3MH. 3aTeM MO YriIoM K CTEHKE 4epes
IHAOCKOTUYECKHH UHBEKTOP BBOAUTCS 5 Ma1 5 % pacTBopa « ItanonamMuHa oneara» (A. Caunedo
nmpeanaraetr wucnoabzoBate 1 % «llonugokanon»). Ha mepeom 3tane aBTOPBI BBITIONHSIIN
HHBEKLIHIO M3 YETRIPEX TOYEK, B MO3/HeM nepuoae B 20 % cayuaeB chopmuposanace pyduoBas
CTPUKTYpa, B CBA3H C YeM B JaTbHEHILIEM WHBEKLHH BBHITIOJNHAIM B ABYX MPOTHBOINOIOKHBIX
TOYKaX, 4YTO no3BommI0  u30exkaTe  (opMmupoBaHus  CTpUKTYp. HuTreppan  memy
BMEILATEIbCTBAMM COCTABR/IAN 2 HEMlE/IM. Y BCEX MALMEHTOB Obl1 JOCTUTHYT XOPOUIMIA Pe3y/bTar.

3) B nacrosuiee BpeMst OasnoHHAA KapIHOAMIATALMs SIBISETCS OCHOBHBIM METOIOM JieUeHHs
axanaswu Kapjaudd. B Poccunm nauOonbliee pacnpocTpaHeHHE  MMOJYYMIO — YCTPOWCTBO,
npepjgoxkeHHoe Starck B 1924 1, KOTOpoe  SBJANIOCH KECTKMM  MEXaHMYECKHUM
KapIUOAUJIaTaTOPOM C METAIJIMYECKUMHU JornacTsMHu. [Ipumenenue storo npubopa 6b110 CBA3aHO
C BLICOKMM PHCKOM TPaBMbI CIM3UCTOH 000104KH U NiepdopaliMu nuiieBoaa. B HacTosiiee Bpems
HanOoJiee MIMPOKO MCMONB3YIOTCA CUAMKOHOBBIE W [JIACTUKOBBIC OaJJIOHHbIE AMIATATOPBl C
JABYXIPOCBETHBIM KaTeTepoOM (pucC. 8), rae ONMH KaHal CAYKMT AN TIPOBEICHHUS CTPYHbI-
MPOBOJIHUKA, & ApYroM — Jyiid 3aMOoJTHEHWUs MOJIOCTH OajlOHa KMIKOCTHIO WM BO3IYXOM,
CyuwecTtByeT 3 cnocoda KapanoauaaTaliu:

IlepBbri  crocod — gunaraums mno CTPYHE-NPOBOAHMKY. BKIouaeT mnpoBeaeHHE MO
MHCTPYMEHTAJIBHOMY KaHaly SHIOCKONA B JKEIVAOK CTPYHBLI-MPOBOJHHKA, 3aTeM [0 HEHW B
Kapauro NPOBOAMUTCS AWJIATATOP TaK, YTOOBI cepeauHa OannoHa HaxoJu/ack B CYKEHHOH YacTH
HHUKHETO THILEBOAHOrO cuHKTepa. Jlanee mapa/iiensHO AWIATATOPY B MULILEBOA MPOBOIUTCS
raCTpPOCKOT, O/1aroiapa 4eMy BO3MOX¥KHA KOPPEKLIUS 110/103KeHUs OannoHa.
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BTopoii crioco 3akmovaeTca B HCNOb30BaHUU GATTOHHOO aunararopa, GPUKCHPYIOLIETocs Ha
SHAOCKONE TaK, 4ToOBl cepeanHa GannoHa pacmonmaraiack Ha pacctosuuu 20 ¢m oT TOpua
annapara. ['acTpockon NpoBOAMTCS B KEMYAOK, 110C/IE HEro AMCTANBHBEIN KOHEL[ annapara
crudaetcs Ha 180° ans BU3yanusaliu cBoja xellyiKa U KOPPEeKLHH M0/10KeHIs 6aJ1oHa. BamioH
pacnpaBfiACTCss MNOA MAHOMETPHUECKUM KOHTposiem. B orauune or gumaraumu no cTpyHe-
MPOBOAHMKY MPHU 3TOM CMOCOOE UCKITFOUEHO CMellleH e DaoHa.

Tperuit cocob 3axkntouaercs B MpoBeAeHUH OATTOHHOTO JIUNIATATOpa MO MHCTPYMEHTATBHOMY
KaHajly HI0CKOMNA. B ocTanbHOM Bee AeHCTBUS MOBTOPSIOT paHee OMUCaHHbIE.

4) B Hacrosilllee BpeMs B J€HYCHWE axanasud KapIMH [IHMPOKO BHE/IpAETCA HOBbIA METOJ
IHIOCKONMHYECKUH MHUOTOMUH — NepopalbHas dHA0CKoNM4eckas muotomus (Peroral Endoscopic
Myotomy (POEM)). IlepBbiii KnMHUYECKNH BaApUAHT NEpopaibHOM SHIOCKOMMYECKOH MUOTOMHH

Yy Ye/IoBeKa pa3padoTan U BrepBble B MUpe BHIMONHUI 8 centsiopa 2008 r. snouckuit npodeccop
H. Inoue.

