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I'BOY BIIO «Ilepsslit MockoBCKHii FOCY1apCTBEHHbIN MeauuHCckui yHuBepcuteT uM. .M. CeueHoBa»

Mumnzapasa Poccun, 119991 Mocksa

Peyuousupyrowuii nonuxonopum (PII) — cucmemmnoe 6ocnanumensroe 3abonesanue, npusoosimee K HeoOpAmumMbl;M CIMpPyK-
YPHbIM USMEHEHUAM XPAWE60U MKAHU 6CIeOCIBUE 2CHEPATUZ08AHHO20 PA3PYUEHUs NPOMEOSTUKano8. B 0ebiome 3abonesa-
HUA Yauje nopaxcaemcs Xpauj YuiHvlx pakogun u Hoca, pasgusaemcs snuckiepum. Pazsepnymas xnunuuecxaa kapmuna PIT
BKIIOUAEM NOPAdICEHUEe 20PMANU, MPaxel, pa3gumue 6acKyIUma ¢ NOpadlceHuem opeana ciyxd, KOpOHapHeiX apmepuil, Noyex,
M03208b1x 0001104eK U Op. 3abonesanue umeenm 601HO0OPA3HbIU, peyudusupyrowuil xapakmep. Teuenue u KIuHUYeCKAs Kapmu-
na PII ne umerom cmpo2oii 3aKkOHOMEPHOCIU, 3a001e6aHIe 6CMPetaemcs peoko U, Kaxk NPAsuio, mpyoHo OUdeHOCIUPYEmcs.
Hacmoswyuil 0630p 0CHO6aH HA COOOWEHUAX OMeHeCcTn@eHHbIX U 3apybedcHblx agmopos. Llenv nyonuxkayuu — nosvlueHnue
UHDOPMUPOBAHHOCMU 8patell PASHBIX CHEYUATLHOCIEN O KIUHUYECKUX NPOAGIEeHUAX U 0cobeHHocmax mevenus PIT ons ynyu-
wieHus e2o pannell OUAzHOCIMUKU.

Knwuesvie cuo6a: peyudusupyowuti nOTUXOHOPUM, NOpafcenue xpaua, peokoe 3a60iesanue.

RELAPSING POLYCHONDRITIS

Chernyak V1., Savel’ev A.1., Pogromov A.P., Men’shikova 1.V., Narkevich K.V.
M. Sechenov First Moscow State Medical University, Russia

Relapsing polychondritis (RP) is a systemic inflammatory condition leading to irreversible structural changes in cartilaginous
tissue as a result of generalized proteoglycane decomposition. Auricular and nasal cartilage is usually the first to be affected
at the onset of the disease which leads to episcleritis. At the later stages, the larynx and trachea become involved, vasculitis
develops affecting the organs of hearing, coronary arteries, kidneys, meninges, and other organs. The disease has an
intermittent, recurrent character. The clinical course of RP is irregular. The disease is a rare occurrence and difficult to
diagnose. The present review is based on the publications by domestic and foreign authors. It is intended to enhance awareness
of the clinical picture and peculiarities of RP among clinicians with a view to improving its diagnostics.

Key words: relapsing polychondritis, cartilage lesion, rare disease.

Penunusupyromuii nonuxouaput (PII) — mporpec-
CUpYIOIllee MHOTOCHCTEMHOE BOCHAJUTENbHOE 3a00JeBa-
HUE XPSIIEBOM TKAHM HEYTOYHEHHOW MPHUPOJbI, HEOOBIY-
HOTO T€YCHHS U, KaK MPABUJIO, TPYIHOINATHOCTHPYEMOE.

PIT — 3aboneBanue penkoe, B CBSA3HM C YEM YacTOTA €ro
TO4YHO He n3ydeHa. [1o nanHbIM tuTeparypsl, PII BcTpedaer-
cs B 3,5 ciyyaeB Ha | MiH Hacenenus B rox [1, 2]. Do 1983 1.
B mMupe 06110 u3BectHO 360 cimyuaes PII. K 1997 r. 3aperu-
cTpupoBaHo Bcero 600 ciydaes, a B HacTOsAIIEe BpeMs, 110
CyMMAapHBIM JIaHHBIM W3 Pa3IUYHBIX MEIUIIMHCKUX IICH-
TpoB, u3BectHO Oonee 800 cnydaen. ExxeroqHo mosBiisieTcs

