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Axanasus KapouanvHol 4acmu nuue600a — Mo XPoHUHecKoe 3a0071e6aHuUe HePEHO-MblUUeHHO20 AnNapama
nuw,es00a, 00ycnosneHHoe npednonoHUMesIbHO Ay mMOUMMYHHbIM B0CHAIUMEIbHBIM NPOUECCOM Ha PoHe
HeyMOUHEHHOLL 2eHemUuYecKoll NPpedpacnonoNeHHOCU UL Mymayul, a makice noo 6UTHUEM BUPYCHOU
UHpeKyUU, NPOIBNAIOULEECS PASIUHOLL CIENeHbI0 HAPYUEHUS PACCIAONeHUs KapOUaIbHOU 4acmu nuuye600a

U Omcymcmeuem nepuctmanbmuyuecKozo cokpaueHus 6 Hem. Ilamozenemuueckue npoyeccol NPOUCXOOAM
HENoCpedcmBeHHO 8 HEPBHO-MbILUEUHVIX 2AH2TIUSX U NPOSIBTIAIOMCS B0CNATIEHUEM, J03UHOPUTILHOL

U TUMPOUUMAPHOTLL UHPUMLIMPAUeli U 3aéepuiatomcs PUOPo3om u ampogueti HepeHbIX OKOHUAHUI. 3010MbIM
cmManoapmom OUAzHOCMUKU AXANA3UU NPUSHAHA MAHOMEMPUST BbICOKO20 PaA3PeuleHUs], N03680NIAI0ULAS 0Npedenumy
Munvl Axanasuu no MaHomempuueckum kpumepuam. Cumnmomamuueckoe sieueHue HaNPasIeHo Ha u3basnexue om
Jucgazuu u 80ccmanosnerue nPoxooumocmu nuuesoda. Haubonee spgexmusHvimu cnocobamu xupypeuteckozo
JledeHUst ABIAIOMCT MUOmomus no Iennepy u nepopanvHas IHOOCKonuueckas muomomus. Vim ycmynaem
NHeBMOOUNAMAYUS No npuuuHe 607ee HU3KOU IPPexmusHocmuU, HenpoOoHUMeTbHOCMU IPPeKma U yacmomaol
peuuousos. Peyudus axanasuu nocsie oneparmueHo20 6MeuLamenvCéa MOXem UmMems Mecmo u 603pacmaem

C ygenuueHuem CPOKA Nocse XUpypeuuecKoeo siedeHus.

Knrouesvie cnosa: axanasus, s3muonozus, namozeHes, MaHOMempus 6vIC0K020 paspeuienus, newenue, [IIO9M,
kapouomuomomus no lennepy
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BeepeHue

Axanasus xapamanbHoi yacTu muieopa (AK) — aro
3abo0/eBaHIle [IUINEBOJA C IEPBIYHBIM HapyLIEHIEM eT0
MOTOPHOII (PYHKI[UM, IIPOSIBIIAIOIIeeCs HEIOCTATOUHbIM
paccinabneHneM HIDKHETO MUILEBOXHOTO CHUHKTEpa
(HIIC)u oTcyTcTBMEM IPONYIbCUBHBIX IEPUCTANTBTH-
YeCKMX COKpalleHuii ero Tena [1, 2].

IlepBuynas axamasus NUILEBOAA ABIAETCA JOBOILHO
penkuM 3abormeBaHMEM C BBISABIsLeMOCTbIO 1,07-2,2 Ha
100 ThIC. HaceneHus 1 3a60/1eBaeMOCTbIO OT 1,9 o 10-15,7
Ha 100 tbIc. Hacenenus [2, 3]. CTOUT OTMETUTD, 9TO, IO
HaHHBIM 3MUAEMMOIOTNYECKIX MCCTIEIOBAHNI, pasinyme
YPOBHs 3a60/1€BaeMOCTH I10 TIOJIOBOMY IIPU3HAKY BbISAB-
neHo He 66u10. IT0 TaHHBIM aMEPUKAHCKIX UCCTEfOBaTe-
JIelA, PETVICTPUPYETCS IIOCTEIIEHHBIN pOCT 3a00/1eBaeMOCTH
¢ 2,51 1a 100 000 B 1996 1. 1o 26,0 Ha 100 000 B 2021 1. [4].

Ho, HecmoTpst Ha HebombLION pocT 3aboneBaemoct, AK
MMeeT BBICOKMII PUCK PasBUTUSA paka muileoja: B 10
pas 6orbliie, YeM B OOBIYHOI MOIY/IALIMH, U COCTABIISET
B cpegHeM 1,36 (95%-HbIil HOBEpPUTENbHBIN MHTEPBAI
(IN) 0,56-2,51) na 1000 yenoBexk. IIpu 3TOM [T TETbHBII
aHaMHe3 ABJIeTcA GaKTOPOM PUCKA, IPEIIIONOXNUTENIbHO
BCJIEICTBYIE [UIUTEIBHOTO BOCTIATIEHN B IMIIeBofie [5].
ITenb - 06006111eHIe 1 aHATN3 HOBBIX TUTEPATyPHBIX JaH-
HBIX, KaCAIOLIVXCsI STUO/IOTUY, [IATOTeHe3a, 0COOEHHO-
CTell KIVHUKM U JIeYeHNA MaleHTOB C PasHbIMM MaHO-
MeTPUYECKMMY TUIIAMY aXaaasuy MUILEBOJa.

lnarsocTuka

PaspaboTka u BHepeHMe HOBOTO METOJA AUATHOCTH-
KM - MaHOMETPUM ININEBOJA BBICOKOTO paspelleHns
BHEC/IM BECOMBIII BK/IaJl B y/Iy4llleH) e IIOHMMAaHUA I1aTo-
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Cpasuumeﬂbua}z xapakmepucmuka mpex MmanoMempuiecKux munoe axaniaduu no Yuxazckoii xnaccutﬁukauuu

ITanasodareansHoe

Har"ueTaHme

CmacTimueckoe
COKpalleHne

Tun Mo1gHOCTD MIn CymmapHnoe
COKPaTUTeIbHBbII paccnabienne
MHTErpan HIIC

ITepBsiit Huskas (Menee 450 Mvm  Boree
PT. CT. XcM X C 60o/iee 4eM 15 MM pT. CT.
B 80% cOKpalljeHNiT)

Bropoii Hopmarnbaas (ot 450 bornee
Y BBIIIIE, MOYKET OBITH 15 MM pT. CT.
60omee 8000 MM pT.
CT. X CM X C)

Tpetnit Hopmarnbaas (ot 450 Bornee
U BBIIIIE, MOXKET OBITH 15 MM pT. CcT.
601ee 8000 MM

PT. CT. X CM X C)

JIOTMYECKMX TIPOLIECCOB, IPOMCXOAAMINX IIPY aXalTa3uu.
CoBpeMeHHas KIaccuPUKanysad MOTOPHBIX HapyLIeHWIA
IMILEBOJIA, OCHOBBIBAACH HA PE3Y/IbTaTaX NCCIEOBAHN,
XapaKTepusyeT IIepUCTaNbTUKY NNUILEBOJA, PACKPbITHE
Kap/AyaabHOM 4acTU B OTBET Ha ITIOTOK, MOIIHOCTD 1 Ha-
IpaB/IeHMe COKpallleHNA MUIIEeBOMa, B3aMMOfeliCTBIe
PasnMYHbIX TOYEK NUILEBOZA BO BpeMsi [TIOTaHMS [6].
OCHOBHBIM METOJIOM ¥ 30/I0TBIM CTaHJJAPTOM AMarHOCTH-
KM aXajasuil U IpyTUX HapyLUleHui MOTOPUKI MUILEBO-
Ja MpU3HAHA MaHOMETPUSI BBICOKOTO paspelrenus [1, 2].
Paspa6orannas B 2009 r. Yukarckas KinaccuuKamys moc-
TOSHHO COBEPILIEHCTBYETCS Y ITO Mepe HaKOIIIEHNIS OIIbITa
MEHSETCS C YI€TOM Pe3y/NbTaToB uccnenoBanmii. Bee Tep-
MVHBI, IOKa3aTe/yl ¥ HOPMajIbHble 3HaYeHNsI ObLIM OIIy-
6mukoBaHsl paree [7]. OCHOBHBIMYM MaHOMETPUYECKUMU
XapaKTepUCTUKAMI aXa/lasuy SABIAIOTCA: a) CyMMapHOe
paccnabnenye HIIC Bbire 15 MM pT. CT.; 6) OTCYTCTBUE
B TeJle MUILEBOJA MepyucTanbTuky. B Ynkarckoii kmaccu-
(MKaIMy IepBOTO — Y€TBEPTOTO IIePECMOTPOB BbIIETTEHbI
TPY TUITA aXanasun muiieBopa (Tabmmia) [6].

