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Llenb o63o0pa. lpeactaBuTb COBPEMEHHbIE AaH-
Hble 00 3TMoNornMm, NaToreHese, KIMHNYECKON KapTUHe
M OUarHoCTMKe axanasmu Kapaun.

OCHOBHbIE€ MOJIOXXEHUs. Axanasus kapaum npea-
cTaBnsgeT cobor NepBMYHOE ABUraTenbHoe 3aboneBa-
HMe NULEBOAA, NPU KOTOPOM MNPOUCXOANUT MOopaxeHne
MEXMbILLEYHbIX CMETEHUA.

OCHOBHbIMU CUMMATOMaMM axanasum ABNAIOTCA: ANC-
darus, peryprutaums, 60Jb B rpyaHOI KINETKE U Noxy-
haHue. «30/10TbiIM CTaHAAPTOM>» OMArHOCTUKN ABIIeTCS
MaHOMETPUSA NULLLEBOAA, KOTOPAda NO3BONSET OLLEHUTb
[aBJIeHME MOKOS 1 paccnabneHns HUXHEro NuLLLEBO-
HOro CPUHKTEPA N MEPMUCTANIBTUYECKYID aKTUBHOCTb
ONCTaNbHOrO OTAEa NULLEBOAA.

B kayecTBe BO3MOXHbIX 3TUONIOrMYECKUX DaKTO-
POB paccMaTpuBaloTCsl reHeTU4eckasd, ayToMMMYyHHas
1 MHDEKLMOHHAsS TEOPUN.

3akno4yeHue. Ha HacToAWwmMin MOMEHT NMaToreHes,
KIIMHNYECKasa KapTUHa U MEeToAbl ANAarHOCTUKM axana-
31N Kapaun n3y4eHbl A0CTATOYHO NMOAPOOHO, OAHAKO
aTnonorus 3abosieBaHns, HECMOTPSA Ha MHOrOBEKOBYIO
MCTOPUIO BOMPOCAa, OCTAETCA HEU3BECTHON. BonbLuoro
BHMMaHUS 3acnyXuBaeT ayTOMMMYyHHas Teopus 3ab60-
NieBaHus, KoTopas TpebyeT NpoBeOeHus OanbHenLwmnx
nccneooBaHuin.

KnioueBble cnoBa: axanasmg kapauu, aytoaHTuTe-
na, ancdarus.

The aim of review. To-present up-to-date data on
etiology, pathogenesis; clinical presentation and diag-
nostics of cardiac achalasia.

Key points. Cardiac achalasia represents primary
esophageal motor disease with involvement of myen-
teric plexus.

Basic symptoms of achalasia include dysphagia,
regurgitation, chest pain and weight loss. Esophageal
manometry which allows to evaluate resting pressure
and relaxation phenomenon of the lower esophageal
sphincter and peristaltic activity of distal part of the
esophagus is the «gold standard» of diagnostics.

Genetic, autoimmune and infectious theories are
considered for disease etiology.

Conclusion. For the present moment pathogenesis,
clinical presentation and diagnostics methods of cardi-
ac achalasia are investigated in detail, however etiology
of disease remains unknown, despite of centuries-old
history. The major attention is drawn to autoimmune
theory which requires further investigations.

Key words: cardiac achalasia, autoantibodies, dys-
phagia.
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Xaja3us KapAuu IpejcTaB/ser co6oi uauorma-

THYecKoe 3aboJieBaHUe, TPUYNHON pa3BUTHUS

KOTOPOTO ABJISI€TCS BOCHAJeHHe U JiereHepa-
IIUST MEKMBINIEYHBIX CILIETEHUH, TIPUBOSIIUE K TIOTE-
pe TOCTTaHTJIUOHAPHBIX TOPMO3SIIUX HEHPOHOB,
HEOOXOMUMBIX [IJISI PacCJaabJeHus] HUXHeZ0 nuue-
600H020 chunkmepa (HIIC) u mepucTasbTHYECKUX
cokparienuii nunesoaa [33].

OueHb YacTO KapAWOCNAa3M CYUTAIOT CHHOHUMOM
axasia3uu KapJuu Hapsily ¢ Meras3odarycoM U uuo-
MATHYECKUM PACIIIPEHUEM MHUIIEBO/IA, OJHAKO 3TO
yTBepsK/eHre siBJsgercss omuOounbiM. Kapamocmasm
npejcraBysieT co6oil  3a6oJieBaHue, XapaKTepusyio-
mieecsi CTOWKUM CIIa3MOM  KapWH, BO3HHMKAIOIUM
B pe3yJibTaTe [leTreHePaTUBHO-ANCTPOMPUUECKUX n3Me-
HEHUH TIPeraHrJuoOHApPHBIX HEeWPOHOB JOPCATbHBIX
saep 6ay:xaaonmx Hepos [10]. B monb3y pasnuums
aTHX 3a60sIeBaHMil TOBOPUT ¥ TOT (HaKT, uyTo GAJIOH-
Hasi THEBMOKAD/MAJMJIATAIIMS KaK METOJ JIeYeHUs
apderTBeH TOMBKO NMPHU axaaa3uu KapIuu.

IlepBoril cayvail axanasum KapAuu ObLI ONICAH
B 1674 r. anrauiickum gokropoMm T. Williams, koro-
pbIil  YCHENTHO BBbLIEYN TAIMeHTa € MOCTOSTHHOMN
TIPOTPECCUPYIONIell PBOTON paclIMpeHneM MHUIeBoa
¢ momotipio KuToBoro yca [49]. Cmycrs 250 ger,
B 1927 r., A. Hurst, ma6aogasmmii okoyso 20 maru-
eHTOB ¢ aucdarueii 1 pBOTOM, MPEATNONONKII, YTO UX
MIPUYNHON MO3KET ObITh OTCYTCTBE HOPMATHHOTO pac-
cnabaenus HIIC BcJiefcTBre OopraHM4ecKoro mopa-
JKeHUs1 aysp0axoBa HEPBHOTO CIJIETEHMS, M BIEp-
Bble BBEJ TEPMMH <«aXaja3usi», ONpPEJesUB ee Kak
orcyTcTBUe penakcanuu (OT rped, @ — OTCYTCTBHE,
chalasis — paccaabuenne) [21]. Ho Heemorps Ha
MHOTOBEKOBYIO HCTOPHMIO H3yY€HHs 3TOTO. 3a60JieBa-
HUSI, €r0 3TUOJIOTUS 10 Cell IeHb OCTAeTCsT HeU3BECT-
HOM /1J1s1 MCCe/JoBaTeNei.