okoJ10 30 HOBBIX OOJIBHBIX. B 0TeuecTBeHHOII U 3apyOexHON
TUTEpaType UMeeTCs HeOONbIIoe KOJIWYECTBO PadoT, To-
cBsneHHbIX poosieme PIT [3—6]. Bo3aMoxHO, 3TO cBsi3aHO
HE TOJIBKO C HEBBICOKMM UCTHHHBIM ITOKa3aTelleM BCTpedae-
moctu PII, 0cOGEHHO ¢ CHCTEMHBIMU MPOSIBICHUSIMHU, HO U
C OTCYTCTBUEM JOCTaTOYHONH MH()OPMUPOBAHHOCTH Bpayen
Pa3UYHBIX CHEIMAILHOCTEH 00 3TOM 3a0oneBanuu [7, 8.
IepBoe onucanue PII npunagnexut Jaskch-Wartenhost
(Benckuii TepaneBTuueckuit apxus, 1923), HaO1ronaBIIero
pabovero NTUBOBapHHU, y KOTOPOTo B AicOt0Te O0JIE3HH OTME-
YaJUCh OOJIb ¥ OTEK KOJEHHBIX M MEIKHUX CYCTaBOB KUCTEH
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W CTOI, TUXopajka. Uepe3 HECKOIBKO MECSIIEB Pa3BUIIUCH
OoJe3HeHHAas MPUITYXJIOCTh YITHBIX PAKOBUH U CEIJIOBU]I-
Hast nedopmainus Hoca. Jaskch-Wartenhost gan stomy 3a-
0OJIeBaHUIO Ha3BaHUE «IONUXOHApomnaTusy. OH Mmpeano-
Jaraj CBsI3b HEAyTa C YNOTPEOJCHHEM MAIIMEHTOM 0O0JIb-
moro konudecta muBa. B 1960 r. Pearson u coasr., Kline,
Newcomer BHepBble BBEIM TEPMHUH «PELMIUBUPYIOIIUHA
TIOJIUXOHIPUTY, OMTYOJIMKOBAB 12 HAaOIIOIEHUH, BKITIOYHB B
KJIMHUYECKYI0 CHMIITOMAaTHKY JBYCTOPOHHEE BOCIIAJICHUE
YIIHBIX PAKOBHH C BO3MOXXHBIM BOBIICYEHHEM BHYTpEHHE-
I0 U CPEAHEro yxa, HOCOBOW IEperopoiku, nepudepuye-
CKHX CyCTaBOB, XpsIleil TOpTaHH, Tpaxeu, OpoHXOB [9].

Otunonorus PIl Hewm3BecTHa. BONBIIMHCTBO aBTOPOB
MpU3HAIOT Hanboyiee BEPOSTHOW ayTOMMMYHHYIO IIpH-
pony 3a0oneBaHMs. DTa IHIOTE3a MOANEPKUBAETCS MHO-
ruMu yoenuTenbHbiMu (pakTaMu. B CBIBOPOTKE KPOBU Yy
33—50% OonpHEIX PII (B mepHox BBICOKOW aKTHBHOCTHU
3a00JICBaHNS) BEIABIISCTCS OOJIBIIIOE KOJMYECCTBA aHTHUTEI
K Koymareny tuna II, Torma xak y 3M0poBbIX JtoAed OHU
o0OHapy>kuBalwTCcs TONbKO B 4% cinydaeB. UMMyHU3anus
9KCIEPUMEHTAIBHBIX )XUBOTHBIX KojutareHoM Tuna Il mo-
JKET BBI3BIBATH BEIPAXKEHHBIHN ay pUKYJINT, apTPUT B COUETA-
HUH C TIOJIOKUTENBHBIMU Pe3yJIbTaTaMi UMMYHO(III0Opec-
LeHTHoro tecta [3, 10—12].

B noBpexeHHON XpAMIEBON TKaHH PU UMMYHODITIO-
OpECIEHIINN 00HAPYKEHBI JACTIO3UTH HMMYHOTJIOOYITHHOB
(Ig): IgG, IgA, IgM u C3, 9TO TO3BOJISET MPEIIOIOKUTH
y4acTue B MaToreHe3e 3a00J1eBaHNUs HMMMYHHBIX KOMILIEK-
cos [11, 12]. meroTcst Mpu3HAKU BKJIIOUYEHHUS B IMaTOTE€HE3
¥ KJIETOYHBIX IMMYHHBIX peaKkIuii: TUMQOIHUTHI epude-
puueckoi kpou 0onbHEIX PII B oTiuume oT J1MM(pOLUTOB
3IIOPOBBIX JIFOJEH aKTUBHO pearupyioT (M0 JaHHBIM peak-
U TIOTJIONICHUST MEUYSHOTO TUMHINHA U O6JacTTpaHcdop-
MaIll¥) Ha SKCTPAKT 3I0POBOTO XPsIIa, TOTAA KaK HMEHHO
XpsALl ABJISIETCS OCHOBHOM MHILEHBIO MopakeHus npu PII
[12—14]. TIpyu UMMYHOTUCTOXUMHUYECKOM HCCIEIOBAHUHI
TKaHU MHOKap/Aa M CKEJIETHBIX MBI, MOTy4YEeHHOW MpH
ayTorcuu yMmepiuero nanuenra ¢ PII, oOHapysxeHo npeo0d-
naganue mumdonutro CD20, CD8, CD3, CD15 [15].

