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Peyuousupyrowguii nonuxonopum — peokoe cucmemuoe 8ocnanumensvHoe 3abonesanie Xpsaueeo mra-

HU, npugoz)}zu;ee K CMpPYKMYPHbIM USMEHEHUAM XpAua e6njionib 0o e2o

UCHE3HOBEHUAL. Hpoee()eH ana-

JU3 UMEIOWUXC OAHHBIX O NAMO2eHe3e, PA3HO0OPAZHbIX KIUHUYECKUX NPOSAGIEHUAX U MEemoOax JedeHus
3abonesanus. JlaHo onucanue cobCmMEeHH020 HAOTIOOEHUS PeYyuoUsUpYIoue2o noauxoHoOpuma.
Knioueswvle crnosa: peyuousupyrowuii noauxoHopum, OUazHOCMuKd, jeyenue.

BBenenue. PeunauBupyromuil DOMTUXOHIPUT
(PIIX) — »TO penkoe cuCTeMHOE 3a00JIeBaHHUE C BOJI-
HOOOpa3HBIM TEUCHHEM, TIPEITONIOKUTEIEHO ay TOMM-
MYHHOM ITPUPO/IbI, XapaKTEPU3YIOIIEEcs IepHOANYECc-
KM BO3HUKAIOIIUMHU 00OCTPEHUSIMU BOCTIATUTENBHO-
ro Mpolecca B XPAIIEBbIX TKAHIX, MPUBOSAIIMMH K
nx paspymenunto. PITX Brnepseie onucan Jaksch-
Wartenhorst B 1927r. JlanHoe 3a0o0JjieBaHUE MOXKET
BCTPEYaThCs M0/ Ha3BaHUSAMM CUCTEMHAs XOHApOMa-
JSIIMS, TAHXOHAPHUT, XPOHUUECKUH aTpodudecKuit
TIOJMXOH/IPUT.

K HacrosiieMy BpeMeHU B MUPE OITMCAHO OKOJIO
800 ciyuaeB PIIX, exxeromno nossisiercst okono 30
HOBBIX O0sibHBIX. [T0o maHHBIM KIMHUKKH Mayo, Jac-
TOTa 3200J€BaHUs COCTaBIsIeT 3,5 ciydas Ha |MITH
HaceneHHus. My>XYMHBI U JKEHIIUHBI OOJIEIOT ¢ OH-
HaKOBOW YacTOTOM, 3a00JIETh MOTYT JIFOIU 000
pacsl, ofHaKo yarie Oenbie (eBporeous) [1].

K nHacTosmemMy BpeMeHH STHOIOTUYECKUH (ak-
TOp 3a00JeBaHUs HE BbIABIEH. MIMEIOTCS yKa3aHHs
Ha ay TOMMMYHHBII MEXaHU3M Pa3BUTHS, YTO MOATBEP-
KIaeTcsi OOHApYKEHHEeM y OOJbHBIX B MEPHUOJ BbI-
COKOM aKTUBHOCTH Mpoliecca OONbLIOr0 KOJINYeCTBa
aHTHUTeN K Koiareny Il Thma B KpoBH, a B MOBPEX-
JICHHOU XPSIIEBON TKAHU IIPU IMMYHO]IFOOpECIeH-
uuu onpenenstorest neno3utsl 1gG, IgA, 1gM u C3.
To, 4TO 0COOEHHOCTBIO ayTOMMMYHHOTO IpoLecca
SBIISIETCS] TIOpAXKEHHUE Xpsila, TPUBEJIO HUCCIEI0Ba-
Tesel K TMIoTe3e, 4To LIEHTPaJIbHOE MECTO B [1aTore-
Hese PIIX 3aHnMarot xpsi-crenuduieckue aHTuTe-
na. [upkymupytronme nmmynnble Komruiekcsl (LK)
K xpsm-cnenuduueckomy komnareny II, IX u XI
TunoB BbIsBiIeHb! Y 30-70% OonpHbix PITX. Haubo-
Jiee XapakTepHbl aHTuTeNa K kojutareny Il tuna, ko-
TOpPBIE IPUCYTCTBYIOT B OCTpOH (paze 3a001eBaHuS 1
UX YPOBEHb YETKO KOPPEIUPYET C aKTUBHOCTBHIO 00-
ne3Hu. OTHaKO CUUTATh JaHHbIE AaHTUTENA CIeUUupUY-
HeiMU T PITX Henb3sl, Tak Kak OHU BBISABJISIOTCS U
ripu peBmarouniHoM aptpute (PA). B marorenese Bax-
HOE 3HauY€HHE MMPUJIAIOT TAKIKE aHTUHEUTPOPUIILHBIM

aHTuTenaM. He uckmrodaeTcs poib HH(PEKIUOHHBIX
areHTOB KaK ITyCKOBOI'O ME€XaHU3Ma ISl pa3BUTUS
ayTOMMMYHHBIX HapyuieHui [2, 3].