[Tocnie BusyanbHOro onpeseneHus MOBBIIEHHOIO TOHYCA MHUIIEBOAA HA pPacCTOAHHU
MpuMepHO 20-25 CM OT BepXHMX Pe3llOB MO 3a/HEil CTeHKe MUINEeBOAa [Py TIOMOLUM HOXKAa
BBLIMOIHACM PACCEYCHHE CIM3UCTOM 0DO00UYKM Ha MPOTHKEHHW 1,5 cMm, Toc/e 4ero SHJI0CKOMN
BBOJUTCS B MOJC/TU3UCTBIA CJIOM opraxa.,

Crusncras 0607104Ka U MBILLEYHEIH CJ10H IPH 3TOM Xopouio auddepeHuupyoTes. Jlna
OoJiee YETKOM BU3yannM3alluy NOACIH3UCTOTO CIOS MPpHU I'MAPOTNPENAPOBKE UCTIONB3YETCS PACTBOP
Muaurokapmutom. Kawan B nomciusuctom cioe creayer dopmuposats Ha 1.5-3.0 cwm
AUCTAIBHEE TMHILIEBOIHO-KETYA0UHOTO Niepexoaa (42—44 cMm oT BepXHUX Pe3LoB).

[anee Ha paccrosHuu 30 cM OT pe3lOB NPOM3BOAMM MOPLIMOHHOE pacceueHHe
LHPKYJIAPHOro Mbllie4yHoro cios HowoM Hook Knife 1o moseneHust nmpomoibHbIX MBIIEYHBIX
BOJIOKOH Ha BCEM MPOTAKEHUHU cPOPMHPOBAHHOIO NOACTUIUCTOrO KaHAIA.

[locne paccedyeHus HMKHEr0 MOMILEBOHOTO cpvHKTEpa BHM3YaJbHO OTMEYaeTcs
paclIMpeHUe MNpPOCBETAa TOHHENs B 00JACTH CNasMUPOBAHHOTO CEerMeHTa MuuieBoaa. Ilpu
KOHTPOIBHOM OCMOTPE anmnapar ¢BOOOJHO NPOXOIHT Yepes MULIEBOAHO-KEIY 104 HBIA TIepex oI,

Hedexr cansuctoit 060104KM, CKBO3b KOTOPBIH BBOAKICS anrapar B MOACHHU3HUCTBIH CIIOMH,
cuirBaercs Kauncamu pupmer Olympus HX-610-135L1 (uau gpyrumu). J{ns koaryasioum COCY10B
B IOJACITHU3UCTOM MPOCTPAHCTBE W OCTAHOBKH KPOBOTEUYEHUS MPUMEHSIOTCS
3NEKTPOXUPYPTHYECKHUE FreMOCTaTHUECKHE ITUTTIBL.

a 0 B T b ¢

Puc. 1. Cxema 3TaHOB BuIIOTHEHHA HePEPATEHON YHIOCKONN I CKOH KAPIHOMHEOTOMER:
a, 0 — GOpMHPOBAHHE TOHEEIA B HOJCTHIHCTOM C10€; B, T — pacceeHHe NHPKYISPHOTO
MBIIIEYHOIO 7168, 1 — CHIHBAHHE TOHHETIA YHIOCKONTHYSCKEME KTHACAMHE
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JAKJITFOYUEHUE

Ha ceroansmuuii nens 3THoM0rMs W maToreHes axanasuu Kap/IM¥ OCTAIOTCS HESICHBIMU.
[lo Beel BuAMMOCTH, axanasus Kapamu ABASETCH MOTMITHOIOMMYHBIM 3a00neBaHUEM, U Bce
ITHOJIOrHYECKME (aKTOPBI U MEXAHU3MBI PA3BHUTHS 3a60,1€ BAHHS MOTYT HAOIIO1aThCS B PAKTHUKE.

B nedenun 3aboneBanus UMeeTcs TPH OCHOBHBIX HampapJ/ICHUS: 3TO MEIHKAMEHTO3HOE.
IHAOCKOMUYECKOE U XUpYpruyeckoe seueHre. M301upoBaHHOe MEIHKAMEHTO3HOE JieYeHHe He
OTIpaBABIBACT OKUAAHMH. BCe e Ha paHHUX cTafgusix 3a00JIeBaHUS U B COYETAHUM C OPYTUMH
METOMAMHU JICUCHUSI MEIMKaAMEHTO3HAs TEPaNus MOKET ObITh pe3y/1bTaTHBHOIA.

OCHOBHBIM  METOJIOM JiedeHus 3a60JeBaHUS  SBSETCS dHIocKonus. Hapsiny ¢
TPaAMLIMOHHBIMH ~ METOJAaMH  (BBeJeHUE OOTYIIOTOKCHHA, CKJI€PO3MpPOBAHHE  KapuH,
Kapauojuiaralus) akTHBHO BHEIPSETCS HOBAas MeTOIMKA —TiepopajibHas SHAO0CKONHUYECKas
MHOTOMHSI, TO3BOJIOLIAs W30€KATh OTKPLITOrO XUPYPrU4eCKOro BMeLIaTe/IbeTBa U NOCTUTHYTh
YAOBICTBOPUTE/ILHBIX PE3YILTATOB NPH MHHUMAJIbHO HHBA3UBHOI OTIepaLiyH.
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