N3BecTtHO, uto PII wacTo accomuupyercs ¢ ApyTMMH
ayTOMMMYHHBIMH 3a00JICBaHHSIMH, KPOME TOTO, B CHIBO-
porke KpoBu manueHToB ¢ PII Hepeako NMpUCYTCTBYIOT
AHTUHYKJICapHble aHTUTeNa, aHTUHEUTPODUIbHBIE ITUTO-
MJa3MaTHYECKUe aHTUTENa U PEBMAaTOUIHBIA (hakTop. DTH
JTAHHBIE TIOATBEPKIAIOT BO3MOXXHOCTh HMMYHOJIOTHYECKHI
orocpenoannoii mpupoxast PII [3, 10, 11, 16—18]. Nme-
IOTCSl COOOLIEHUS O CeMEWHBIX ciydadx 3aboneBaHus [4,
11]. O6napyxeHnbl reneruueckue acconuanuu PIT ¢ HLA-
DR4 [19, 20]. M. Zeuner u coast. [20] moka3anu, 4TO 4a-
crora BelsBiaeHus HLA-DR4 npu PII cocraBuia 56% no
CpaBHEHHIO ¢ 26% B KOHTPOJBHOH I'pyIIe, cocTosmeil u3
310poBBIX JtofeH. [Ipu olieHKe alIenbHBIX pacupeneIeHun
HLA xnacca Il y 6onpabIx PI1 BRISIBIIEHA O0JTbIIast 4acTOTA
ameneit DQBI1*0601, DQA1*0103, m DQA1*0301 [20], ox-
HAaKO T€HOTHIIMPOBAaHME HE OOHApPY’>KMUJIO 3HAUUMOW B3au-
MOCBs3U MexX 1y nonoxutenbHeiMu HLA-DR6 m HLA-DR |
BO3pPACTOM, PACOBOM MPUHALIEKHOCTHIO MAIlUEHTa U KITU-
HUYEeCKUMH ocoOeHHOCTIMH PIT.

TimarenpHOe KIMHUKO-MOP(OJIOTHYEcKoe 00ceno-
BaHme 23 manueHToB mo3Boiuio L. McAdam u coaBT. B
1976 r. mpennoyNoKUTh, YTO B OCHOBE MAaTOJIOTHYECKOTO
MexaHu3Ma pa3BuTua PII JneXUT CHUCTEMHBIH BAaCKYIIHT.
[Tpu MopdomoruvyeckoM UccaeJOBaHUH MTOPAKEHHOTO XPsi-
IIa BBISIBJISIOTCS YYaCTKU METaXpOMa3WH, JCTCHEPAInU
XOHJIPOLIUTOB, BHEAPEHHUE B TOJIILY XpsIa aKTUBHBIX (H-
Opo0sacTOB, Pa3BOIOKHEHUE, JIM3UC U CEKBECTpaIUs XPsi-
[IEBOr0 MaTpHKca. B MepUXOHIPaNBHBIX TKAaHAX OOHApY-
KUBaeTCs ovaroBas uiu auddysHas HHPUIBTPAIUS JTHM-
(OUIHBIMHU U IJIa3MaTUYECKUMU KJIeTKaMH. B HeKoTOphIX
TKaHAX (CKJIEPBI, AyTa a0pThl) HAXOASIT U3MEHEHUS d1acTH-
HOBBIX BOJIOKOH (JlereHepanus, HeKpo3), pacnaj Kojiare-
HOBBIX (hUOpMILI, Tocieaytonye GuOpPO3HbIE H3MEHEHHS,
BOCTIAJIUTENIbHBIN IIPOIIECC B CTEHKAX COCYIO0B.