[Tepucranpruka nuigeBoga u pacciabaenue HIIC
KOHTPOJIUPYIOTCS IHMEPANIbHOU HEPEHOU CUCTNEeMOU
(9HC), npeacrapasomein co6oi  CIOKHYIO CETh
HEPBOB W CILIETeHUIl, PaGOTy KOTOPBIX KOOPMHMU-
pyfor ITHC u sapa 6Gayskaaioniero HepBa, PacioJio-
skenHble B gHe IV skemygouka. Heiiponb, BxXo/s-
mue B coctaB OHC, KOHTPOIMPYIOT ABUTATEIbHYIO
aKTUBHOCTD Jkeaydouno-kuweunozo mpaxma (GKKT)
U pacrosaraiorcd B ayspOaXxOBOM MeKMbBIIIEYHOM
HepBHOM ciieTeHn#. CyIecTBYIOT J/Ba OCHOBHBIX
THIIA HEHPOHOB: 1) TOpMO3siIe, HeHPOTpaHCMUTTEPA-
MU KOTOpbIX siBasiorcst okcud azoma (NO) u easo-
axmusnviti unmecmunarvuoili nenmud (BUID), u 2)
BO30Y KIAlONUEe, MeIUATOPOM KOTOPBIX SIBJISIETCS
auemuaxonun (AX) [18].

lacrosormueckoe uccaeJoOBaHUE MaTepuasa, B3si-
TOTO TIPH AyTONICMM W MHOTOMHU, IMOKA3bIBAET, UYTO
B MEXMBINIEYHBIX CIUIETEHUSIX Pa3BUBAETCS BOC-
nmajeHue, B KOoTopoM mnpuHuMatorT yuactue CDg/
CDg-no3uTuBHBIE ITUTOTOKCHYeCKHe T-muMdoIuTsl,
303UHOMUIBI, TYYHBIEC KJIETKH, ITPOUCXOAUT TOTEPS
TaHTJIMOHAPHBIX KJIETOK M pa3BuBaercs ¢hubpos [48].
Ha wavanbubix craausax 3aboJsieBanus 1peobJiajjaeT

BOCHAJUTEJNbHBIE KOMIIOHEHT C TIOPAa’KeHHeM TJIaB-
HBIM 00pPa3oM TOPMO3SIINX HEHPOHOB, B KOTOPBIX
ocymiecrBisercss cunre3 NO u BUIL. Ilpu panbreii-
IIeM IIPOrPEeCCUPOBAaHUN  3a00JIeBaHUsT OTMEYAIOTCS
ITOJTHAS TTOTEPST 9TUX KJIETOK W 3aMelleHue WX COeIu-
HuTeapHOi TKaubio [19]. TloTepss TopMo3ssux Hei-
POHOB TIPUBOJNT K HemosHOMYy paccaabaenuio HIIC.
A XxapaxTtepHoe /g axXaJa3uW OTCYTCTBHE TIepH-
CTAJIbTUKK MUIIEBO/IA PA3BUBAETCS B CBSI3U C MOTEpei
HEHPOHOB, HEHPOTPAHCMUTTEPOM KOTOPBIX SIBJISIETCS
NO [23].

Axana3zus KapJuu CUUTAETCS JOCTATOYHO PeIKUM
3a60JIeBaHNEM, ee PACIPOCTPAHEHHOCTD cocTasiser 10
cayuaes Ha 100000 nacesnenus [23]. anonaruyeckas
axaJia3us BCTPEYAETCsS HA BCEX KOHTUHEHTAX, MpUYeM
MYSKUYMHBI U SKEHIIUHBI TIOABEPKEHbI 3TOMY 3a60/1eBa-
HUIO 0 nHAKOBO [38]. ¥ B3pocJbIX axasasuio Kapauu
yalie BCEero JMarHOCTUPYIOT B BO3PACTHON TpyIIe OT
25 mo 60 ser. Ha HacTosmmii MOMEHT paccMaTpUBa-
IOTCST TPY OCHOBHBIE ATHOJIOTHYECKHE TUIIOTE3bI: IreHe-
TH4eckast, "H(PEKIMOHHAS U ayTOMMMYyHHas.

I'eneTnyeckas rumeresa

Y ogereifi camoil 4yacTtoll TpUYMHON axaJjasun
kapauun siBasiercst myrtanus rena ALADIN 12q13,
YTO HPUBOJUT K PA3BUTUIO ayTOCOMHO-PEIECCUBHOTO
3a00JieBaHusl, Tak Has3biBaeMoro cuujpoma Allgrove,
i cuHapoMa AAA, XapaKTepu3yolerocsa pa3BuTH-
eM axasia3uu, ajJaKkpuMuu u 6osie3Hu Ajucona [41].

Puck pasButus axanasuu TOBBIMEH W Yy Jereit
¢ tpucommeii 21 (Gonesunio [layna). ITpumepno 75%
takux maiuentoB nmeior 3a6oseBanus JKKT u y 2%
pasBuBaercsd axamnasus [28]. Puck axamazum y nereit
¢ cunzgpomoM /layHa Boitie B 200 pas, yeMm B oOmeit
nomyssin [50].

Eme ogna Teopus, ykaspiBaionas Ha pOJib TeHe-
TUYeCKUX (PAaKTOPOB B PAa3BUTUM aXajaa3uu, CBI3aHA
¢ nosumopduamom rena I[L23R, nokanmzoBaHHOTrO
B xpomocoMe Ip31 OnHa HaXOAUT CBOE MOJATBEPIK-
JleHue B WCCJe0BaHuM, TpoBejeHHOM B Mcmanum,
B XO/le KOTOPOro wu3ydvasucsi IoauMopdusM reHa
IL23R Arg381 Gln y 262 mamnuentoB ¢ axajasueit
n 802 310pOBBIX JI0/Iell. Y CTAaHOBJIEHO, YTO y MY3K-
yuH miaamnie 40 JjleT ¢ axajasWell JOCTOBEPHO dYalre
BCTPEYaeTcst MOJTUMOPGPU3M JJAHHOTO I'eHa, YTO TT03BO-
JIieT caenaTh BbIBOA O BaxkHOUW posu IL23R kak
mpepacrosaraiolnero ¢pakTopa B Pa3BUTUU HMIUOTA-
TUYecKol axamazuu Kapauu [13].

Hafizena taxske acconmanmsi MeXIy axaJjasu-
efi kapamm u crnemududeckuM HLA-reHotumnom.
Uccnenosanne, uposenenHoe B 2002 r., wusyyas-
Iee YpoBeHb IMUPKYJIupyonmx ayroantuten ¢ HLA
DQA1- u DOB1-amnensamMu y naiueHToB ¢ axaJjasu-
eil U 3/I0POBBIX JIMII, [MOKA3aJI0, YTO y BCEX >KEHIUH
u 66,7% MyKYMH C UAMONATHYECKON axasasueil
n DQA1 = 0103 u DQB1 = 0603-annensMu BbISB-
JIEHbl AayTOAHTUTENTA K MEXMBIIIEYHBbIM CILIETEHISIM

[35].
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3ac/y>KuBaeT BHUMAHUSI TEOPHS O HOJIUMOpdu3Me
NO-cunmasvr (NOS), Kotopas mpezcrasiser coboil
epmenT, karammsupyiomuii o6pazoBanue NO us
aprunuHa, kuciaopoga u NADPH. CymectByior Tpu
mna NOS: nefiponanbuas (nNOS), ungynu6enbHast
(iNOS) u sugorenmnanpuas (eNOS). OTBercTBEHHbIE
3a HUX TeHbI JIOKATM3YIOTCST B XpoMocoMax:12q24.2,
17q11.2-q12 n 7q36. B psazge pabor noKaszaH TOJH-
MopduU3M BCeX TpeX TeHOB Y MAIMEHTOB C axajasuei.
[Ipu aTOM waime Bcero BBIABJISIICA TOIUMOPGUIM
iNOS22*A/Ab u eNOS*4a4a [27, 47].