Knunnaeckue nposisnenus PIIX paznooOpasHsl
0 JOKAJIN3al1H1, BbIPAXKEHHOCTU U MPOAOIIKUTEINb-
HOCTU. B naronornyeckuii mpouecc MoryT BOBJI€KaTh-
Cs1 BCE TUIIbI XPsLlIA: SIACTUUECKHI XPSILLl yXa U Hoca,
TMAMHOBBIN XPSII CyCTaBOB, XPsIEBast TKAHb TpPa-
Xe00POHXHUAIBHOIO JIEpeBa, a TAKXKe APyrue CTpykK-
TYpBI, OOraTele MPOTEOITIMKAaHAMU: T1a3a, BHYTPEH-
Hee yX0, cocyabl. luarao3 3a00yeBaHuUs BbICTaBIIs-
€TCsI C yYeTOM KJIMHHUKO-Ta00paTOPHBIX JAHHBIX T10
JMarHOCTUYECKUM KPUTEPUSIM, pa3paboTaHHbIM Mak-
Anamom B 19761

st yeranosnenus nuaraosa PITX HeoOxoaumo
HaATUYUe TpeX WM Ooyiee TMarHOCTHUECKUX KpHTe-
pHEB:

— PELUIUBUPYIOMINI XOHAPUT 00EHX YIITHBIX pa-
KOBHH;

— HE3PO3UBHBIN BOCTIAIUTENbHBIN 10JIMAPTPUT;

— XOHJPUT Xpsillel HoCa;

—BOCTaJIEHHE TKaHEeH Ia3Horo S07J0Ka (KOHBIOH-
KTUBUT, KEPATUT, CKIEPUT/IMUCKIEPUT U/UIH YBEUT);

— XOHJPHT XPSIIEi TOPTaH! W/WIN TPAXEH;

— MNOBPEXkAEHUE YIUTKU U/UIU BECTUOYISIPHOTO
anrnapara, IposiBJIAOLIEECs HEMPOCEHCOPHOU Tyroy-
XOCTBIO, IIYMOM B yIIaX W/UIHU FOJIOBOKPYKEHUAMU
PITX oTHOCHTCS K yPreHTHBIM 3a00JIEBAaHUSM.

C MOMEHTa MMOCTAaHOBKU JUarHos3a A0 CMEpPTH
npoxoaut oT 10mec. 1o 20 net. Hanbosee rpo3HbIMU
HPOSIBACHUAMU 3a00JI€BaHUSI TOMUMO TOPAKEHHUSI
pecriuparopHoro Tpakra (56%), siBiseTcs BOBJeue-
HUE B BOCIAJIUTEIbHBII IIPOLIECC CEPAEUHO-COCYIH-
cToil cuctemsl (24%), C pa3BUTHEM AaOPTUTA, aHEB-
PHU3MBbI A0PThI, APTEPUANBHBIX TPOMOO30B, HEAOCTA-
TOYHOCTH a0PTANBHOT0, MUTPATBEHOTO KJIaaHOB, OJ10-
KaJ MpoBeieHHs U UH(papKTa MHOKapAa, BaCKyJIUTa
[4, 5].

[110X1MH IPOrHOCTUUECKUMH NPU3HAKAMU SIBJISI-
I0TCSI: A€0I0T B MOJIOJIOM BO3pACTe, CHCTEMHBIH Bac-
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KYJIUT, paHHSIS CEJUTOBUIHAS Je(pOopMalins Hoca, aHe-
Musi y noxunbix. KpynHoe uccrnenoBanue, npose-
JIeHHOE B KJIMHHKE Mayo, moka3ajo, 4YTo B TpyIie
3 112 manueHToB S5-eTHAS BBDKUBAEMOCTh COCTa-
Buna 74%, 10-netusas — 55%. OCHOBHBIMM ITPUYH-
HaMH CMePTH ObLITM MH(EKIIMOHHbIE 3a00I€BaHUs U
CHCTEeMHBIN BacKyHT, 15% OOIBHBIX YMEPIH OT TI0-
paskeHUs AbIXaTeNbHBIX MyTel U cepaual6].

Jlo Hacrosiero BpeMeH!H YHU(PHUITUPOBAHHOTO
nozaxofa K nedenuro PITX ¢ Touku 3peHus nokaszaTesb-
HOM MEMILIMHBI HE CyIeCTBYeET. /{111 KynmrupoBaHus aTak
TMIOJIMXOHJIPHTA Yallle BCEro MPUMEHSIOT HECTEPOH/THbIE
npoTtuBoBOcTanuTenbHbie mpenapars! (HIIBC) u rimro-
kokoptuxou bl (I'KC), ogHako HET JaHHBIX 00 UX BITH-
SIHAW Ha TPOTPECCUPOBAHKE Tpollecca U MPeaoTBpa-
HIeHHe peuuauBoB. [ I[puBOAATCS ONMCaHust € TMHUYHBIX
citydaeB 3(PEKTUBHOCTH NMPUMEHEHHS JIAHHBIX Tpe-
napaToB, B TO )K€ BPEMsl CIIEMAIBbHO OPraHU30BaH-
HBIX HCCIIEJOBAaHUN HE MPOBOAMUIOCH U3-3a PEAKOU
BCTpeuaeMocTH 3abosieBanus [7, 8].