[Ipu uccnenoBaHUM TMOA AIEKTPOHHBIM MHUKPOCKOIIOM
B XpsIeBOi TKaHU O0NBHBIX PI1 0OHapykuBaroT OoOJBIIOE
KOJIMYECTBO TaK HA3bIBAEMBIX MATPHKCHBIX TPAHYJI, HAMHO-
'O IPEBBILIAIONINX UX COAEPIKaHHE B 3[0POBOM XPSIILLE U 110-
XOXKUX Ha JIM30COMBI, KOTOPBIE MOT'YT O0YCIIOBUTS Jlerpajia-
U0 OEIKOBO-TIOMCAaXapUIHOTO KOMITJIEKCA OCHOBHOT'O Be-
NIECTBa XPANIa M KICTOYHBIX 3JIEMEHTOB C IMOCIIETY FOIIAM
paspyuieHueM u puodpo3om xpsineBoit TkaHu [21].

PIT moxeT HauaThCs B 1F000M Bo3pacTe. OMHUCaHbI CITy-
yau Je0roTa 3a00sieBanus y peOeHKa B Bo3pacte 2,5 roja u
y manuenTa crapure 90 net. [Tuk 3a0oneBaHUs TPUXOAUTCS
Ha IATYIO JeKaay *KHU3HU C ONMHAKOBON 4acTOTOH y MYXK-
YUH W Y JKEHIIWH, HO, 0 HEKOTOPHIM JAaHHBIM, OTMEYEHO
npeobitaianye JKEHITUH eBPOTICONTHOM packl [22].

[lo manHBIM JuTeparypsl, Hanbonee udacto (83%) B
nebrore 3aboyieBaHUs Pa3BUBAeTCS BOCHAJICHHE XPSILEH
VIIHBIX PaKOBHH. THIIMYHO OCTPOE HAYaJIO C MOSIBICHUEM
001, SPUTEMBI M OTEKa OJHOW WJIM 00EUX YUIHBIX paKo-
BUH (B OTJIMYKE OT HH(EKIIMOHHOTO MOPaXeHUs 0e3 BOBJIe-
YEeHUS MOYKHU YXa), OHU CTAHOBUTCS TOPAYMMH HAOLIYIIb,
OTEYHBIMH M MPHOOPETAIOT MypPIypPHO-KPACHBIA IIBET.
OCTpBIil aypHKYITUT AJIUTCS OT HECKOJBKUX JIHEH 10 He-
CKOJIBKUX HEJICTb U MOXKET COIIPOBOXKIATHCS MOBBIIIICHUEM
TemnepaTypsl Tena. Ilocie ogHOro niam MHOruX obdoctpe-
HUH Hapy>XHOE YXO TepsieT POpMy, CTAHOBUTCS APAOIBIM,
OTBHCHIMM, OecOpPMEHHBIM, MPHOOPETaeT BHJl LIBETHOU
kanyctsl (puc. 1, 2). I[IpubausutensHo y 46% mnanueHToB
BHE3aIIHO MJIM IOCTENEHHO MOpa)kaeTcsl OpraH ciyxa U
PaBHOBECHSI: MOSBIISIIOTCS IIyM B YIIaX, TOJIOBOKPYKCHHUE,
OIyIIEHHE 3aJIOKEHHOCTH yXa (M3-32 CEPO3HOr0 OTHTA
CPEIHETO yXa), pa3BHBACTCS CHIDKEHHE CiTyxa. KOHTyKTHB-
Has HOTeps cIyXa Pa3BUBACTCS BCIECICTBUE BOCIAINUTENb-
HOT'O OTeKa MJIH pa3pyLICHUS XpAllla YITHON paKOBHHBI, Ha-
PYXKHOTO CIyXOBOTO KaHajla W/WJIH €BCTaXUEeBBIX TPYO [6,
19]. Cuuralor, 4TO B OCHOBE HEHPOCEHCOPHOM TYrOyXOCTH,
JUCQYHKIHMH BECTHOYIISIPHOIO anmapara JeKUT BaCKyJIHUT
C JIOKaJIM3aIieil B BECTHOYIISIPHON U KOXJICapHOW BETBH
BHYTpEHHEH cI1yXxoBoH apTepuu [23, 24].

CHHOBHAJIBHBIE CYCTaBhl (IPEMMYIICCTBEHHO MOpaKa-
IOTCSl KPyIIHBIE CYCTaBbl, HO B IMPOLIECC MOT'YT BOBJIEKATh-
Cs M MeJKHE CYCTaBbl, B TOM YHCJIe HUKHEUYEIIOCTHBIC)
nopaxatorcst ipu PII B 50—80% cmyuaes. Kak mpasuo,
apTPUT SBJISIETCS ACHMMETPHYHBIM, HEIPO3UBHBIM U He-
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nedopmupytomum. Ilpu HCClIenOBaHUM CHHOBUAJIBHOMN
KUJKOCTH OOHApyXKMUBAIOT HEBOCHAIUTENBHBIA TpaHCCY-
nat. Ilpu nopaxxeHuH CUMQPU30B, TAKUX KaK IPyAHHOKIIIO-
YUYHBIE U TPYIUHHO-peOepHbIe CYCTaBbl, BO3SMOXKHO pac-
MIJIABJICHHUE XA, TPyAHAs KIETKa MPH 3TOM CTAHOBHUTCS
«pazbonTaHHOW» [25].