Kpome oxcmaa aszorta, BTOPBIM HEHPOTPAHCMUTTE-
POM TOPMOBSIINX HEHPOHOB SABJSETCS Ba30aKTUBHBIN
UHTeCTHHANbHBIN nentug. OIHUM U3 €ro pelern-
TOPOB sBJsieTcd perientop 1, KOTOPBIN TpUHa/IE-
JKUT K CEMENCTBY CEKPETHHOBBIX U IKCIPECCHPYETCS
PA3JIMYHBIMH MMMYHHBIMU KJIETKAMM, TaKUMH Kak
T-mumdornurel, Makpodarn U JAeHAPUTHBIE KJIETKH
[32]. TMomumopdusm srtoro rema (VIPR,) raxxe
MOKET UTPATh POJIb B PA3BUTUH UMOIIATHYECKON axa-
pasuu. VIPR -ren sokamusyerca B xpomocome 3p22,
U B XO/le HEKOTODPBIX HCCIEAOBAHUN ObLIM MOKA3AHDI
ISTh €ro MPOCTBIX HYKJIEOTHIHBIX HOIUMOpdu3Ma,
takux Kak (rs421558) Intron-1, (rs437876) Intron-4,
(rs417387) Intron-6, rs896 u rs9677 (3'UTR) [31,
32].

leH, OTBETCTBEHHDBIN 3a CHUHTE3 IPOTEUH-THPO-
sundocdaraspr Hepenentopuoro tuna 22 (PTPN,,),
Jokamm3ayercs B xpomocome 1p13.M3-p13 m accorm-
MPOBAH C Pa3BUTHEM AyTOMMMYHHBIX 3a60JI€BaHUN
[13]. Onnoit u3 kogupyemoii uM docdarasz ABISETCS
cnermbudeckast aumpoudnas Gocgpamasa (Lyp),
KOTOpas TpeAcTaBisieT co60i ~BHYTPUKIETOUHYIO
THPO3UHOBYIO (pocdaTtasy, SABISIOMYIOCH BasKHel-
UM peryJsTopoM T-kjaeToyHol akTtuBarmu [22].
[Momumopduam rena PTPN,, C18,8T, korma mpo-
ucxoauT 3aMeHa kogoHa 620°Arg (R) ma Trp (W),
BeaencTBre uero Bmecto Lyp-R620 o6pasyercst Lyp-
W620 u mnoBblmaercss aKTHBHOCTb T-1uMQOINTOB,
siBsieTcsl (DAKTOPOM PUCKA PA3BUTHUSI ayTOUMMYHHBIX
3aboseBannii [42, 44]. UccnenoBanue, nMpoBeIeHHOE
B Vcnanuu, 1mokasajno, 4TO BBIIIEONUCAHHBIN MOJHU-
MOp}U3M TMOBBINIAET PHUCK aXaJda3uu B WCIIAHCKON
nomyJsiiun [36].

HudexnuonHas runoresa

B reuenne muormx Jer Gosesnbp Haraca paccMma-
TPUBAIOT KaK OJUH W3 3THOJIOTHMYECKUX (PaKkTOpoB
B PasBUTUM axajasuu Kapauu. ITo 3abosieBaHMe,
Ha3blBaeMoe TaKKe aMepPUKaHCKUM TPUIAHOCOMO30M,
BBI3BIBAETCS MUKpoopranuamom Trypanosoma cruzi
n BcTpeuaercss B cTpaHaxX JlaTWHCKOW AMepuKH.
3aboseBanne mpoTekaeT B /ABe ¢asbl. [lepsas sBis-
eTcd OCTpOil U CBs3aHa ¢ LUPKyJIdnuell Iapasu-
TOB B KpoBU. Bropas ¢asa mposiBiasSeTcsS B TIPO-
HUKHOBEHNW TPUIIAHOCOM B Cep/lle W MBIIEeYHBIN
CJIOW TIMIIEeBOJIA, T/€ W MPOUCXOANT WX KyMYJISIIHS.
[Tpotecc compoBOXKIAETCS B OCHOBHOM TIOPasKEHUEM

MEKMBIIIEYHBIX CIJIETEHWH MHUIEeBOIa, YTO MPHBO-
JIUT K TOCJEAYIONUM JereHePATHBHBIM M3MEHEHUSIM
B HUX ¥ HAPYIIEHUIO JABUTATENbHON (DYHKIIMU TIHTIIE-
Boa. MMenHno B 31y ha3y TPOUCXOAUT HAPYIIEHUE
paccaabiennss HIIC u pasBuBaercs aTOHMS IHIIEBO-
J1a, KOTOPBIE MPOSIBJISAIOTCS aucdarueii, MUIeBOIHON
PBOTO# M 6OJIbIO MO XOJY THIIEBOJA NP MPOTJIATHI-
Banuny mmmm [11].

B kauectBe BO3MOKHOTO ATHOJIOTUYECKOTO (HAKTO-
pa UUONATUYECKOI axasa3iyl BbICKA3bIBAETCST TAKKe
MPeIoJIOKeHNe O BUPYCHOU TpHUpoe 3a60JeBaHUS.
Tak, cymiecTByeT HeKasi KOPPEJSIUS MEXIYy axasa-
3Mell KapIuu U TPEIIIECTBYIONNMI WHMOEKITMOHHBIMI
3a60/I€EBaHUSIMI, B YaCTHOCTH KOPBIO W OMOSIChIBA-
IOIUM JINIIaeM, BO36GY/IUTENEM KOTOPOTO SIBJISIETCS
Herpes zoster [30].

AyTOouMMYHHas TeOpus

AyTOMMMYyHHasi Teopusl B TaTOTEHe3e axala3un
3aCTy;KUBAEeT OTAEJbHOTO BHUMaHugA. VIHTepeceH TOT
¢akT, 4TO OAMHAKOBBIE AyTOAHTHUTENAa MOTYT BCTpe-
4aTbCsA KaK IPHU TAPAHEOIJIACTHYECKUX, TaK W U/U-
onatuyeckux Hapymenusix moropuku JKKT [24].
[IpumepaMu MOTYT CJyKUTb YacToe OOGHApY:KEeHUe
aHTUHENPOHAIbHBIX HyKaeapHbix anTuTea (ANNA-1)
MIPU MEJKOKJIETOUHOM paKe JIEeTKUX U aHTHUTEe K KJeT-
kaMm Iypkunpe (PCA-1) npu KapumHoMe SHYHHKOB
M MOJIOYHBIX >KeJie3, NMPHU COIYTCTBYIOIUX MM Hapy-
HIEHUSIX JBUTATENbHON (QyHKIMU TmieBoaa [25, 29].

Kak ycraHoBieHo B psje paboT, B MOMYJSAIUN
MAI[IEHTOB C axasjas3Well KapAuu BO3PACTAET PHCK
Pa3BUTHS ayTOMMMYHHBIX 3aboseBannii. Tak, mpo-
Benentoe B Kanazge mccaemoBanue, BrJioudasiinee 193
HalenTa ¢ JUArHO30M WAMOTIATUYEKON axaJas3ui,
MOKA3aJI0 TIOBBIIIEHHBINI PUCK PA3BUTHS HEKOTOPHIX
ayTOMMMYHHBIX 3a00JIeBaHUNl Yy 3TUX TIAIIMEHTOB
B CpaBHEHHHM C KOHTPOJbHOHM TPYyMIOH: caxapHOro
nuabera 1-ro tuna B 5,4 pasa, runorupeosa B 8,5
pasa, cunapoma Illerpena B 37 pa3, cucreMHON
KpacHoil BoJiYaHKU B 43 pasa u yBeuta B 259 pas,
4yTO B OOIIEM /IA€T TIOBBINIEHNE PUCKA ayTOUMMYHHbBIX
3a6o/ieBaHUil y MalnMeHToB ¢ axanasueir B 3,6 pasa
[12].