IlepBbIil TUII — BCe COKPAIlEeHM MMEIOT HU3KUI COKpa-
TUTeNbHBIT uHTerpan (ot 0 go 450, Ho yaie Ko 150 MM
PT. CT. X CM X ). MOLITHOCTD COKpallleHysi B Tefle Iuile-
BOJa HU3Kas.

Bropoit Tun - 6omee 20% COKpalleHUIT UMEIOT HOP-
MaJIbHBI/I COKPAaTUTENbHBIN MHTErpasl, 3aHMMaOMIt
BCIO TIJIOMIalb COKPAIIEHNA OT BEPXHETO MUIIEBOJHOTO
counkrepa go HIIC - Taxk HaspiBaeMas maH33odare-
anbHasA npeccypusanuysa. COKpaTUTeNIbHbIN MHTETPa —
BbIe 450 MM PT. CT. X CM X C.

Tperwit Tun — B 20% coxpalneHuit 1 60jee eCTb y4acTKN
HOBBIIIEHNA TOHYCa B Tejle MuuieBofa. OHM BBITIALAT

[aCTpo3HTepONOrAA

OrcyTcTBYyeT OtcyTcTBYyeT
IIpucyrcrByer OtcyTcTByeT
IIpucyrcreyer bonee uem B 20%

KaK IpeXAeBpeMeHHbIe COKpaALIeHNs, HO 6e3 IepucTab-
TU4ECKOM BOMHBI. COKpaTUTENbHBIN MHTETPAN - BbIIIE
450 MM PT. CT. X CM X C.

B CNOXHBIX CUTyalusAX peKOMEHAYETCA IPOBOJAUTD JC-
crefloBaHMe B TOIOXKEHUU CUJiA, @ TAK)Ke TECTHI C MHO-
JKECTBEHHBIMM IJIOTKAMU, TECT C TBEPABIM 0OII0COM
M TECT C XONELMCTOKUHIHOM [6].

KnuHuka

Axasnasust MposIB/IsIeTCs B OCHOBHOM ITPOrPeCCUpYIOLeit
nucdarueit (82-100%), cppirnBauuem i (76-91%)
u cHKeHMeM Beca (35-91%) [8]. Hanuume cuMnToMoB
racTpoasodareaabHoll peIIOKCHOI 6OMe3HN: U3XKOTH
(27-42%) m 601y B rpyRHOIt KeTKe (25-64%) ABIAIOTCA
IPUYMHON OMMOOYHOTO AUATHO3a ¥ Ha3HAYEHUs KUC-
JIOTOCHIDKAIOIIMX IpernapaToB. B pesynbTraTe fuarHos
3a00JIeBaHIs YCTaHAB/IMBAETCS B 60/lee O3HIE CPOKIA,
KOTZIa BO3HVKAIOT OC/IOKHEHVS: 3aCTOVHBII 9PO3MBHO-
SI3BEHHBIN 930(aruT, aCIMPALMOHHbI CUHAPOM, KaH-
mupo03 nuiesofa. Tak, y 40% manyeHTOB OTMeYaeTCs
XOTs1 OBl OfVH PECIIVPATOPHBIN CUMIITOM: U3 HUX Y 37%
Kanrerns, y 31% — acmpanus, y 21% — oCUIIZIOCTh TO/10Ca,
y 12% — 60mu B ropre, y 15% — CBUCTLIee AbIXaHUE U 3a-
TpynHeHue Broxa [9]. I[To maHHBIM 60JIee paHHUX MCCTIe-
[OBAHMIL, CHIDKEHIE Beca OBIIO OCHOBHBIM CHMIITOMOM
3aboneBanus (1o 91%), B HacTosIIIee BpeMs TOTEPSI Beca
¢dukcupyercs pexe (35%), BCTpeyaloTcs fake HaljyeH-
ThI C U3OBITOYHBIM BecoM [10].

OueBuAHO, YTO pasfe/neHNe Ha TUIIbI aXaaasuu MOfpa-
3yMeBaeT Ha/ln4e OIpeie/IeHHbIX (PeHOTUINIECKUX Xa-
paxteprcTuk. OCO6EHHOCTH KIMHNYECKIX TIPOSIB/IEHNIT
6bU1y u3ydeHs! y 108 maryeHTOB ¢ axanaasueli o Ipo-
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CTOMY OIIPOCHVIKY, BK/IIOUAIOIleMy Ha/IM4Me U YaCTOTY
npucytcTBusi cumnrTomos [11]. Hecmorps Ha oTcyTet-
BI€ JOCTOBEPHOIT Pa3HMIIbI HATMYMS TeX VWIX MHBIX CUM-
ITOMOB Y IIpeficTaBuTerneil pasHpix TumoB AK, 65110 BbI-
sIBTIEHO TIpeob/IafaHme perypruranny, 601 B IPyLHOI
KJIETKe, M3)KOTY, PBOTHI I KAIIJLS Y MALVEHTOB C IEPBBIM
oM. Jlucarns TBEpROIt M SKMAKON INIH, TOIIHOTA
Yallle BCTPEYa/INCh ¥ MALMEHTOB C TPEThYM TUIIOM II0
CpPaBHEHMIO C ApyruMu. [Ipyrie aBTOpbI 3asBIAIOT, YTO
60711 B TPYAHOIL KJIeTKe JOCTOBEPHO Yallle BCTPEYAITCS
y MALVEHTOB C TPEThUM THUIIOM, IIpK 3TOM 607, CKopee
Bcero, 06yCIOB/IEHBl CIIACTUYECKUMI COKPAIeHMUMU
B MUIIEBOJE, TaK KaK COXPAHSIIOTCA JaXKe IOCTIe poBe-
IeHHOoro nedenns [12].

JTnonorua n natoreHes

HecMotps Ha To 4TO 60/1€3Hb BIEpBbIe OblIa OMMCaHA
300 eT Ha3af, BOIIPOCHI STMOIOTUM [0 CUX IOP OCTAIOT-
Cs HePaCKpPBITHIMY, VI BHUMaHIe MHOTYX YICCTIeTlOBaTeNel
obpaliieHO Ha pelieHye 3Toit 3aaun. OOCYKAAIOTCA Te-
HeTUYecKye IpefIOChUIKM, Ay TOMMMYHHbIe HapyIIeHNA
¥ BUPYCHbIe MHPEKIVN B Pa3BUTUM 3a60/IeBaHMsA, OfHAKO
He VICK/TIOYaeTCsl B3aVIMOJIEIICTBIIE HECKOIBKIX (paKTOPOB.
MorekynAapHO-reHeTI4ecKye UCCIefOBaHNA CTAHOBATCA
Bce OoJee JOCTYIHBIMY U IO3BONAIOT YTOYHUTD IpU-
YJHY BO3HVIKHOBEHU:A 9TOro 3aboneBanusd. B ogHoM u3
HOC/IEHNX MCCefoBanmii [13] 6bUIN BLIAB/ICHDI ABa Ya-
crhix (rs1705003 B rene CUTA nrs1126511 - HLA-DPBI)
U Tpu pefKux BapuaHTa reHoB (CREB5: g.28848865G > T;
ESYT3: g.138183253C>T; u LPINI: g.11925128A > G),
acconumpoBaHHbIX ¢ AK 1 0TBevaroNnyx 3a UMMYHHBIN
oTBeT. HecMOTpsA Ha TO YTO BBIIEMNUTD OIpeJeNeHHbIN
TeH, aCCOLIMMPOBAHHBIN UCKIIounTenbHo ¢ AK, He yaa-
7I0Ch, M3y4aeTcsl HECKONbKO I'UIIOTe3. BepoATHoO, cye-
cTByeT popMa axaja3uy ¢ paHHUM HadajoM, KOTOpasd
HacJIeflyeTcsl 0 ayTOCOMHO-PeLleCCUBHOMY TUITY. DTO
HpefoIoXeHNne TOATBeP>KAaeTcs 6olee paHHUM JCCIle-
nosanueM T. Frieling u coasrt. [14], B KOTOpOM OmucaHb
yetpipe cemby ¢ AK 11 mpoBefieH aHams muTepaTypsl [1o
TaHHBIM JICCTIEfOBaTeNIell, BCTPEYAeTCs IPUMEPHO B IATH
pas 6orble cTy4daeB 3a00/eBaHNUSA OpaTheB U cecTep, 4eM
cmydaeB GONBHBIX POAMTENeil U feTeil. TakxKe OMMCAaHBI
cny4dan 3aboneBaHMst OMU3HEIOB, CPefyt KOTOPBIX €CTh
MOHO3UTOTHBIE ITAPBI, @ TAK)KE AV3UTOTHbIE Pa3HOTO HOJIA.
Henb3s He OTMETUTD IeHeTUYeCKM OOYyC/IOB/ICHHBIE 3a-
6onmeBaHusA, N1 KOTOPBIX OFHVUM U3 MPOSABIECHUI SAB-
nsietcs AK. K takum 6onesusm otHocutcs Curgpom
AAA (cMHApoM axanmasmm — ajiM30HU3Ma — ajlaKpu-
muy, wim cregpoM OJIrpoBa), BKIOYaeT axanasuio,
HaJIIOYeYHUKOBYIO HEJOCTATOYHOCTb IEPBOTO TUIIA
U HELOCTAaTOYHOCTD cle3000pasoBanusa. CuHapoM AAA
acconuupoBaH ¢ reHoM AAAS, xapakTepusyeTcs ayTo-
COMHO-PeLleCCUBHBIM THUIIOM Hac/lIefOBaHUA, HAYaIOM
B PaHHEM JeTCTBe, pa3BUTHEM HAAIIOUYeYHIKOBOI HelO-
CTaTOYHOCTH K IIEPBBIM HECSATY rOfaM >KM3HY U SBIAeT-
Cs1 IPOTPeCCUPYIOIIMM paccTpoiicTBoM [15, 16] .