IopakeHue opraHa 3peHUs — OIUH U3 MOCTOSHHBIX
cumnTomoB PII. Odranemonoruueckue MposiBICHUS BO3-
HHUKAIOT, TI0 JAaHHBIM pPa3HBIX aBTOpPOB, ¥ 40—60% ma-
[IIEHTOB U MOTYT pa3BUBATHCS PaHO, MPUYEM B TIPOIECC
BOBJIEKAIOTCS JII0OBIE CTPYKTYpBl TIJIa3HOrO 50JI0Ka H
OKpY>KaIoIUX TKaHe. Hale Bcero HaOJIIoaeTCs SITUCKIIe-
PUT, KEPATOKOHBIOHKTUBHUT U YBEUT C MOCIEAYIOIMIIMH OC-
JIO)KHEHUSIMH B BH/JIE KaTapaKThl, HEBPUTA 3PUTEIHHOTO HE-
PpBa, KepaTuTa, IponTo3a (BbI0yXaHue IIa3H0ro s0JI0Ka BIie-
pel ¥ BHU3), U3BA3BICHUS 1 HICTOHYEHUS POTOBUIIBI, HHOTA
rapajuya Ta30[BUTaTeIbHBIX MbImI. ONHUCcaHbl Ciy4au
CHIDKEHUS OCTPOTHI 3pEHUS BIUIOTH O CJIEHOTHI [26].

Bocnanenue xpsieit Hoca, onuH U3 MapkepoB PII, Ha-
omtogaetcs B 61% cinydaeB [8] 1 HAYMHAETCS OCTPO: BO3-
HUKAIOT OOJIE3HEHHOE YYBCTBO pACHUpaHHs B O0JIACTH
TIEPEHOCHIIBI, 3aJI0KEHHOCTh HOCA, PUHOPES], MOSIBIISIIOTCS
Kopku. O0oCTpeHHe BOCHAJIUTEIBHOIO Ipolecca 4acTo
COMPOBOXKJAETCS HOCOBBIMH KPOBOTEUYECHUAMH. Permmu-
BHUPYET pEKe, UeM aypHUKYJIUT, OAHAKO JaKe IPU OTCYT-
CTBHUU KIMHUYECKHUX MPU3HAKOB BOCIIAJICHHS MOXKET MPO-
W30MTHU pacnaj Xpslla ¢ pa3BUTHEM ceJIOBUIHON nedop-
Manuu Hoca [27].

OnHMM HU3 caMBIX cepbe3HbIX ociiokHeHui PII siBisteT-
Csl BOBJICUEHHE B IPOIECC XPSIIEBOH CTPYKTYPHI TOPTaHHU
u Tpaxeu, HaOmonaemoe y 20—50% 6onbubIx PIT [12, 24],
yto o0ycnoBnuBaet ot 10 10 50% cMepTENbHBIX UCXOJIOB
[13]. Xpsmu ropTaHu ¥ Tpaxeu MOpakaroTcs Ha paHHUX
cramuax 3a0oleBaHMs], pa3BUBAETCS OXPHUIUIOCTD, BILJIOTH
o nonHoi adonuu. Co BpeMEHEM BOCHAJIEHUE PacIpo-
CTpaHseTcs Ha OPOHXHU NMEPBOT0 U BTOporo nopsaaka. [loss-
JIAFOTCS] KaIlleNb, OABIIIKA, CTPUIOPO3HOE IBIXaHUE, TPH-
CTynbl yAyuss [28].