B HeKoTOpbIX WCCJAEIOBAHUSIX JOKA3aHO COYe-
TaHWE axaja3uyd KapAuu ¥ TUPEOUIHON IaToJIO-
run. Tak, B ucciaeoBaHuu, NTpoBeleHHOM B Vpane
B 2007 r., cpenn 30 manuentoB ¢ axamasueir y 23,2%
BBISIBJIEHA TATOJIOTHS NIMTOBUIHOW >KeJe3bl, U3 HUX
y 13,3% — runorupeos, y 6,6% — rumeprupeos
uy 3,3% — syrupeounsiii 306 [15].

B ogHoM u3 mociaesHux WCCAELOBAHUIN, BbIIOJI-
HeHHOM B kJuHuKe Mbsito B CIIA, usywancs mpo-
$uab TUPKYJUPYIONIMX ayTOAHTUTEN Y OOJBHBIX
¢ nmepBu4HON axamasueil (n=70) M 3MOPOBBIX JIIOAEH
(n=161) [34]. ITauuenTs ¢ axanasueil MOABEPraguch
THIATEJbHOMY cOOPY aHAMHE3a: YTOUYHSINCH JIaHHbIE
0 HaJWYuMU caxapHoro auabera 1-ro THUIa, THPEO-
WJHOW TATOJIOTUW, TEPHUIMO3HON aHeMuu, BUTH-
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Yacrora o6HAPYKEHHsI ayTOAHTHUTEJ Y TAIMEHTOB C axasjasueil 1 B KOHTPOJIbHOIT Tpyrme, %

AyToaHTtuTesa

K nukoTruHOBBIM aneruaxoanHosbiM perentopam (AChR):
TaHTJIMOHAPHBIN TUIL
MBIIIEYHBIN THII
K kasbnmeBbIM KaHaIaM:
N-tun
P/Q-tun
K xasmeBbIM KaHaIaM
AnruHeiiponaibHble Hykaeaphbie antutesa (ANNA-1)
K pekap6okcumiase riayraMuHoBoii kuciaorbl (GAD6S)
K ckeseTHbIM MbllIIIaM
K uncynuny
K knerkam octpoBkoB Jlanrepranca

K mapuerasbHbIM KJIE€TKaM KeJyaKa

K tupeonepokcuzmase

Tabauya 1
Axanasus (n=70) Konrpoup (n=161)
0 0
1,4 0
1,4 0
0 0
1,4 0
0 0
21,4 2,5
25,7 4,4
0 3,7
1,4 1,0
5,7 1,9
20,0 12,4

JIUTO, PEBMATOUJHOIO apTPUTa, CUCTEMHON Kpac-
HOI BOJIYAHKM, TAaGAKOKYpPEHUU, BJIUSHUU Tpodec-
CUOHAJIBHBIX BPEJHOCTEH, a TaKXKe OTSATOIIEHHOM
ceMellHOM aHaMHe3e 110 aXajlas3uy, OHKOJOTMYECKUM
" ayTOUMMYHHBIM 3a060JIeBaHUSAM. Y BCeX IMalMEeHTOB
HCCJIEZIOBAMach ChIBOPOTKA KPOBHW Ha CIEKTP HeHpo-
HAJbHBIX AYTOAHTUTEJ: AHTUTETAa K HHUKOTHHOBBIM
pertenitopaM AX — TaHIJTMOHAPHOMY W MBIIEYHOMY
iy (AChR), anTHTETa K KaJIMEBbIM U KAJbIINEBHIM
KaHamaM — P/Q-tum m N-tum, K gekapGoOKcMIa-
3e rayrammuHoBoii kucmorel (GADG65), —aHTHTE A
K CKeJEeTHBIM MBIINIIaM, aHTHHEHPOHATbHBIE HYKJe-
apubre antutena (ANNA-1), u3BecTHBIE TaKKe IIOJ
nagBanmem anti-Hu, u gpyrume opranocnenugny-
Hble aHTHUTeNa: MapKeéphl caxapHoro aumadera 1-ro
TUIIA — aHTUTeJa K WHCYJINHY, K KJIeTKaM OCTPOBKOB
Jlanrepranca, aHTtuTesla K TAPUETAJBHBIM KJETKAM
JKeJYJIKA U TUPEOTIEPOKCUIA3E.

CornacHo  pesyJbraTam, MpeCTaBIEHHBIM
B Taba. 1, HU y TAIMEHTOB C axajasueil, HU B KOH-
TPOJILHOU TpyTiNie He ObLI0 OOHAPY’KEHO AHTUHYKJIe-
apHbIX HEHPOHATBHBIX AHTUTEJ W aHTUTEN K TaHTJINO-
HapHbIM perentopaMm AX, KOTOpbIe MOTYT WMETb
MECTO P HapaHeoliacTnieckoit axanasun. OgHAKO
25,7% GOJBHBIX ¢ MEPBUYHON axasasneil MMeIn OIHO
win Gojiee HEHPOHAJNbHBIX AHTUTE] K CKeJEeTHOU
MYCKyJIaType, TOT/Ia KaK B KOHTPOJBHOI TPyIiie OHU
GbLTH BBISBJIEHBI JUIb y 4,4%. Cpeau MalueHToB
¢ axanasueil y 21,4% HaiijeHbl aHTHTEJA K J€Kap-
GOKCUJIa3e TJIyTaMUHOBOH KUCJAOTHI (B KOHTPOJIBHOI
rpymmne y 2,5%), XOTs TOJAbKO OJIMH MAI[MEHT CTPaIal
caxapubiM jauaGerom 1-ro tumna. [lanHoe wuccieno-
BaHMe, KaK U BBIIIEYIIOMIHYTbIE, TOKA3aJ0 TaK¥Ke,
4YTO y OGOJIBHBIX C TIEPBUYHON axasasueil JOoCTOBEp-
HO BbIIlle yPOBEHb OpraHocrnenu@uyecKux aHTUTEI:
K Ttupeonepokcugase (BoraBaenbl B 20% B rpyime
axajasun 10 cpaBHeHuio ¢ 12,4% B KOHTPOJIBHOIL

IpyIIe) ¥ aHTUTE] K NapUeTaTbHbIM KJIETKaM eIyl
ka — 5,7% uporus-1,9%.

ITpoBeeHHoe ' KPyNMHOE MCCIeA0BAHUE TTO3BOJISET
elnre pas 3ayMaTbCsi UIMEHHO 00 ayTOMMMYHHON 5TH-
OJIOTHU TIEPBUYMHON axXasa3nuu u TpedyeT JaabHEeRIIero
N3y9CHNS.

Kiunuveckas KapTuHa
U/IUONIATHYECKOl axaja3u Kapauu

OCHOBHBIM CHMIITOMOM aXaJa3uu KapAuu SIBJISI-
ercst gucarusi, oHa Berpedaercss y 99% MaIlueHToB
npu ynorpebiaeHnn TBepaoi munm u y 90—95% mpu
npuemMe KUAKON nuimu [33].

ToBopst 0 cummnToMe aucdaruu, HaAO OTMETUTH,
4TO ee MOJPA3/EJISIOT HA IBA BUIA — POTOTJIOTOYHYIO
n nunieBoanyio. IlumeBonnas aucdarus xapaxrepu-
3yeTcsi HapylIeHHeM IPOXOKIEHUs ITUIIN O IHIIe-
BOJLY, KOTOPOE TAITMEHThI OIYIIAIOT KAK 3aTPyIHEHUe
IpU  TJIOTAHUH, JOKAJIU30BAHHOE PETPOCTEPHATIBHO
WM Y MEYEBUHOTO OTPOCTKA.