Cunpgpom AAMR (crHAPOM aakpuMuy, axaaasumn 1 3a-
Iep>KKM Pa3BUTHA) ABJIAETCA ayTOCOMHO-PeLieCCUBHBIM
3ab0jleBaHMEM, XapaKTePU3YIOIMMCS HAa4aaIoM IIpU
POXJEHNM WM B paHHEM JEeTCKOM BO3pacTe, acCOIu-

upoBaH ¢ myTauuaMmu B rene GMPPA. Ilomumo Tpex
CUMIITOMOB, OTP)KAIOLIUXCsl B Ha3BaHMM, OoJee Bapu-
abenbHbIe IIPU3HAKY BKIIOYAIOT TUIIOTOHNIO, aHOMAIUN
IIOXOJIKY, aHM30KOPHIO, a TAK)Ke HAPYLIeHN 3peHNs WK
cyxa. PaccTpoiicTBO IpOABIAET CXOHCTBO C CUHIPO-
MoM AAA, HOo mainmeHTsl ¢ AAMR He UMeIOT HaJmo4ye4y-
HUIKOBOI1 HemocTaTouHocTH [17].

EpuHnyHbIe onmycaHMsA codyeTaHUsA axajaasuyl U Bpo-
JKIEHHOI TJIYXOTBI C BUTW/INTO WM B COYETAaHUM C MU-
Kpoledameil TakXe IPENIOIOKUTEIBHO 00YCIOBIEHBI
reHeTUYIeCKMMIY HapyLIIeHUAMH, A7l KOTOPBIX Ha Cerof-
HAIIHUI IeHb He onucaHo reHoB. MyTanum B rene POLG
CBsI3aHBI CO CIEKTPOM KIVHUYECKNX PEHOTHUIIOB, CPeny
KOTOPBIX OTEK POTOBUIIBI, SIIMIEIICUS, TsDKeNas Helpo-
marus ¢ axanasueil. [18]. B muteparype ommcan ciydair
AK y 6epeMeHHOII XEeHIIVHDBI C MUTOXOH/PUATbHBIM
3ab0seBaHyeM, YCIEIIHO IPOJIeYeHHOI C IOMOILBIO 3H-
mockommyeckoit myuoromun: cunpgpom Kepuca - Ceitpa
(KCC), nnmn MutoxoHApuanbHasA HeIpOKMIIEYHAA 3H-
nedanomnatust. TOUHBIN AMArHO3 He GBUT IONTBEPXK/EH,
IIOCKOJIbKY IIOC/IE NPOBEJeHNA MOJIEKY/IAPHO-TeHeTH-
4eCKOTO JVICC/IelOBaHNsA, B X0Ofie KOTOPOTO ObIIN BbISAB-
JIEHBl KJIMHUYECK) 3Ha4MMble BapMaHThl B reHax RNRI
(MTRNRI) u RNR2 (MTRNR2), nabmogamolecs Jaiie
Bcero y manuenTos ¢ KCC, maumeHTKa OTKa3anach OT
[ajIbHENIIIEro reHeTUYeCKOTo TecTupoBanus [19].

B nonb3y ayTOMMMYHHOII TeOpUM axanasuy CBUJETE/b-
CTBYeT IIOBBbILIEHHAs YaCTOTA COYETAHMUS C Ay TOMMMYH-
HbIMM 3a00/I€BaHUAMM, TAKUMU KaK BUTUIATO, CUCTEM-
Has KpacHas BOIYaHKa u gpyrue [20].

V3 nuTepaTypHBIX ICTOYHMKOB M3BECTHO, YTO T'eH IMCTO-
coBmectumocty HLA-DQPI (rs28688207), oTBevaroruii
3a ayTOMMMYHHbIE COCTOSIHUS, SIB/IIETCS TakxKe (akro-
pom pucka AK [21]. ViccnenoBanue J. Becker [22] moka-
3aJ10, 4TO pacupocTpaHeHHOCTb AK MoxkeT pasmmyarbes
B pasHBIX momynauuax. B monbckoit Boibopke (106 ma-
1eHToB 1 402 maryeHTa KOHTPOonbHbIX) (P=0,84 x 10
oTHoueHue puckos (OP) - 3,52) u B mBexRCKoIt KOrop-
Te (171 mauyenT u 732 malueHTa KOHTPOIBHON I'PyII-
mbl) (P=7,44%x107%; OP - 2,93) ycraHOB/IeHa 3Ha4MMasd
cBsA3b BapuaHTa HLA-DQfI ¢ mepBUYHOI axamasueit.
Z. Vackova u coaBT. [23] mokasany, 4T0 4acTOTa BapuaH-
ta HLA-DQBI(rs28688207) pa3nudaeTcsi Cpefy IIOATUIIOB
aXasla3ni, BBISAB/IAEMBIX C MICIIO/Ib30BAaHIEM MaHOMETPUN
BBICOKOTO paspelleHysA. MyTanus Haubosee pacnpocTpa-
HeHa IIpY [epBOM THIIE, YTO ITO3BOJIAET IPEeIONIOXNTD,
YTO IMMYHOOIIOCPE/JOBaHHbIE MEXaHV3MbI, 3aITyCKaeMble
MyTalyeli, MOTYT UTPaTh 60jIee 3aMEeTHYIO POJIb B IIATOTe-
He3e aToro nopruia. B. Vona u coaBT. [24] oTMevaroT, 4To
y B3pOoCIbIX HanueHToB ¢ cuHapoMoM CAGSSS (OMIM
616007) 3a4acTyI0 AMATHOCTUPYETCS axanasysi MUIEeBOAa
BTOPOTO THIIA, @ IIPU CEKBEHMPOBAHMM 9K30Ma Y TaKUX
HaLUeHTOB ObUIM OOHApY>KeHBI BapuaHTel ¢.2625C > T,
p-Pro909Ser, NM_018060.3 u c.2282A> G, p.His761Arg
B rene IARS2 [25].

AyTOMMMYHHBIVI MeXaHU3M HAIIPSIMYIO CBSI3aH C aHTU-
reHaMy BTOPOTO Kjlacca OCHOBHOTO KOMIIIEKCA TMCTO-
coBmectumoctu (MHC), skcripeccueit monexyn MHC
BTOPOTO KjIacCa B TAaHIVIMO3HBIX KJIETKaX IUINEBOJA,
nHpynyposaHHbIX IFN. BricBoOOXAeHIe aKTUBYUPYeT
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ayTOMMMYHHBIN IIPOIIECC, 9TO, B CBOI0 OYepe/b, MOXKET
IPMBECTHU K PaspylIeHNIO FAHITIMO3HBIX KIETOK INIIe-
Bopa npu AK. CymecTByeT Koppenauus 3abomeBaHus
¢ HLA Broporo kxnacca. Hampumep, y maieHTOB C gyar-
HO30M «aXaJIa3ys KapAyanbHON YacTU INIIeBOJa» BBLAB-
nennl ammeni HLA DQA1*0103 u DQBI*0603. Cuutaert-
A1, 9To 6enmok reHa TuposyHdocdarassr N22 (PTPN22)
KopupyeT numdongHo-crenudpudeckyo docdarasy,
KOTOpasl NOHMKaeT akTuBauuio T-xneTok. [Io maHHBIM
nuteparypsl, BapuaHT 1858T rena PTPN22 cioco6¢TBY-
€T ayTOMMMYHHOMY OTBETY, KOTOPBIil IPUBOAUT K XPO-
HIYECKOMY BOCIIa/IEHMIO ¥ aCCOLMMPOBAH C HEKOTOPHI-
MM ayTOMMMYHHBIMU 3a6oneBanusAMu. [loutn y Bcex
HaLMeHTOB C Pa3HBIMU TUIIAMM aXa/Ia3Uy BBLABJIAIOTCA
B KPOBHU CIlelip1yecKne aHTUTeIa K HepBHO-MbIIIeY-
HOMY CIUIeTeHMIO [26].