BocnanutenbHble Mpolecchl B IbIXaTENbHBIX MYTSX,
MEPUOANYECKU OOOCTPSIOIIMECS MM TMEePCUCTHPYIONIUE,
BEIYyT K CTEHO3Y TPaxeu WiM K TMHAMHYECKOMY KOJUIAIICy
JIBIXaTEeNbHBIX MyTEH BCIEICTBHE PACILIABICHUS XpSIIe-
BBIX KOJIell Tpaxeu U OpoHXOB. [l ompeneneHust MecTo-
MOJIOKEHUSI U TSDKECTH TOPAKEHHS IBIXaTeIbHBIX MyTeH
MOXET BO3HUKHYTh HEOOXOIMMOCTh B JAHATHOCTHYECKOU
Oponxockonuu. IIpu GpoHXOCKONUU OOHApPYKUBAIOT pa3-
pYLIEHHE XpsAlla KOJbIa TPAaXed U CTEHO3 ABIXaTeIbHbIX
nyTelt [29], oqHAaKO pUCK NPUMEHEHHUSI 3TOT0 NHBAa3UBHOTO
METO/Ia OYECHb BBICOK. B HacTosmee BpeMs 151 OLIEHKH CO-
CTOSTHUS ABIXATENbHBIX MyTEH MOKa3aHbl MPEUMYIIEeCTBa
KOMITBIOTEPHOI1 TOMOrpaduu, KOTopast B OTJIMYUE OT OpPOH-
XOCKOIIUH BBISBIISIET CTEHO3 Tpaxeu U OPOHXOB Ha PaHHUX
JTamax MOpakKeHHUs IbIXaTeIbHBIX MyTed. J(mHamudeckas
KOMIIbIOTepHasi Tomorpadus B (ase BIOXa M BBLAOXA TIO-
3BOJISIET CO3AaTh CTEPEOINTOrpadio U BOCIIPOU3BECTH U30-
OpakeHue Tpaxen u Oponxos B Mozenu 3D [30]. B mocinex-
HUE TOJbl MOSBUIACH ITyOIUKAIIMH O TOM, YTO TO3HTPOH-
HO-3MHCCHOHHAsT ToMOrpadust BISETCS HANOOIee TOUHBIM

METOJIOM JUISI PAHHETO BBISBJICHUS MOPAKECHUS JBIXaTCIIb-
HeIx nyTtel npu PII [31]. B ciyuyae pa3BuTHsa AMHAMHYECKO-
r'o KOJIJIarca JbIXaTeNIbHBIX My Tel UITH TpaxeoOpoHXoMals-
U onucaHo 3PQeKTUBHOE MPUMEHEHHE TPaxeoOpOHXU-
aJpHOTO cTeHTa [32]. 3aTpyAHEeHue MOCTYIUIEHUS BO3AyXa B
JIETKHE MOKET OBITH 00YCIIOBIICHO U pa300ITaHHOU TPYIHOM
kneTkoil. [Ipucoenunenne MHGEKINH AbIXaTeIbHBIX MTyTel
HE TOJIBKO OCIIOXKHSET TeUeHUe 3a00JIeBaHUsI, HO U 3aTpy /-
HSET JAMAarHOCTUKY (Ia)ke MPU HaJUYMH B KIMHUYECKOH
KapTUHE NOPAKEHUS XpALlel Hoca U YUIHBIX pakoBUH) [8].

I[Ipu PI1 Hepenko (10 NaHHBIM pa3HBIX aBTOPOB, B
6—>52% ciry4aeB) B Ipoliecc BOBJIEKAOTCA OoraThle IPOTeo-
TJINKaHAMU CEpJIe U KPOBEHOCHBIE cocyabl [32]. DTo sBis-
€TCsl BTOPOI 10 4acTOTe MPUYMHON CMEPTH MAIIMEHTOB C
PII. ITopakeHue aopThI CONMPOBOXKIACTCS PACIIUPEHUEM €€
B BOCXOASILEM OTAeJie C POPMUPOBAHUEM OTHOCUTEIBHON
HEJIOCTATOYHOCTH KjamaHa aopThl [33]. AopranpHas pe-
ryprutanus pa3suBaercs B 4—6% cilydyaeB, MUTpajbHas
peryprutanus npoucxoaut y 2—4% 6onsHbIX. [lepBoe co-
oOlieHre o MopakeHuu KinanaHa aoptel pu PIT oTHocuTCs
Kk 1966 r., o ero mpore3upoBanun — k 1967 r. [5]. Onu-
caHMe aHeBPU3M KPYIHBIX apTepuil, B TOM YHUCIIE MO3TO-
BBIX, IOBTOPHBIX apTE€PHUAJIbHBIX U BEHO3HBIX TPOMOO30B Y
OonbHBIX PI1 MOABUINCH B THTEpaType JUIIb B IOCIEAHHIE
TOABl U CONIEpKAT HeOOJBIIOE KOJTMYECTBO COOCTBEHHBIX
Habmronenuit [1]. KapanoBackymnsipaas cumnromaTtuka PIT
BKJIIOYAET MOPa)keHHE HE TOJIBKO IPYIHOTO OTAENa A0PTHI,
KJIallaHa a0pPTHl U METPAJBHOr0 Kianana. OMucaHo ocTpoe
pacciioerre OpIOIIHOM YacTH aOpThl C MACCHBHBIM KPOBO-
TeUeHHEM y >KeHIHHBI 45 neT [34]. M. Watanabe u coaBT.
[15] cooOmvum o manuenTe 83 neT ¢ pa3BepHYTOH cTaauen
PII, mpu4mHO CMEPTH KOTOPOTO ABUJICS MUOKAPAUT; MIPU
TUCTOJIOTUYECKOM HCCIICIOBAHUHU BBISBICHBI OOIIMPHEIC
MHOWIBTPATH B MUOKap/e, 00pa3oBaHHbIE TUM(POIUTAMH,
MakpodaramMu U KapAHOMHOLIUTAMH.