Bbigensior Tpu THIA TPUYMH MHUIIEBOIHON [IHC-
daruu [26]:

— TIOpaKeHHS CJIU3UCTONW OOOJIOUKH MHUINEBO/A
(«BHyTpeHHHE»), KOTOPBIE NPUBOJAAT K CY’>KEHWIO
MpOCBeTa BCJEACTBUE Bocmajdenus, ¢ubposa wuin
pOCTa OIyX0Jiu;

— Gostesnu cpenocrenust («HAPY>KHbBIE» ), BbI3bIBA-
io1ie 0GCTPYKIIUIO MUIIEBOA IyTeM IPSIMOTO C/IaB-
JIEHUSI MJIN U3-32 YBeJIUYeHUs JUM(ATUIeCKuX y3JI0B;

— HellpoMblIllIeuyHble 3260J1€BAHNUS, MOPAKAIOIINE
[JIQJIKUe MBIl TUIIEBOJA ¥ €ro WHHEepPBaIHIo,
Hapylamone nepucTaabTuky Jjauéo pabory HIIC,
unu o u apyroe (axanasus Kapaum).

[lucdarust nipu axanasuy Kapaun XapakTepusyercs
BHE3AITHBIM HAYAJIOM, OOBIYHO CPEIM TOJHOTO 3/I0PO-
Bbsl, U TIOCTEIIEHHBIM IIPOTPECCUPYIONIUM TEYEHHEM:
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BHayaje OTMeyaeTcsl HapyllleHHe IIPOXOKJICHUS IO
NUINEeBOLY TBEPAOH, a B IOCJeAyIomeM U KHU/KOI
mumy. Takue cocTOSHUS, KaK HEPBHOE NepeBo36ysK/Ie-
HUe, HelpUBbIYHAS OOCTAHOBKA, PA3rOBOPBI BO BpPeMs
e/ibl 1 GBICTPOTA MpHUeMa UM, OCOGEHHO TLIOXO Tepe-
JKeBaHHOM U XOJIOAHOW, yCUJIUBAIOT AuUCharuio.

Jlucharus MOKeT CONPOBOXIATHCS UYBCTBOM
3aZIep’)KKM I B THUIIEBOZE Ha KaKoe-TO BPeMs
C <IIPOBAJIMBAaHNEM» 3aTeM B Keayaok [1].

[TammeHT MOXKET C€aMOCTOSATEJNbHO YMEHBIINTD
yKa3aHHbIe TPOSBICHUS PA3JIUYHBIMU MPUEMaMU —
3aMMBaHNEM TN OOJBIMUM KOJUYECTBOM SKHUIKO-
CTH, 3arjaTblBaHWEM BO3/yXa, MOBTOPHBIMU TJIOTA-
TeJIbHBIMU ABWKEHUAMU WM X0AbOoi. HeMasoBaxkHa
U TeMIeparypa IPUHUMAEeMON TNUIIK: OOJbITMHCTBO
GOJIbHBIX OTMeYaloT Jiydlllee IPOXO3K/JeHHe TeIIoi
WM ropsyell MUIIK 110 CPABHEHUIO C XOJIOJHOM.

Kpome pucarnu pis nanmeHToB € axajaszueit
KapJ¥ XapaKTepHa aKTUBHASI W TACCUBHASI PETyp-
ruTanus, Kotopas Bcrpedaercss B 84 u 68% coot-
BETCTBEHHO. AKTHBHAsl PETyprUTalMsl TMPEACTABISET
co60il CpBITUBAaHUE TOJBKO YTO CHEJECHHON I
WIN CJAn3u. IJTO BCTPedYaeTcsl TPH HE3HAUYNTETbHON
JUJIATAIUN  TIUIEBO/Ia, TOT/a KakK ero 3HAYNTeNb-
HOE pacliMpeHne MOXKeT TPHUBOJUTb K OTCPOYEHHON
peryprutanui, o6beM KOTOPOil CyNIeCTBEHHO GOJIbIITe,
4yeM B mepBoM ciaydvae. IlaccuBHas peryprutanus Bo3-
HUKaeT BHe IpHeMa MUIIU, Yallle TPU TOPU30HTAIb-
HOM TIOJIOKEHWH TAI[MeHTa U MOXKET COIMPOBOXKAATHCS
acrupaleil AbIXaTteJbHBIX IyTell, KoTopas, B.CBOIO
oyepeZlb, MOXKET BbBI3bIBATb CHMIITOMBI CO CTOPO-
Hbl [JbIXaTeJbHOH CHUCTEMbl — OJBIIIKY M Kalllesb
U MacKUpOBaTb OCHOBHOe 3a6oJieBaHue.

Hano ormeruTb, 4TO HOYHON Kallejb, HapszLy
C CUMIITOMOM <«MOKPOH MO/YHIKW», CBHU/IETEIbCTBYET
0 JIeKOMIIEHCAIINHN aXaJIa3un KapAuH U CIYXKHUT abco-
JIIOTHBIM TIOKA3aHWEM K TIPOBEACHUIO ITHEBMOKAP/NO-
qnatanun [8].

XapakTepHbIM MTPU3HAKOM axXaja3w SBJSETCS
MOTePst Macchl Teja, 4YTO quarHoctupyercss B 61%
CIy4aeB M KOPPETUPYET C TSKECThIO TeueHus 3a00-
JgeBanusi. CpeHSS TOTEPS MAacChl Tela COCTABJSET

5—10 r [3].
Eme oanoil tunuunoit xaso6oil 60JIbHBIX CYNATA-
ercst 60JIb B TPYAHOW KJIE€TKE — BCTPEYAETCS TIPHU-

MepHO y 59% IalueHToB, Yallle B MOJIOJAOM BO3pac-
te [14, 23]. Bosn Moryt BO3HMKATh KaK BO BpeMs
npueMa iy (IPUYUHON SABJSETCA TePepacTsKeHIe
CTEHOK THUIIEBOJA) M IPOXOAUTH MOCJE CPHITMBAHUI
UM <TIPOBAJIMBAHUST> THIA B JKETYJO0K, MOTYT ObITh
BbI3BAHBI TaK}Ke CIIA3MOM TJIAJKOW MYCKYJATypPhbl
MUIIEBO/IA ¥ BOBHUKATH KaK BO BPEMS eJlbl, Tak 1 6e3
4eTKO# cBsI3u ¢ Heil. /st Tpetn GO/bHBIX axajiasuei
Kap/iuu XapaKTepHa JKrydast 60Jb IO X0y MUTIEBO/IA,
BO3HHKAIONIAS BCJIECTBIE TPSIMOTO Pa3ApaskaioIiero
JIeiCTBUST Ha TIWTIEBOJ] OCTATKOB 3aeP;KUBAIOIICHCS
MU W JIAKTaTa, TPOAYKIMS KOTOPOTO IOBBIIIe-
Ha Tpu M30BITOYHON OaKTepHasbHON (epMeHTann
COXPaHSIOMUXCS B MUMIEBO/E yTaeBoAoB [39].

Y 8% mnanueHtoB OTMEYaeTcs HMKOTa, OCHOBHOI
MPUYMHON KOTOPON SIBJISIETCST JIJINTENbHAsT OOCTPYK-
1Us  JIMCTAJTbHOTO OT/Je]a THIEBO/IA, ITTPUBO/ISIINAS
K pasapakenuio auadparmanbHoro Hepsa [37, 38].