Henw nccnenoBanusi. M3yunts 3ppeKTHBHOCTD
nyJbc-Tepanuu y 6onbHbix PITX.

MatepuaJjbl u MeToabl. O0cenoBaHbl 4 00Jb-
HbIx PITX »eHckoro noja, HaXOAUBIINXCS HA CTallU-
OHApPHOM JICYEHUH B KAPAHOPEBMATOIOTUIECKOM OT-
nenenuu | knnHuky TalkeHTCKON MEIUITMHCKOM aKa-
nemun (TMA). Cpennnii Bo3pact 601bHBIX 42+1,2
roja. J{nmuTenbHOCTh 3a00eBaHKs COCTaBsiIa oT 4
g0 11 mecsues. Jlmarno3 PIIX ObL1 mocraBieH Ha
OCHOBaHMHU JIMATHOCTUYECKUX KPUTEPUEB, pazpado-
TaHHBIX Mak-AnamoM. BceM O0JIbHBIM TIPOBE/ICHBI
OOLIEKIIMHUYECKUE, IMMYHOJIOTHYECKUE, OMOXUMHU-
YeCKHe MCCIICIOBAHMS, PEHTIeHOTpa(us JIETKHX,
OKT.

PesyabTaThl. Y HCCIEI0BaHHBIX OOJIBHBIX OT-
MEUaJIHUCh MPUITYXJIOCTh ¥ TUTIEPEMHUSI YIIHBIX PAKO-
BHH, 00JIE3HEHHOCTH NPY MANBIIAINHN, CHIDKEHHUE CITY-
xa, oTMevanach jaedopMaius Hoca MO THUILY cena.
JIBoe OOJIBHBIX TPEIBSBISUIA JKaJlOObl Ha OOJH B
MEJIKHX CYCTaBaxX KUCTEH, Y OAHON OOJbHOMN BBISB-
JICHA MPHUITYXJIOCTh U OOJIC3HEHHOCTD MPH JBHKESHUH
Y TaJblalK KOJIEHHBIX CycTaBOB. bonmbpHas Taioke
JKAJIOBAJIOCHh HA CEepALIeOMEeHNE M OMBIIKY TpH (PH-
3UUeCcKoi Harpyske. Bcem 00JbHBIM MPOBOAUIIOCH
cleayrolee JIedeHue: npeanu3osion 30 mr/cyT me-
popansHo, HIIBII, a Takxke Kypc KOMOMHUPOBAHHOM
mynbc-Tepanuu (1-i u 3-it gau — comymenpon 1.0r
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BHYTPUBEHHO KaIlelIbHO, BTOPOU AEHb — COIIYMEIPOJI
1,0r B xomObunanuu ¢ nukiaodocdanam 800mr). Ha
(oHE MPOBOUMOTO JICYCHHSI OTMEYAIOCh Yiydlle-

HUE OOIIEro COCTOSIHUS MAIIMEHTOB, YMEHBIIUIUCH

Oonu B XpsIax HOCA W CHMXKAIUCh OTEYHOCTH YIII-

HBIX PaKOBHH, 00U B CyCTaBax, U o0IIast c1adoCTh.

[Tocne mpoBenenHoro kypca jgedenue y 3 (75%)

0OJIBLHBIX OTMEYaIoCh AOCTOBEPHOC CHUIKCHUE CKO-

poctb ocenanue sputrpountoB (COD) u C-peakTus-

Horo Oenka (CPB). BonbHbIe BhITUCAHBI 1101 HAOTIO-

JICHHE Y4aCTKOBOTO TepareBTa W peBMaTosora ¢ pe-

xoMenpanusamu nponoxuts npuém HIIBC, I'KC B

no3e He MeHee 30 Mr/cyT W Kypc HMpOrpaMMHOM

MyJbC-TEPANIUU B T€UEHHE 6 MECSIIEB.

BroiBoabl. [Ipumenenne B neuennun PITX komOu-
HUPOBAHHOM MyNbC-TEPANNUN OKA3aJI0 MOJOKHUTENIb-
HOE BITUSTHUE HA KITMHHYECKUE COCTOSTHHE OOJILHBIX H
NpeaoTBPATUIIO TPOTPECCUPOBAHUEC 3a00JIeBaHMSL.
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