ITockonbKy B muTepaType HEOZHOKPATHO YIIOMMHAETCA
coueTaHMe HECKONbKUX ayTOMMMYHHBIX 3a60JIeBaHMIt
Y OFJHOTO MaIeHTa, KOTOPOe BIMsAeT Ha O0/iee TsHKeNoe Te-
JeHIe 3a00/IeBaHIIsI, 3a4aCTYI0 COIPOBOXK/AIOIEeCst BOC-
IajIeHNeM, OT/Ie/IbHOe BHUMAHIe Y/IeNAeTCA BBLABICHUIO
HPOBOLVPYIONX hakTopoB. OMHNM 13 TPUITEPHBIX MeXa-
HM3MOB BOCITaJICHVIA1 Y >KEHILVH HEPEeIKO CTAHOBUTCA bepe-
MEeHHOCTb, 0c00eHHO y HocurenbHut rena HLA-DQfI [21].
Z. Vackova 1 coaBT. [23] M3y4nm 9acTOTy BCTPe4aeMOCTH
nomMopduama HLADQfI cpeny maLyeHTOB ¢ pasind-
HBIMM TUIIAMM aXajlasyy COIIacHO Ymkarckoit kinaccudmu-
Kauyu. B mccnenoBanny npunAmm ydactue 347 nanyeH-
TOB C IOATBEPK/ICHHBIM AMATrHO30M aXaja3)i IIepBOro
Tuma — 26%, BToporo tnmna — 60% u Tperbero tuma — 14%.
Amnens C (BapuanT 1s 28688207 HLA-DQJf31) BbIABIIA€TCS
y 26,9% IanyenToB C IepPBbIM TUIIOM axanasuu, y 16,67%
OO/IBHBIX - CO BTOPBIM TUIIOM 11 Y 10,24% - € TpeTHUM TUIIOM
axarnasuy. ITOT FeHOTUII B3aVIMOCBA3aH C OBPEX/IEHIEM
pelieniTopa K Ba30MHTECTMHATBHOMY IIENITU/Y, KOTOPBIN
PAacIIONOXeH B MEeKIHTEPA/IbHbIX HeJIPOHAX HVDKHEI TPeTn
muiesona u HIIC.

B xayecTBe OCHOBHOJ COCTaBAMLIEN NHPEKIIVOHHOM
TUIIOTEe3bl PA3BUTHA aXanasuy paccMaTpusaetcs Herpes
simplex virus mepBoro tuma, Tak kak ero [JHK u Mukpo-
PHK o6Hapy>xuBaloTcs y HallMEeHTOB C axanasueit [27].
Kak cumraroT snoHckue yueHsle, Herpes simplex virus
3aIlyCKaeT BOCIA/IUTE/IbHbIN IPOLECC 3a CYeT IOBbILIe-
HuA sKcnpeccunt nHTepeliknHos (MJ1), B ocnoBHOM V1
1B B o6mactn HIIC. IIpn sToM HapymaeTcs 3alUTHbIN
MeXaHU3M (arounTo3a BUPYCHBIX YaCTHUII, ITOBBIIIAETCS
aktuBHOCTD VJI 17, VIJI1{3, XeMOATTpaKTaHTOB, 0COOEH-
HO B TKaHAX MBIIIEYHOI 060/109ky B o6mactu HIIC, uto
HPUBOAUT K aKTMBALMM aTOMMMYHHOTO IIpoljecca 3a
cuet pakTopa Hekposa onyxonu (PHO) a, VIJT 1B, NI 6,
VT 8, VIJI 17 u VIJ1 22 [28, 29]. Kpome mpoBocnanuTens-
HBIX areHTOB, B IaTOJIOTMYECKUI MPOoLecC MOAKII0Ya-
I0TCsI TIPOTUBOBOCIIATNTE/IbHbIE U HPOPUOpOTIIECKIIe
uHTepneiikuusl: VJI 4, VIJI 5, pakTop pocTa onyxonu
u vHTepdepoHsl. [ToBbIIeHNe KOHLEHTpALUY UHTEp-
JIEIKMHOB OBIIO Ha3BaHO «LMTOKMHOBBIM IITOPMOMY»,
KOTOPBIT HaOIIORaeTCs IpU KOPOHABUPYCHOM MHOpeK-
1y [30]. Bropoii u TpeTnit TUII aXalasuy XapaKTepusy-
eTCst 6OJIBIINM TIOBBIIIEHEM LIUTOKIHOB, TaKuX Kak VIJI
17, VI 22, untepdepon. TpeTuit TMI OTIMYAICA BBICO-
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KM TIOKa3aTeIAMM alloIITO3a ¥ BOCIa/eHNs. YPOBHM
VT 4 w VIJI 13 6bn BllIe B TPYIIIE CO BTOPBIM TUIIOM
AK, a ypoBeHb TpaHCpOpMUpYIOLIETO PAKTOPa POCTa —
B rpyme ¢ nepsbiM 1 TpeTbuM oM AK. ITpeo6naga-
HIe IPOBOCHAIUTEIbHBIX ¥ IPOTUBOBOCIATUTENbHBIX
VMHTEPJ/IeIKNHOB, a TaKkKe T-Xe/nnepos, Ipon3BOAIINX
3TV MHTEPJIEVKVHBI, B IPYIIIe CO BTOPBIM TUIIOM axasa-
3MM IO CPAaBHEHMIO C IIEPBBIM TUIIOM JOKAa3bIBAET, YTO
BTOPOI TUII aXa/Jasuy ABJIAETCA HadaJbHON CTajuei
U MOKET IIPOrpeccMpoBaTh B IepBbIil TUIL. TpeTnit sxe
THII aXa/ja3uy MOXKHO CYMTATh CaMOVI paHHEN CTajuelt,
OH XapaKTepusyeTcs 6o/ee arpecCUBHBIM BOCIIATIEHEM,
HO MMeeT 6oJIee CIOKHBIN MeXaHM3M PasBUTHUA U Tpeby-
€T falbHeJIIero U3y4eHns.

B cBA3M ¢ pa3sBUTMEM MaJOMHBA3MBHBIX HPOIERYP
U BHEJpeHNeM B IIPAKTUKY MeTOfia IIepOpaibHOI 3HJO-
cxonmueckoit muoromuu (IIOOM) cTaso BO3MOKHBIM
HONy4yaTh ¥ M3y4aTb OuoMaTepuan Ha 6oyee paHHUX
cTagusax sabomeBanusa. Hapsgy ¢ TyMopaibHBIM OTBe-
TOM B BOCIIaJIEHMM Y9aCTByeT K/IE€TOYHBI OTBeT. [u-
CTOJIOTMYeCKOe MCCIefloBaH1e OMOIITaTOB y MallIeHTOB
¢ AK, B3ATBIX BO BpeMsI MUOTOMUY, BBLABUIO Auddys-
HYIO 903MHOQUIbHYI0 MK MuMQOnUTapHYy0 NHOUIb-
Tpanuio, pacnpocTpansomyocs ot obmactu HIIC go
CpemHell TpeTu INILeBoAa. Y MalMeHTOB C axanasuen
B 28,6% ciy4aeB BBIAB/IAETCA 903MHOMMIbHAA MH(UID-
TpalysA CIUSUCTON BIVIOTb O COOCTBEHHOI INTACTUHKI
u B 85,7% Ciy4aeB — B HAPY>KHOII MBIIIEYHOI 060/I0UKe
[31], B TO Bpems Kak B 60/iee paHHUX MCCIETOBAHMSAX 30~
3uHOGWIBI 06HApy)MBanu B 17,6% crydaes [32]. O6Ha-
PY>KeHue 303MHOMIIBHOTO KaTMOHHOTO Oe/Ka, KOTOPBIi
BBICBOOOXKIAETCA IPY AETPaHYILALNY 903MHODUIOB, I10-
3BOJISIET MIPENIIOIOXKNUTD POJIb 303MHOPUIBHOI MHPUID-
TpaLUM B IeCTPYKIMU UHTPaMypa/bHBIX FaHITINEB [33].
Ha paHHBI MOMEHT HAaKOIUIEHO Y>Ke MHOTO JaHHBIX 06
y4acTuu 903MHOGUIBHOI MH(PUIbTpanyu B IaToreHese
axajasyu, MEIOTCS JjaKe CpaBHeHMs OONe3HU C 303MU-
HOQuUIBHBIM 330¢arutoM [34]. Ho nmpuHunmnanbHbe
pasIuauA MeXxy STUMU 3a00/IeBaHVAMM He II03BOJLAIOT
UX 00beVHUTD B OfHY Ipymiy. Tak, BefymmuM cuMITO-
MoM o6oux 3aboneBanmit sABnsgeTcs gucdarus, HO Ipu
axazlasyy OHA HOCUT IIOCTEIEHHBIIl IPOrpeCcCUPYIOLINIA
XapakTep, a Ipu 93 — UHTEPMUTTUPYIOLUINI XapaKTep.
Ha6mogaemsrit mpu 93 n AK «IMTOKMHOBBIN LITOPM»
UMeeT HeKOTOpble 0COOeHHOCTH: Y ITanyeHToB ¢ AK mpe-
obnaparoT VJI, oTBevaromue 3a 06IIYI0 BOCIIATUTEND-
HYIO M ay TOUMMYHHYIO peakuyio, pubpos, Takue kak VJI
17, VIJ1 22, xeMOKMHbBI; y TauneHToB ¢ 93 - UJI, oTBeya-
IOl 33 a//IEPIUYECKyI0 PeaKLMIo, 30TAKCUH, JJeCMO-
IJIeVH, Ka/llayH, GUIarpyH.