Nuddepennuaipuasi [HarHoCTHKA

[uddepernnanpayio INATHOCTUKY aXaTasnul Kap-
JINU TIPOBOJIAT CO CJELYIONMMHU 3a00JI€BAaHUSMHU.

1. CyskeHne THIEBO/a BCJEACTBHE OITyX0JEBOTO
nopakenuss HIIC xapakrepusyercst Tporpeccupy-
IOIUM  cUMITOMOM Jucdarn, Kak W [pH UCTHH-
Hoil axasasumn, OJHAKO OBICTPO MPOrPecCUpyIoNiast
oTepsl Macchl Tesa U MOKHUJION BO3PACT MAIMEHTOB
TOBOPAT MMEHHO B I0JIb3Y 3JI0KaYeCTBEHHOIO Iopa-
skeHus. IIpu pusnkasIbHOM 0CMOTpE MOSKHO BbISIBUTH
najgbupyemMoe o6pasoBaHue B OPIOIIHOW IMOJOCTH
n guMmdoaneHonaTuio. /las TOYHOTO yCTaHOBJIEHUS
JIMaruo3a HeoOXOMMO MHpOBejeHNe 330¢hazozacmpo-
dyodenockonuu (ITC) [2].

2. Ilentnveckast CTPUKTYpPa, KaK IMPaBUJIO, SBJISI-
€TCsl  OCJTOKHEHWEM [ITUTEJbHO TeKylell TacTpo-
a3opareanbHOll  pedIIIOKCHON  60T€3HN, OCHOBHBIM
CUMIITOMOM KOTOPOM sIBsieTcsl u3kora. [lis Hee
TaK)Ke XapakTepHa Jaucdarusi, OJHAKO OTMeYaeTcs
3aTpyZIHEHNE TIPOXOXKAEHUS 1O THUIIEBOAY TOJIHKO
TBepAoil nuiw. B mnane puddepenimanbhoil gua-
THOCTUKE BaXKHO IIPOBe/leHNEe MAaHOMETPHH U PeHTre-
Horpaduy MUIIEBO/LA C €r0 KOHTPACTHPOBAaHUEM, II0
JAHHBIM KOTOPBIX He OTMeyaeTcs PACHIMPEHUs IIpo-
CBeTa IUIIEBOJA, a [PU BEPTUKAJBHOM MOJIOKEHUU
TeJla KOHTPACT B OTJIMYHe OT axXajasuy He 3a/epKu-
Baercd. [Ipu IT/IC BO3MOXXHO BbISIBJIEHNE 3PO3UN
n ydactkoB nmimeBoga bappera. Hamo ckasath, 4To
MoTepsl MacChl Tejla He XapaKTepHa /IS MeNTHYeCKOi
CTPUKTYPBI B OTJIMYME OT aXaJas3uu.

3. Ilpu umeMmuveckoit 60JI€3HU cepllla OCHOB-
HBIM KJUHUYECKUM TPOSIBICHUEM SBJsSeTCS 6GOJb
B TPYAHOH KJeTKe. ITOT CHUMIITOM IIPaKTUYECKU
HEBO3MOXKHO OTJUYUTL OT TAKOBOTO NPH axaJsa-
3UM KapAu, OCOOEHHO €eCJU CTEHOKapJus ITPOBO-
nupyetcss npuemMoM nunu. He momoraer B aud-
depeHIINATBHON JUATHOCTUKE U TOJOMXKUTEJIbHbIN
addekT oT mnpueMa HUTPOTJUIEPUHA, TaK Kak
60 TIpU axajasuu, KaKk ¥ TNpPU HUIIEMHYECKON
60JIe3HN cepJIla, KYIHPYIOTCS IOCJe ero mpHeMa.
JJylekTpoKapauorpadusa TakxKe He Bcerja BHOCHUT
SICHOCTb B JMarHo3, MOCKOJIbBKY MpU axajga3uu
MOTYT PETUCTPUPOBATHCS Hecheluduyecke maMe-
HEHUS KOHEYHOW YacTh KeJyJO0YKOBOIO KOMILIEK-
ca, a WmeMuss MUOKap/a, B CBOIO O4Yepeab, MOXKeT
HOCUTb CKPBITBI XapakTep W BBISABJAATLCS Ha
IOKT nump npu ¢usudeckoit Harpyske. [loatomy
B CIIOPHBIX CHUTyalusgX HeOOGXOJAMMO MPOBOJUTH
KOMILJIEKCHOE KapAMOJOTHYecKoe WCCAeJOBaHNnE,
BRJIIOYAIOIIEE BEJOIPTOMETPHUIO WU TPIIMUJI-TECT,
axokapauorpaduio U KOMOMHUPOBAHHOE HCCJIEN0-
BaHWE — CYTOYHOE XOJITEPOBCKOE MOHHMTOPHUPOBA-
HUEe U 24-4aCOBYI0 MAaHOMETPHIO IHUIIEBO/A.
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4. Bpoxaennbie MeMOpaHbl M KOJIbIIA MHINEBO/A
Ipu uX HeOOJBIIOM pa3dMepe 4YacTo ocraioTcs Oec-
CUMIITOMHBIMU ¥ MaHU(ECTUPYIOT TOCJ€e BBEIEHUS
B pallioH pe6eHKa TBEPAOil MUIMU TaKUMH CHMIITO-
MaMi, Kak aucdarusi U CPbhITUBaHUE BO BPEMs N
mocJie KopmJieHust. Y Jieteii 6oJiee ctapiiero Bo3pacra
BO3HUKAET XapaKTepHasl /IS UNOTATUYeCKOil axasa-
3UM PBOTA THUIIEBOAHBIM COJAEPKUMBIM, UYTO 3aTPY/.I-
HSeT MOCTAaHOBKY MPaBUJIbHOTO AmarHo3a [20].

5. HeBporennasi anopekcusi 0OBIYHO BO3HUKAeT
y MOJIOJBIX SKEHIMH B OTJINYUE OT aXaJa3uh, KOTO-
pasi BCTpedaercss B O/JMHAKOBOW Mepe y My KUuH
U JKEeHIIUH U XapaKTepu3yeTcst pa3BuTueM Aucdaruu
W PBOTBI JKEJYIOYHBIM COAEPKUMBIM, KOTOPbIE YacTO
MPOBOIMPYIOT MCUXOTPaBMUpYome curyanuu. /s
JTAHHOTO 3260JIEBAHNUST TAKKE XapPAKTEPHO TTOXY/IaHHE.

/Ilnarnoctuka

JlaGopaTopHbie HCCJIeT0BaAHUS

Bcem mammenTtam ¢ axasnasueil kapauu TpeOyercs
npoBejieHue 0O0IIero aHajan3a KpoBu, KoaryJorpaduu
(a1 ycTaHOBJIEHHMsS pHCKA Pa3BUTHS KDPOBOTEUE-
HUS Tepeji BBINOJHEHUEM ITHEBMOKAP/INO/IUIATAIINN
WM XUPYPTUYECKUM BMEIIATeNbCTBOM), ONpee/IeHIe
YPOBHSI KpeaTHMHWHA, aTbOyMUHA CBIBOPDOTKH KPOBH,
MpoBe/ieHre OOIIero aHajn3a MOYU C OIpeeeHueM
KETOHOBBIX TeJ, KOTOpble OOHAPYKUBAIOTCS B MOYE
[pHU JJUTEIbHOM rojiofanuu [8].