CooOmiaercst 0 6onpHbIX PII, TeueHue Oone3Hu y Ko-
TOPBIX OCJIOKHUIIOCH MH(PAPKTOM MHUOKapaa, KapIAHOMHO-
MaTHe, MapOKCH3MaJIbHOM MPENCEepIHON TaXHKapIHew,
aTPUOBEHTPHUKYJISIPHOM OoKa 101, mepukapautom [35].

TimarenbHOE KIMHHUKO-MOpQOoIoruyeckoe obcienoBa-
Hue 23 manuenToB ¢ PI1 mozBonuno L. McAdam u coasr.
MPUATH K BBIBOAY, YTO B OCHOBE ITATOJIOTHYECKOTO Mexa-
Hu3Ma pas3BuTud PIl NEXHUT cUCTEMHBIH BacKyIuT HIIH
Hajguuue aHTHU(OCHONUNUIHBIX aHTUTEN. BackymuT B
kouTekcte PIT Habmomaercst Oosiee yem B 30 % ciryuaes,
TIPUYEM TIOPAXKAIOTCSI Pa3HbIe 10 KaJaHuOpy COCyIbl — OT
KaluJUISIpOB (JIEKOLUTOKIACTUYECKUM BAaCKYJIHUT KOXKH)
JI0 KPYIHBIX apTepuil. MUKpOCKONMYECKUH aHTUUT SIBIIS-
€TCsl BEPOATHBIM OOBSCHEHHEM MHOTHX JepMaToJIoTHYe-
CKUX M TIOYCYHBIX MPOSBICHU, HEBPOTIATHH, ayHOBECTH-
OyJIIpHBIX OTKJIOHEHUH M snuckieputa. Haubonee yacto
BACKYJIUT pa3BuBaeTcs npu couetanuu PII ¢ npyrumu 3a-
0OJIeBaHUSIMH COCTUHUTEIFHON TKaHH, SBJISSACH TIOTEHIIH-
aJIbHO CMEPTEIHbHBIM OCIIO)KHEHHUEM.

[To MHEHUIO OONBIIMHCTBA aBTOPOB, OPAYKEHHE MOYEK,
oOycnosnenHoe PI1, Habmonaetcs peako (okono 22%), Mo-
JKET MPOU30MTH U B OTCYTCTBHE COITYTCTBYIOLIUX 3a00Je-
BaHWM, TAKUX KaK CUCTEMHAs KpacHas BOJYAaHKA WJIH CH-
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cTeMHbI BackynuT [36]. [To manHBIM 0030pa TUTEpaTypHI
[8], y 11 u3 129 manmenTos ¢ PII ObL1a BeITOTHEHA OHOTICHS
MOYKH, JOKYMEHTHPOBAHHO JJOKa3aHO 3a00eBaHHE TIOYEK.
Hawubonee pacnpocTpaHeHHBIM OBLIO TOPaXKEHUE ME3aH-
THyMa C OYaroBbIM M CETMEHTApHBIM HEKPOTU3UPYIOIINM
riomMepysionepuTOM ¢ monyryHusiMu. Kpome Toro, oOHa-
pYXeHBl KapTHHa IJIoMepyJliocKiiepo3a, IgA-Hepponarus
¥ TyOyJIOMHTepCTUIIMANbHBIN Hedput. UMMyHOIOOpEC-
LEHTHBIC UCCIIEOBaHUS HanOoJiee 4acTO BBHISBISIN He-
6onbmoe genonuposanue C3, IgG unu IgM, B nepByto oue-
penb B Me3aHruyMme. BoBneueHue B npolecc moyek 3Hauu-
TenbHO yTsikenseT nporuo3 PI1. Coobmanock o 10-neTHei
BBIXKHUBAaeMOCTH JUIIb Y 30% OOJIBHBIX 3TOM rpymisl [8].