Oubpos npu I HabmOAAETCA B CIU3UCTON U TTOACIU-
3UCTOM CJIO€, a IIPY aXajaa3uyl OH BBIABJAETCS B 06Ma-
CTY HEPBHO-MBbIIIEYHbIX TAHI/IMEB Y MbIIIEYHOM C/I0€
BOKpYT HuX. Tak, HanpuMep, y MaIeHTOB C aXaiasyen
HaOJTIofia/IV IIEKCUT, KallVWUIAPUT, BEHY/IUT U TUIIEPTPO-
¢y HepBHBIX OKOHYaHMII [29].

Atpocdudeckie mpoLecchl MPOUCKXONAT B CTEHKE MMIIe-
BOfa: Hab/MIoaeTCsI MbllteHast arpodus u pubpos, oco-
6eHHO TsDKeJIBII IIPY IIepBOM THIIe axaja3un. CHIDKeHe
YJIC/Ia MHTepCTULIMANIBHBIX KeTok Kaitarna, yBemuenne
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TYYHBIX K/I€TOK, CHIDKeHVe NNOS MO3SUTHBHBIX K/IETOK,
S-100 MO3UTUBHBIX K/IETOK OBITIO BBISIBIEHO KUTAVICKMU-
MU Y4eHBIMU, IIpU4eM B OOJIbLIeil CTeNeHN Y MallieH-
TOB C IIEPBBIM TUIIOM aXajIasuyl B CPAaBHEHMN C TPETbUM
turoM [35]. Coxpannsle kneTkn Kaitama o6Hapyxusa-
10TCA Y OOJIBIIMHCTBA MAIMEHTOB C TPeThYM TUIIOM axa-
nasuu [36].

Tucromornyeckoe uccaefoBanme GMONTATOB 13 0OIACTH
HIIC y 43 manueHTOB cO BCeMM TUIIAMM aXalasuy BbI-
SIBUJIO BOCIIQ/IUTEIbHYIO MH(IIBTPALINIO B 00/1aCTI HEPB-
HO-MBIIICYHBIX CIUIETEHMII ¥ B OKPY>KAIOIIMX TKaHAX,
IpencTaBieHHyo iMdonnTamu (88%) 1 s03nHOpMIaMI
(13%). Ha cmeny BocmanieHnio mpuxoput ¢pu6pos u aTpo-
¢ust HepBHBIX OKOHYAHUIL, TaK Ha3bIBaeMbliT aTaHITINO3,
KOTOPBIII HAO/TIONA/IN IOYTH Y BCeX IAIMIEHTOB C IePBBIM
TUIIOM axaias3uy 1 y 13 manyueHTOB CO BTOPBIM TUIIOM.
B cBA3M ¢ 3TUM MOXKHO IIPENIIONOXUTb, YTO IIOTHOE OT-
cyrcrBue paccinabnenus HIIC y manmeHTOB ¢ HepBBIM
oM AK 06yc/oB/IeHO araHINMO30M HEPBHO-MBIIIEY-
HBIX CIUVIETEHMII, B TO BpeMs KaK JaCTMYHOE COXpaHEeHMe
HEPBHO-MBIIIEYHBIX CIVIETEHWII IIPOAB/LACTCA CHIDKEHN-
eM paccrmabnenns HIIC B orBet Ha rnotox [37].
MoTOpUKY IUILEBOJA PEryINpyeT BereTaTuBHas HepB-
Has cucrema. [lepucTanbTuKy nuieBofa u pacciabie-
Hue HIIC KoHTpomupyeT 4acTb BereTaTMBHON HEPBHOM
CUCTEeMBI - SHTepajbHasA HepBHAs CUCTeMa, KOTopasd
COCTOUT M3 C/IOKHOI CeTy HepBOB U cIuteTeHmit. Cylie-
CTBYeT /IBa OCHOBHBIX TUIIa HEIPOHOB: TOPMO3SIINE,
HEPOTPAaHCMUTTEPAMM KOTOPBIX SBIISIOTCSA OKCUJ
asora (NO) u Ba3OaKTUBHBI MHTECTUHAJIbHBIN IEI-
TUJ, X BO30OY>KIaIOIINe, MEeIMAaTOPOM KOTOPBIX CITY>KUT
aleTUIXONMH. B rooBHOM Mosre u nepudepuueckoir
HepBHOII cucteMe NO mposBisgeT MHOTTE CBOJICTBA Hell-
poMennaropa; OH CBA3aH C HEMPOTOKCUYHOCTDIO, ACCO-
LUMPOBAHHON C MHCY/IBTOM ¥ HellpOfieTeHepaTVBHBIMMI
3a00/IeBaHVAMM, HEPBHON PETy/LALMeN I/IafKIX MBIIIL,
BKJIIOYAs [TEPUCTAIbTHUKY [38].

[Tpu usyuennn marorenesa AK yuensie o6patnnn BHI-
maHne Ha red NOSI, xogupyromuii 6e10K, IpuHaze-
JKallIWit ceMeiiCTBY cUHTa3 okcyupa a3ora (NO), koTopble
CUHTE3UPYIOT OKcuf a3ora u3 L-aprunnna. NO nocrosH-
HO npopyLupyertcs sugoTennanbHoit (eNOS nan NOS3)
i HeiipoHanbHoi (NNOS mnmm NOS1) NO-cunTazamn
U B 60Jee BBICOKMX KOHIIEHTPAL[MAX MHAYIMOeNbHOI
¢dopmoit NO-cunrassl (iNOS wmu NOS2) npu ctumy-
JIALMM Pa3lINYHBIX ITPOBOCHAINTENbHBIX LIMTOKIHOB.
HecMoTps Ha CBOIO IPOTMBOOIYXO/IEBYIO U IIPOTUBO-
MUKPOOHYI0 aKTUBHOCTb, abeppaHTHas 9KCIPecCus
iNOS MoXeT 0Ka3bIBaTh HEMPOTOKCIYECKOe JielICTBIE,
0C0o0eHHO 151 HUuTpeprudeckux HelipoHoB. NOS-3aBu-
cuMoe BbicBOOOKaeHNe NO reHeTHYecKy HeTepMIHU-
pOBaHO, U pasnIuYHble MOMUMOP(U3MBI IIPOMOTOPOB
rena iNOS y4acTBYIOT B MHUBU/IyaTbHBIX OTBETAX Ha
MHIYOVPOBaHHYI0 MH(EKIVell aKTUBALUI0 IMMYHHOI
cHcTeMbl. BbICOKOMONMMMOPQHBDIIT TeHTaHYKIeO T/ HbII
(CCTTT) n-noBTOp, PaCIOIOXEHHBII B IIPOMOTOPHOI
obmactu reHa iNOS, MOXeT MMeTh (YHKI[MOHATIbHOE
3Ha4YeHMe [/ perynauun TpaHckpunnuu reHa iNOS.
Pacnipenienienne aneneit IeHTaHYK/ICOTUTHBIX MUKPO-
caremuTHBIX (CCTTT) n 6b1710 U3y4eHO B pa3IMYHBIX