HucTpyMeHTaIbHbIE HCCJIEJOBaHHS

[lng monaTBepKAEHWSA aUarHO3a WANOTMATHYeCKON
axaja3uu HeoOXOIUMO TPHUMEHEHNEe WHCTPYMEHTAJb-
HbIX MeTO/IOB o6cjenoBanust — peHTreHorpaduun
numieBoga ¢ KourpactupoBanueM, II/IC u manome-
TPUHU, KOTOpAas TPU3HAHA <30JIOTBIM CTAaHIAAPTOM>
JUArHOCTUKH.

Ilepen BbIIOIHEHNEM PEHTIEHOKOHTPACTHOIO
MCCJIeTOBAaHUS HEKOTOPbIE aBTOPBI PEKOMEH/IYIOT MPO-
BejileHne 0630pHOIT peHTreHorpaduu TPy IHON KJIETKH,
M0 pe3yJbTaTaM KOTOPOW MOXKHO OIPEJEeTUTh yPo-
BEHb JKHUJIKOCTH B CPEJOCTEHWH, HAaJM4Ne KOTOPOU

06yCJIOBJIEHO 3aCTOEM IHUIIEBBIX MacC B MUIIEBOJIE,
a TakyKe BBISIBUTH PACIIUPEHNe CPEIOCTEHMS U OTCYT-
CTBUE TA30BOTO Iy3bIPs JKeayaka [6].

[Ipu penrrenorpadun nuieBoa ¢ 6apueBoii B3Be-
cbl0 y GOJIbHBIX C axajasweil BBbISIBJISIOT OTCYTCTBUE
MTEPBUYHON TEPUCTAJBTUKU B JIUCTAJbHOU % MHUIIE-
Boja. IIpocBer mocienHero, Kak TPaBUJIO, PaCIIH-
peH, HO WHOT/Ia MOXKeT UMeThb S-o6pasHyio ¢dopMmy,
TUTIMYHON HAXO/JKOI ObIBaET KOHYCOBHJIHOE CYy>KEHUE
B o6nactu HIIC, moxoskee Ha <«MBININHBIA XBOCTUK»
WJIN «ITHYUH KTI0B». OTMeuaeTcst 3aMe/|JIeHre 9BaKy-
Al KOHTPACTHOTO BEIECTBA W3 MUIIEBOJA B XKEJY-
ok [40].

Jlnst axana3uu xapakTepHa MOJIOKUTeNbHAsST TTPo6a
Xypcra, Kor/ja Hayaao ONMOPOXKHEHUS THIIEeBOa MPo-
HCXOJAUT BHE aKTa IJOTAHUS WU 3aBHCUT OT BBICOTHI
croyiba 6apueBOll B3BECH, NPU TOM IPU MOBbIIIEHUN
nokasarensi rujpocratTudeckoro jgasienus HIIC pac-
KPbIBA€TCSl MU KOHTPACTHOE BEIECTBO <«IIPOBAIMBAET-
Cs» B JKETy/OK.

IIpu npoBeneHUM KOHTPACTHOTO MCCJIEI0Ba-
HUSI Ba)KHOE 3HAaueHWe WMEIOT (apMaKoJornueckue
npo6oel  [4]. Illupokyro u3BecTHOCTb HpuoOGpesa
npo6a ¢ HuTporJauiepuHoM. [lamueHTy uyepe3 HEKO-
TOpOE BpeMsl Mocjie BBeleHusT OapreBoil B3BECH JIAlOT
CyOTMHTBAIBHO 1—2 TabJeTKU HUTPOTJIUIEPUHA, YTO
PN -axXaja3ud BbI3bIBaeT cHMKeHne ToHyca HIIC
u ObICTPOE TPOJBUIKEHUE KOHTpAcTa M3 IHUIIEBO/A
B JKenyldok. CyIlecTByOT TakxKe TIpoObI € Kap-
6axOMHOM WM AalleTUJIXOJTMHOM, TP BBEJICHUH
KOTOPBIX BO3HMKAIOT HEMPOITYJIbCUBHBIE OECIIOpsI0y-
Hble COKpAIlleHHs MYCKYJIaTypbl B TPY/HOM OT/eJie
numeBoja u ycuiauBaercsa tonyc HIIC, uto mpuBo-
JUT K JJUTENbHON 3ajiepKKe Oapusi B MHIIEBO/IE.
[Toxoskuii pe3yabTaT OTMEYAETCs TPU BBEJEHUU CUH-
TETMYECKOr0 aHajaora XOJIEIIMCTOKMHUHA — CHHKa-
Juja, Kotopbiii B HopMe paccaabisier HIIC, omgxako
n3-32 YTpaTbl TOPMOBSIIUX HEHPOHOB pa3BUBAETCS
MapaJIoKCAJIbHBIN 3((eKT B BH/le CTORKOTO COKpare-
HUsI c(PUHKTEPA, YTO TaK)Ke MPUBOJUT K 3aJIePiKKe
KOHTPACTHOTO BEIECTBA B MHUIIEBO/IE.

Bo Bcex cayuasgx momo3peHHsT Ha axaja3wio Kap-
qun Heob6xoauMo npoBoauth IT/IC ¢ 1enbio UCKIIO-

Tabruua 2

Uukarckas kiaaccuduKaius HapyHIeHUd MOTOPUKH TTHIEBO/IA

Tum 1
Tumn 11
Tun IIT

Axanasug

Hapyienne nmpoxoanMocT Kapanu

3abosieBaHNsI, CBSI3aHHbIE C HAPYIIEHHEM
MOTOPHUKH

[luddysHbrii a30darocmasm

UpesMmepHas HHTeHCHBHOCTDL cokpamenuit — DCI >8000
(«OTGOHBIA MOJOTOK»)

Tunokuuesuss,/ OTCyTCTBUE COKPAIIEHUI

V3MeHeHusT 1TepUCTATBTUKI

Hapymienne nepucraabTuku ¢ GOJBIIMMHU PA3pPbIBAMU
Hapymenne mepucTaabTUKH ¢ MAJbIMU pa3pbIBaMU
HesaBeprienHnasi epucTaabTHKA

YcKkopeHHble COKpalleHUs

ImmepkuHEsNs TPYAHOTO OT/AEIAa MHIMIEBOAA
(«IMIIEBO ETKYHINKA>
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Puc. 1. «Ilograrusanne» HIIC u ykopodyeHnue rpyaHo-
TO OT/esa MUIEBO/a Y MaIeHTa ¢ axajasueil KapIun
(critomHast cTpeKka — MCTHHHOE PACTOOKeHne ChUH-
KTepa, IIyHKTHPHAsA — ero noarsarupanue). Jlanmbie
Kawanky mporneieBTHKN BHYTPEHHUX 60Je3Hell,
racTpoaHTeposoruu, remnatosoruun uM. B.X. Bacunenko
IIMIMY um. I.M. Ceuenona

YeHHUST TCEBJ0AXATA3uM, J0JsI KOTOPOH COCTaBJIsIET
2—4% [17, 43].