STHUYECKMX TPYIIAX, U OHO OBIIO CBSI3aHO C Ipefpa-
CIIOJIO>KEHHOCTDBIO K MH(EKIVIOHHBIM M 8y TOMMMYHHBIM
3aboneBanusaM [39]. Kpome Ttoro, Illteitep u coaBr. [40]
BBISABI/IN CTyd4ail 3a00/meBaHMsl axanasueit 1 ayTM3MOM
B OIM3KOPOACTBEHHON (ZBOIOPOLHBIE OpaT U cecTpa)
ceMbe apabCcKOTo IIPOMCXOXKIEHMS C TPEMS IETHMI, IBOE
U3 KOTOPBIX ObUIM 60/IBHBI (MaIb4MK JBYX C HOTOBUHON
TeT U fieBouKa mmecTy neT). [Tociie OIHOTO ceKBEeHNpO-
BaHMs 9K30Ma y CeCTPHI UAEHTUDUIMPOBAH BapMaHT
HYK/JIEOTUJJHOI ITOC/IElOBATE/IbBHOCTY B TOMO3UTOTHOM
dopme rs1060499530 (NM_001204218.1: ¢.3708C>G,
p.-Tyr1236Ter) B rene NOSI, npuBopsAILell K 3aMeHe.
MeTtonom cekBeHupoBanus 1o CaHrepy mMyranus 6si1a
o6Hapy>keHa B TOMO3UTOTHOM COCTOSIHUY Y €€ 6ObHOTO
6para 1 B TeT€PO3UTOTHOM COCTOSIHUM y €€ 3[[OPOBBIX
ponuTeeit 1 3TOpoBoOro bparta.

B pa6ore G. Sarnelli u coasr. [41] uccnenoBanu B3aumo-
cBs3p nomumopdusma CCTTT-unpymbenbHoi CuHTa-
3b1 OKcupa asota (NOS2) ¢ axamasueit. JTHK-ananus 6pi1
nposefeH 181 mauuenTaM c axanasuei u 220 nauueH-
TaM T'PyNIbl KOHTPO/A. AHaNIN3 YacTOT ajileniell MoKa-
3aJI, 4YTO MaLUMeHThl, HocuTenyu 10-ro u 13-ro MoBTOPOB
CCTTT, cooTBeTCTBEHHO, peXke U yallle CTpajjany axa-
nasueit (OR (oTHomeHMe 11ancoB) 0,5; 95%-HbIl HOBe-
putenpHbI nHTEpBan (95% W) 0,3-0,5 1 OR 1,6; 95%
IO 1-2,4; p<0,05). [IinHHBIE TOBTOPBI TAKXKe OB 3HA-
4MMO CBsI3aHBI ¢ 60jlee paHHMM HadajoM 3abojeBaHMs
(OR 1,69; 95% oW 1,13-2,53; p=0,01). Ha ocHoBanun
3THX Pe3y/IbTaTOB Pe3IOMMPOBAHO, YTO NOMUMOPIU3M
(CCTTT) npomoropa NOS2 cBs3aH ¢ axanasueil, Bepo-
ATHO, 3a CYET a/IIe/Ib-CIelMPUIecKoil MORY/IALNM IIPO-
RyKuyyu okcrpa asora. R. Singh u coasr. [42] BeisgBuN,
uro nommmopdusmel reHoB eNOS (27 bp VNTR (4b/a)),
iNOS(rs1060826) u nNOS(rs2682826) siBnsitorcs dak-
TOpaMU pUCKa axanasuim. VccimenoBaHme oKasasuo, 9YTo
reHorunt eNOS (4a4a 27bp VNTR) 6b11 60m1ee pacmpo-
cTpaHeH cpeny nauyeHToB ¢ AK, yeMm cpepy 310poBbIX
mopeit (20 (10,9%) mpotus 13 (3,6%); p < 0,001; OR 3,72;
95% JIV1 1,8-7,7), a Tak>Ke HaI[MEHTHI C aXajaas3yen uMeIu
renotutt iNOS22GA daiue, yeM 3g0poBeie (95 (51,9%)
mpoTus 93 (25,4%); p<0,001; OR 3,0; 95% IV 2,1-4,4).
Yacrora reHotniioB GA + AA 6bura Bblllle Y MTAIIVEHTOB,
4yeM 3710poBbIX (97 (53%) npotus 107 (29,2%); p <0,001;
OR 2,7; 95% 111 1,8-3,9). Kpome TOro, BapmMaHTHBII1 Te-
Hotutt nNOS29TT B rs2682826 6b11 60rnee pacpocTpa-
HeH cpeqy OONIbHBIX axajasyell 10 CpaBHEHMIO CO 370~
posbiMu (14 (7,7%) mpotus 6 (1,6%); p<0,001; OR, 5,91;
95% 1IN 2,2-15,8).

BHuManme mccnenoBareneil HEOLHOKPATHO COCPENOTO-
YMBAJIOCh HA M3YYEHMM OCOOEHHOCTEI TMYHOCTY WUIN
BIVSIHUA CTPECCOBBIX (AKTOPOB Ha TedeHMe axasaasuls,
IIOCKO/IBKY TTOJTHOCTBIO HeJIb3s1 MICK/IIOYUTD BIIVISTHME OCO-
6eHHOCTEl QYHKI[MOHMPOBAHWSI BET€TATBHON HEPBHOII
CUCTeMBl Ha IIepPUCTANbTHUKY IMIleBofa. Tak, B cBoell
puccepranyy A.C. TpyXMaHOB He BBIABM/I NIPU3HAKOB
TICUXOJIOTMYECKOM! Jle3aflaliTalluyl VIN APYTUX IIPOsIBIe-
HMIA CO CTOPOHBI BEr€TaTVBHOV HEPBHOI CUCTEMBIL. XOTH,
I10 JaHHBIM METOJVIKY MHOTOCTOPOHHETO JICCTIeIOBaHM
JIMYHOCTY, MEHee YeM Y IIOJIOBMHBI ITALVIEHTOB ObIIN
BBISB/ICHBI IIPVM3HAK) HapylleHus, TpeOoBaBlIe KOH-
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Cy/IbTalUM ICUXMATPA, B T.4. U IOBBILIEHNE IMTIHOCTHOI
TPEBOXXHOCTH, 0COOEHHO B IPYIIIIe TALMEHTOB C IUIIEPKN-
HeTIMYeCKUM BapyaHToM axajasuu [43]. [IpocriexTnBHOE
UCCIIelOBaHNe MTUILEBOSHOM TUIIEPYYBCTBUTENBHOCTI
¥ BUCLIEPA/IbHOI TPEBOIY Y IALMEHTOB C HApYLIEHNEM
MOTOPUKY NUIIEBOAA, B IIEPBYI0 OYePeb aXaIasui, 1o-
Ka3aJIo, YTO TPEBOKHOCTD U IMIIEPIYBCTBUTETHOCTD I
I[eBOJIA MOTYT OBITh HPERUKTOPAMM TSDKENION Jucharun
y marueHnTos [44]. OgHako orjeHKa 3HAYMMOCTH IICHXOJTO-
TMYECKOrO M KOTHUTVMBHOTO (PaKTOPOB IIPENCTABISIETCS
3aTPYRHUTENTBHOI M3-32 OTCYTCTBUS IICHXOTIOTMYECKOTO
06 cIenoBanys MalEHTOB O Hayaia 3a601eBaHus.

Jleyenue

Jleaenne AK mmMeeT 1e/1b BOCCTaHOBUTD IIPOXOAUMOCTD
MUIIEBOA U U36aBUTH MAlleHTa OT CUMITOMOB 3a60-
neBaHys. [109TOMy Kak KOHCepBaTMBHas Tepamus, TaK
U XUPYPrudecKue MaHUITYIALUN ABISIOTCA CUMIITOMA-
TUYECKUM BUOM TE€PAINIL.

B pexoMmeHpanum Mo KOHCEPBATMBHOMY JIEUEHUIO I1a-
[[EHTOB C aXayasueyl BXOAT IperapaTbl aHTATOHVCTHI
KaJIbIIYIeBbIX KaHa/IoB M HUTpaThl. I[I0o faHHBIM MeTa-
aHajM3a MCCIEfOBAHNIT 110 U3Y4YeHMI0 3P PEeKTUBHOCTI
9TUX IIpemnaparoB [45] ObUIO YCTaHOBIEHO, YTO M30-
copbup cumxaer gasnenre mmokost HIIC Ha 10,52 MM pT.
cT. (95% O 7,47-13,57; p<0,0001), atot apdexT gnnt-
¢s1 0T 5 0 60 MMH, 3a CYeT Yero yMeHblaeTcs gyucga-
rus. OfHAKO JOCTOBEPHOI PasHUI[BI MEXY IPEeMOM
usocop6buza u mwiarebo momydeHo He 6su10. ITo faHHBIM
TOTO )XKe MeTaaHanusa, HudeaunuH He o6Iaan mono-
SKUTETbHBIM IeliCTBMEeM HU Ha maBneHue nmokos HIIC,
HU Ha CYMIITOMATKKY. VI3BeCTHO, 4TO 3TM IpenapaThl
obnmafaot mobounsiMm 3¢ peKTaMmu, KOTOpble OTpaHu-
YMBAIOT MX IIPUMEHEHME B [/IUTEIbBHOM PEXIIME: B YETHI-
pex uccnepoBanusx 80 (31,60%) manyueHTOB OTMeYann
rOJIOBHYI0 6071b Ha ¢oHe mpuema usocopbupa (95% AU
11,65-61,82); B ABYX APYIUX MCCIeRoBaHmsx 26 (10,48%)
[ALMEHTOB OTMeYaIN TOJIOBHYI0 6071b Ha poHe Hudenn-
mHa (95% U 3,04-30,41).

MexyHapoRHbIe acCOLMALNI PEKOMEHAYIOT [IPOBefe-
Hue mHeBMarndyeckoit aumaranyy (I1]1) Ha HaYaIbHBIX
cTafusix 3a007IeBaHNs B KaueCTBE METOfA BbI6Opa IepBoit
ymuuni [1, 2]. Kak mokasaHo B OHOM U3 HEMHOTOYMC/IEH-
HBIX Ha 9Ty TeMy PaHZOMUSMPOBAHHOM MCCIIE[OBAHNI
G.E. Boeckxstaens ¢ coaBT., CTaTUCTNYECKON PasHUIIbI
MeXny 9 eKTVBHOCTbIO THEBMOAIATALIM 1 KapAUO-
MMOTOMUM HONY4YeHO He 6b110. IPPEeKTUBHOCTD ITHEBMO-
Iumatauyy 6bUIa OljeHeHa B CPaBHEHUN C JIAIAPOCKOINN-
YeCKOIl KapAyuoMuoToMuen no lennepy n nocnemyomieit
¢dynpommkanyeit o Jopy [46]. B o6eux rpynmax 610
BOCTUTHYTO KIMHUYECKOe yaydileHMe (yMeHbIIeHNe
nucdaruy fo 3 1o mKage JKapaTa), CHIDKEHNUe JaBiie-
HMsI TIOKOSI, YMEHBIIIEHNe BBICOTHI MUIIEBOFHOTO CTOIOA
U y/Iy4IlleHNe Ka4eCTBa KI3HI. VIHTepeCHO OTMETUTb, 4TO
racTpoasodareanbHble peIIOKCHI ObIIN TaKXKe BbIABIIE-
HBI B 00€VX TPyIINax, YTO CTaBUT IIOf, COMHEHIe HeoO-
XOAMMOCTb IpoBeneHrst GYHAOIUTMKALMIA. AHAIOTUIHOE
uccnenoBanue 610 poBeneHo E. Sediqi u coaBT. ¢ 6omee
IUIUTENIbHBIM HaO/TIOIeHVieM B TedeHue Tty ieT. OHaKo
aBTOpaM Y/a/IOCh HOKAa3aTh [IPEVMYLIECTBa KaPANOMIIO-
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TOMUY C TapLIYa/IbHOM (byHnOHnMKaumeﬂ nepen MHEBMO-
AvaTanyeit. bpiTo mokas3aHo, YTO y HallMeHTOB, KOTOPBIM
IIpOBefieHa THEBMOJV/IATALNA, B 36% CIy4yadx peryuuB
MOKeT BO3HUKHYTD B TedeHMe IIATH 7IeT, a B 57% — B Te-
YeHMe JecATH 7eT. Peruame 3aboneBanns B GrypKaninme
IIATH JIeT HOC/Ie KapAYOMMOTOMUY MOXeT BO3HUKHYThb
y 8% mauueHToB, B TedeHMe fecATu net — y 20%. Kpome
3TOrO, Kap/IIOMIOTOMMS B COYETAHUM C PYH/OIIMKALIN-
eil mpefynpex/aeT BOSHUKHOBEHNUE TacTpoasodareasn-
Horo pedrrokca [47].

INepBoiit onbiT npumenenua [IO9M B neyeHny manu-
€HTOB C axajasueil NMpOJeMOHCTPUPOBaNM SAMOHCKUE
ydeHble Bo rnase ¢ H. Inoue [48]: HecMOTps Ha KOPOT-
KM IIepuoy, HabmofieH s, B pe3y/IbTaTe SHTOCKOINYe-
CKOJ MMOTOMMH YHATOCh YMEeHbIINTD Aucdarmio ¢ 10
mo 1,3 6amna mo mikane JKapATa U CHU3UTD [JaBleHue
HIIC ¢ 54 5o 19,9 MM pr. cT. [lecaTunerHee Habmoze-
HIe M0Ka3ano, 4To a¢dexTnBHOCTH [IOOM coxpaHs-
erca y 93,3% manueHToB, HECMOTPS Ha HeO0O6XOIMMOCTD
IPUHUMATh MHIYOUTOPLI IIPOTOHHOI ITOMIBI (B 26,7%
cny4aeB) [49]. CpaBHMUTeNbHBII MeTaaHamU3 3G eKTUB-
HocTy npumeHeHuA [IO9M u kapauoMUOTOMUM B Olle-
paTMBHOM JIedeHMHM GONBHBIX C axajasyeil MMOKasall,
4TO 9H[JOCKOIMYECKIIT MeTOJ MO3BOJIAET JOCTOBEPHO
YMEHBIIUTD Aucaruio u gpyrye cumuromsl [50]. Opna-
KO He yHa/loCh IONYy4YUTh yOenuTeIbHble 00 beKTUBHBIE
JaHHbIe IpeuMylllecTBa Kapauomuoromun uau IIO9M.
B o6eux rpynmax 651 JOCTUTHYT ITOTIOKUTEIbHbIN 3¢-
¢exr (60mee 80%), IPOABIAIOIINIICSA B CHIDKEHIN [aB-
nenus nokos HIIC wau cHybKeHuUn ypoBHS Ancdarun
o mkajne Jkappra (MeHee 3). [Ipu 6onee gmuTenbHOM
Hab/TIOfleHN) YaCTOTa MOMOKUTENbHOTO OTBETA IOCTe-
MIEHHO CHIDKA/IACh U JOCTOBEPHO HE OTINYAIACh OT Me-
Tofja orepatuBHOro edenus. [IOOM addexrusHa B je-
YeHNN He TOIBKO GOIBHBIX C IIEPBUYHON axasasyeil, Ho
n y nanyeHTos ¢ 6onesublo [laraca [51]. B Poccun MeTop
ycnemHo npumenserca ¢ 2013 1., 1 IOCTENEHHO HaKa-
I/IMBAETCS OMBIT IO ero npumeHennmo [52, 53]. Bsiro
BBIABJIEHO, YTO [IOOM MOXXeT COIpOBOXK/ATbCA TEXHU-
YeCKUMIU CIIOKHOCTAMMU U3-3a Gpubpo3a momCcIn3nucTo-
TO CJI051, TIOJIC/IN3MCTO TeMaTOMBI, B CBS3M C HECOCTO-
ATEIbHOCTBIO K/INUIIC, KOTOPbIE YCIEITHO pa3penalnTcs
SHIOCKOIMYECKUM criocoboMm [53].