[Tpu axamasum, mo ganusiM II/]C, Temo mumeBo-
Jla MOJKET BBITJISIZIETh HOPMAJIbHBIM WM PacCIIupeH-
HbBIM, B IIPOCBETE BO3MOKHO HAJUYUE MUIIEBBIX MaCC.
OueHb BaXXHO TOMAYEPKHYTb, UYTO /I YKA3aHHOTO
3a60/IeBaHUS  XapaKTEPHO OTCYTCTBUE MBIIIETHOTO
tTonyca. Ciusnucrasg o60J0YKa THIIEBOAA OObIYHO He
nopajkeHa, HO TPH JJIUTETbHOM TedeHuun GOJIe3HU
ObIBAaeT YTOJIIEHHOH W PBIXJIOH C MOBEPXHOCTHBIMU
3pOo3UsIMHU, OOYCHOBIEHHBIMU -~ JJIUTEIbHBIM CTAa30M
MU WJIN  Pa3BUTHEM KaH/UJ03HOTO 330darura
[9]. TunuyabIMU SH/OCKONUYECKUMU MPU3HAKAMU
SIBJIAIOTCS Cy’KE€HMEe KapJuaJbHOTO OT/esa MUIIEeBO/A
1 ero MUHUMAaJbHOE OTKPBITHE TIPU MHCYDIISAINN BO3-
ayxom [16]. OpHako mpu TpOBeAEHUN KOHIA 3H[0-

CKOTIA CKBO3b 3TO CY’KEHHOE OTBEPCTHE COMPOTUBJIE-
HUE OKa3bIBAaeTCsS He TaKMM 3HAYNTEJbHBIM. Ecanm ke
MPOBeJIEHNEe 3HIOCKOTA Yepe3 KapAuio ITPOUCXOIUT
C 3aMETHBIM yCHJINEM, HEOOXOIUMO 3aM0J03PUTD OITy-
XOJIEBBIH XapaKTep CTeHO3WPOBAHUSI.

«30JI0THIM CTaHJAPTOM» 00CJIE0BAHUS TTAIIUEHTOB
C TIOJI03PEHNEM Ha axXasa3uio SIBJISETCS MaHOMETPUS
[5]. B Hacrositiee BpeMst ucciieoBaHue ABUTaTEIbHOI
(QYHKIUN THUIIEBOJIA BO3SMOXKHO KaK METO/IOM OTKPbI-
ThIX KaTeTepoB (BogHO-nepdy3nOHHAs MaHOMETPHS),
TaK U C MOMOIIHIO COBPEMEHHOTO BBICOKOTEXHOJOTHY-
HOTO METOJla — MAaHOMETPHUH BBICOKOI pa3pelrarorniei
cnoco6roctn (high resolution manometry, HRM)
u o6beMuoit 3D MaHOMeTpUHU, UMEIONUX P/l IBHBIX
OPENMYIIECTB [0 CPABHEHUIO C MAHOMETPHEL, BBIIIOJI-
HAeMOW 4- Win 8-KaHAJIBHBIM BOAHO-TIeP(Y3HMOHHBIM
KaTetepoM. IIpu pacrmosoKeHNn AaTYMKOB JABJIEHUS
HA PACCTOSTHUM S CM JIPYT OT Apyra GOJbIlNe YYaCTKU
MEPUCTATHTUIECKON BOJIHBI TPYAHOTO OT/eJaa TIHIIe-
BO/Ia <BBIMAAIOT> M3 aHaan3a. Hampumep, moars-
rupanne HIIC u ykKopoyeHume IUCTAJBHOTO OTAEIA
MuIeBojia y OGOMbHBIX € axaiasueil KapAuu YacTo
NPUHUMAIOT 32 WMCTUHHOE, XOTS W HEIOCTATOYHOE,
paccaabienne cunkTepa  («IceBgOpesaKcays»).
Ucnioib3oBanne 'MHOTOKAHAJIBHBIX KATETEPOB MPH
MaHOMETPHHU BBICOKOIL ~ pa3peniamoiieil crroco6HOCTH
no3BoJsteT n3deskaTh MoAoGHBIX ommbGok (puc. 1).

[Ipw ananmse pe3yabTaTOB HUCCJEAOBAHUS TIAIN-
€HTOB C axaja3ueil KapAuu, TOJTYYeHHBIX METOJOM
HRM, creayer yuntpiBaTh UMKarckymo KJaccupu-
KAIWIo HAPYIIEHWH MOTOPUKU THUIIEBOA, CO3/aH-
Hyio B 2008 r. (mocmegnuii mepecMoTp B ACKOHE
B 2011 r.) — Tabx. 2.

B 3aBucuMocTH OT BBISIBJIEHHBIX W3MEHEHUN [[BU-
rateJbHON AKTUBHOCTH TPYIHOTO OT/eJa MHIIEBO-
na mupuMenenne HRM mo3Bosmao BbIAEJNTH TPU
TUIA aXajas3uu KapAuH, 4YTO [JAeT BO3MOKHOCTD
60Jiee TOYHO TPOTHO3UPOBATH A(PHEKTUBHOCTD Jiede-
HUS METOJOM IIHeBMOKapauoaunatauun (puc. 2).
[lns Bcex TumoB 3a60JI€BaHUS XAPAKTEPHO IOBBI-
meHne cyMMapHoro gasjennsi paccaabnenus (IRP4,
integrated relaxation pressure) Bbiie 15 MM PT. CT.

5]

Puc. 2. Tpu tuna axanazuu kapauu: A — [ tun, 6 — II tun, B — III tun. /lanubie KAWHUKN TpOTeeBTUKI
BHyTpeHHUX 6GoJie3Heil, ractpoanrteposioruu, remaroysoruu uM. B.X. Bacunenko [IMTMY um. .M. CeuenoBa
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U OTCYTCTBHE IIEPUCTAJbTHYECKON BOJHBI COKpalile-
HUS TPyJHOrO oT/esa numieBoza. Ilpu aToMm naBienue
nokost (resting pressure) MoxkeT GbITh KaK MOBbIIIE-
HO, Tak ¥ B IpejlelaX HOPMaJbHbIX 3HaueHuii (HopMa
10—35 MM Ppr. cT.).

ITpu I tune axanasum Kapaun (Kraccuyueckast axa-
nasust) B 100% BJIaXKHBIX TJIOTKOB OTCYTCTBYET JIOGast
TepucTagbTUKa TPyAHOTO oTAesa mnumesoza. [Ipm I1
TUIIE OTCYTCTBYET HOPMAJbHAas MEPUCTATLTHIECKAS
BOJIHA COKpAIIEHUs, OMHAKO HAOMIOAAETCS PaBHO-
MEpHOE CIIACTUYECKOe COKpAIleHNe yMEPEHHON MHTEH-
CUBHOCTH TI0 BCell [JTMHE TWIIEBO/A OT BEPXHETO [0
HIDKHEro nmiieBojHoro chuukrepa (panesophageal
pressurization) 6onee yeM B 20% BIAKHBIX TJIOTKOB.
III Ttunm xapaxkTepuayercsi OTCYTCTBHEM HOPMAJbHOI
NEepUCTAJIbTHYECKON BOJIHBI, HAJIWYUEM OTJEJbHbIX
3IM30/I0B NIEPUCTAIBTUKHI B IUCTATIBHOM OT/eJIe MuIie-
BOJIa WJIN TIPEXK/I€BPEMEHHBIMU CIIACTUYECKUMU COKPa-
menusayMu (aucTabHbIi 930(arocnasM), 3aperucTpu-
poBaHHbIMEU Gosiee 4eM B 20% BJIQKHBIX TJIOTKOB.

Wcrnanayio axanasuio clefyeT oTandaTbh oT (heHo-
MeHa HapylleHUs MPOXOJUMOCTH Kap/WH, MPU KOTO-
POM TOBBINTAETCS CYMMapHOe JaBJjieHue paccuabre-
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