Pe3ynpraThl AIMTEIBHOTO HAOMIOfEHMs 3a HAlJeHTa-
MU C pasJIMYHBIMY TUIIAMY aXajaa3yuy, KOTOPBIM OblIa
nposefieHa [IO9M mnu kapaMOMMUOTOMMA, TPOJEMOH-
crpuposaiu A.]. Podboy u coasrt. [54]: B rpymnite 60mb-
HBIX C TPETbUM TUIIOM aXa/Ta3Uy yPOBEHb yCIleXa II0CIe
ITO9M okasancs sbie, yem nocine KMT: 53,3 npoTns
44,4%, p <0,05. InurenpHoCTh 3 dexTa cOXpaHsiach
B TedeHnue versipex netT. C. Andolfi n coasr. [55] mpo-
IeMOHCTPUPOBA/IM OMHAKOBYIO BBICOKYIO 3 deKTUB-
HOCTb [IO9M 1 KM y naniueHTOoB CO BTOPhIM TUIIOM aXa-
masu, my4umii 3¢ dext or KM 6b11 fOCTUTHYT B rpyIine
¢ nepsbeiM tunoM (OR 2,97; 95% 1,09-8,03; p=0,032),
a [IO3M - ¢ tperbum tunom (OR 3,50; 95% 1,39-8,77;
p=0,007). AHa/IOrMYHO XYAIINII IPOTHO3 MMEET TPETHUI
tun AK Ha (oHe KapAMOMMOTOMUY ¥ TTHEBMOJAM/IATA-
yuu [56]. MetaaHanus uccnefgoBanuit 3gpdexTUBHOCTH
TOTO VIV IHOTO METOJa JIeYEeH s BBLABII, YTO HALIMEeHThI

06

6/



0630p

68

C TPeTbUM THIIOM aXa/Ia3UM Yallle OTMEYAIOT PelVIMBEI
mucharuu nocne 1] u KMT, 4yto, mo gaHHbIM 330da-
rorpadum, CONPOBOXKAAETCA HapyLIEHNEM 3BaKyalluu
U BBICOKMM CTOAHMEM KOHTpacTa B ININEeBOJe IOCIe
IIPOBE/IeHHBIX OIIePATUBHBIX BMeIIaTeNbCTB. [1o JaHHBIM
MaHOMETPUM IMIIEBOJIA, Y 3TUX IAlXeHTOB COXPAHAIOT-
Cs1 CIIACTUYeCKIe COKpallleHMs B Tejle MUILEBOAa, B TO
BpeM: KaK y Nal[MeHTOB CO BTOPBIM TUIIOM axXaja3un
maHs30gareanbHble COKpAIleHNs COXPaHAITCA B 83%
[12]. Camblit gnuTeNbHBIN IEPUOT, HAOMIOLEHNS 3a Ma-
IIVIEHTaMJl, IIepeHeCIIIMI KapAYOMIOIATHIO, COCTaBIII
17 net, mpy 3TOM KIMHUYECKMiT 3GPeKT COXpaHIICa
y 78,7% GONbHBIX, a TAK)XKe OBUIN BBLABIICHBI TaKue 3a60-
JIeBaHMsA, Kak nuieBox bapperra (y 2,5%) 1 mnockoke-
TOYHBIN pak numesoxa (y 3,7%) [57].

IToctenenHOe CHIDKeHME 3¢ (PEKTUBHOCTY ONlepaTUBHO-
IO JIe4eHM s OTMeYajIu M Ipyrue aBTopsl: ¢ 94,2 10 87,1%.
CornacHo perpecCMOHHOMY aHaIN3y, IPUYMHOI 3TOTO
CHIDKEHNS Ha3bIBAIOT JINTE/IbHOCTb aHaMHesa 3aboJe-
BaHV U IIPOBEIeHHDbIE PaHee SHTOCKOIMYeCcKNe MaHuU-
OyIAIMY TUIA 6Y>KMPOBAHMA VIV ITHEBMOAMIATALVIN
[58]. OueHky 3¢ peKTUBHOCTU IPOBOJUINU C TIOMOIIBIO
OIIPOCHMKA ¥ 930(aroracTpofyoseHOCKOIIN: TTOTOXM-
Te/MbHBII 9 deKT coXpaHsIcsa y 93% MaleHToB Yepes
opuH rofi 1y 90% - 9epes fBa ropa mnocjue KapguoMuo-
tomuu [46]. Ilatunernee nabmopenne E. Sediqi u coasr.
[47] moxasaio, 4To MocIie MTHEBMOAMIATALIY BO3HVKAET
peunaus y 36% n 'y 8% - mocne KMT. Yepes fecATsb net
IIPOLIEHT pelyuAnBa yBenuunpaercsa 5o 57 u 20% coor-
BETCTBEHHO.

VHTpaonepanioHHbIe OCTOXXHEHUA OBIIN BBIABJICHBI
y 4% BO BpeMs IpOBefleHUA ITHeBMOAMIaTauuu (mep-
¢dopanus numesona) 1 y 12% Bo BpeMs MPOBeeHNs
kapguomyoTomyn [50]. HacTo perncTpupoBanm Takue
OCJIOKHEeHM, KaK pedIoKc-330¢arut, penugus, 60m
B I'PyRHOIT KieTKe, auc¢arua. COIacHO MeTaaHaIu3y
[12], wacToTa I'D pedmrokca komebnercs ot 7,5 1o 47%

Nureparypa

ntociie IIO9M u ot 5,6 5o 43% mocie KapAMOMIOTOMNIA.
I[Tpu 6ornee meTaTbHOM M3YYEHUY Pe3yIbTaTOB UCCIENO-
BaHMII BBIACHUTIOCH, YTO, HECMOTPs Ha HaJIM4Me pO3UB-
Horo s3o¢arura y 40%, Tonbko 12,5% mperbaBIsaIn xa-
10681 [59]. [JaHO CIepyIolee pacrpefeieHe 0 CTeeHn
apo3uBHOro 3zodarnura: 20% ¢ 330ParuToM — CTereHb
A 1o Jloc- Anpmxenecckoit knaccuuxaunu, 15% — cre-
nedb B, 5% - crernenp D. CaMbIM 00BEKTUBHBIM METO-
IOM TOATBEPXKAEHNUA pedioKca ABAETCS CYTOYHDIN
pH-MOHUTOPUHT, KOTOPBII IPOAEMOHCTPUpPOBAT Hotee
BBICOKIII YPOBeHb naronorndeckoro pH uepes ogus rog
nocsne neyeHus y 57,8% mauueHtos u y 37,5% — uepes
nBa roga [60].

3aknoyenue

Taxum ob6pasom, AK ocraercsa 3aboneBaHueM c Hey-
TOYHeHHOI stuonorueii. IlInpoxoe mcrnonb3oBaHme
MOJIEKY/LSIPHO-TeHEe TUYEeCKUX VICCTIe[JOBAHNIL TI03BOJINT
BBIABUTD HACIEICTBEHHO 00YCIOB/IEHHBIE 3a00/IeBaHIs
JWIN MyTalluy, OTBETCTBEHHbIE 32 Pa3BUTHE aXajIa3ul.
JlaHHBIX O TOM, 4TO paK MMIIEBOJa pa3BUBAETCA Ha
(hoHe axamasuy, He IIONTY4EHO, HO PUCK €TO BbIIIE B 3TOI
rpyIe 60NbHBIX, YeM B OOBIYHOI MONy/ALMN. B cBA3n
C 9TVM BO3HMKaeT HeOOXOAMMOCTb PaHHel AMarHOCTH-
KI ¥ CBOEBPEMEHHOT'0 JIeYeHNA TaLlMeHTOB LA Ipodu-
JTAKTVIKV OHKOJIOTMYeCKMX 3a00IeBaHMIL.

HecmoTps Ha BHepeHVe HOBBIX METOHOB JUaTHOCTVKIL,
CHCTEMATU3ALIO TIOYIeHHbIX NaHHBIX, MAHOMETPU
IUIIeBOAA BBICOKOTO PaspelleHNs UCIIONb3yeTCs IOKa
OTPAaHNYEHHO. DTUOTPOIHOIN U NMAaTOreHeTNIeCKOIl Te-
pammy axaaasuyu He pa3paboTaHO, TOITOMY BOSHUMKAET
HeoOXOAMMOCTb U3y4eHNA BO3SMOXKHOCTYU IPYMEHEeHUs
MMMYHOCYIIPECCAHTOB MM IIPOTUBOBOCIAMTUTENTbHBIX
npenaparoB. 9P¢GeKTUBHOCTb XUPYPIUIECKOTO jede-
HUA aXa/asuy HeOCIOPUMa, HO TpeOyeTcs B3BelleHHBII
IIOZIXOf, C YYETOM TUIIOB axajaasuy U HaW4IMsi COIYTCT-
BYIOIVIX 3a60/IeBaHMII Y MAI[VIeHTA.
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Achalasia is a chronic neuromuscular disorder of esophagus with supposed autoimmunity, genetic disturbancies

and viral infection. The disease is characterized by poor relaxation of lower esophageal sphincter and absent of body
peristalsis. The inflammation, eosinophilic and lymphocytic infiltration may play role in loss of inhibitory ganglion

in the myenteric plexus. High resolution manometry is a gold standard for diagnosis of achalasia, because it distinguish
three types of disorder. The aim of treatment of achalasia is to reduce symptoms, such as dysphagia. The most effective
modality of surgical treatment are Heller myotomy and peroral endoscopy myotomy. The pneumodilation is less preferable
because of short-term effect and high rate of relapse. The relapse after surgical treatment can be present and correlates
increase with the time after intervention.
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