Hesponorunueckass cumnromaruka PII, Takas kak mo-
JUHEBPUT, MHEIUT, TEMUIUIETMH, MO3KEUKOBBIE 3HAKH,
MEHUHT03HIIe(DauT, pa3BUBatoTCs Hedacto [7]. B nocnen-
HUE TOJBI MOSBUIIOCH HECKOIBKO COOOIICHHMA, TPEHMYIIe-
CTBEHHO SITOHCKUX M KHUTAHCKWX aBTOPOB, 00 ydYacTHB-
IIMXCS CIy4Yasx MEHUHTUTa, MeHUHTo3HLedatuTa npu PIL.
Yasuyuki Ohta, Isao Nagano u coast. [37] BnepBble onuca-
JM pa3BUTHE JBYCTOPOHHETO TUMOWYECKOro dHIE(haINTa,
TIPUBEIIETO K aMHE3WH U TICHXHYECKUM PACCTPOUCTBAM Y
57-netHero mauuenta ¢ PII. ABTopsl mpeamonararT, 4ToO
MPUYMUHON Pa3BUTH MEHHMHTHUTA MJIM MEHUHTO3HIEdaTH-
Ta, HeBponatuu yepenasix HepBoB (11, VI, VII, VIII naper)
MOXET OBITh BaCKYJIUT B CTPYKTYpax LEHTPaITbHON HEPB-
Holi cucteMsl [38]. B anrios3eraHoi nuteparype ¢ 1960 o
2010 1. omyONMKOBaHbI €IMHUYHBIE cOOOIIeHusT 00 00Ha-
pyxenuu nipu PI1 B MO3roBoii 000JI04KE THCTOIOTHYECKOM
KapTHHBI BACKYJINTA, TPUYEM B BOCTIAITUTEIBHBIX KJIECTOU-
HbIX WHOWIbTpaTax mnpeobiaxamu T-mumdouwnts [1, 9].
D. Trentham, C. Le onuceiBaiot 4 coOCTBEHHBIX HAOIIO/IE-
Hust goctoBepHoro PII ¢ knuHWYecKnMH U 1a6OpaTOpHbI-
MH TIPOSIBJICHUSIMA MEHWHTO9HIIe(aTNTa U aHATU3UPYIOT
elre cooleHus o 24 aganoru4yuelx nanuerax ¢ PI. U3
28 manueHToB y 13 MEHUHTO3HIIEQaTUT pa3Buiics Ha GoHe
PII, y 6 — ognoBpemenso ¢ PII u y 9 — no mosiBieHus xa-
pakTepHBIX cuMnToMoB PII. bonbHBIE CTpagay roI0BHON
00110, CYIOPOXKHBIMH NpUINIAAKaMH, 3HIEdalonaTue,
reMuIJerueli, arakcueil. PAHHME CUMITOMBI MEHUHIOYH-
nedanuta ObUTH TUATHOCTHPOBAHBI HEeBpoioramu, Ho PII
He OBl pacro3HaH.

[Nopakenus koxxu, oOHapyxuBaemble y 17—39% Gomnb-
HbIX PII, BKIIOYAIOT pa3iuyHble BUABI BBICHIIAHUU (TTyp-
nmypa, MammyJjbl, y3€JIKH), S3BbI, aJONENHI0, 3aJCPXKKy H
HENpaBWIBHBIA pocT Horred. Hu ogHO M3 3THX mposiBie-
HUU He SIBIeTCS MaTorHOMOHMYHBIM 151 PI1. B Guonrare
YaCTO HAXOMISIT HEKPOTUIUPYIOIIUM, JTEUKOIIUTOKIACTHYIC-
CKUH WU TPaHyJIeMaTO3HEBIN BacKyuT [39].

KoHCTHUTYIIMOHHBIE CHMIITOMBI, TAKHE KaK JTUXOPAJIKa,
apTpajruu, yMeHbIIEHHEe MacChl Tena, c1adocTh, BOSHUKA-
0T, KaK MpaBuJo, K00 B JeOroTe 3a00aeBaHus, TU00 Mpu
€ro 000CTPEHUSX.

Teuenne PII BomHOOOpa3HOE, HO 9aCTO HMEET MPOTrpec-
cupylomuii xapaktep. Pa3surue 3ab6oneBaHus B MOJIOIOM
BO3pacTe, paHHee MOpakeHUe Xpslled Hoca, aHEeMUs, IO
OOIIETPUHATOMY MHEHHIO, SBISIOTCS TUIOXHUMH ITPOTHO-
CTUYECKUMH MPU3HAKAMH.

B pasBepryTOii cTamuu 00Ne3HHU, KOTA KIMHUYECKAs
KapTHHA TPEACTABICHA NTUPOKUM CHEKTPOM CHMIITOMOB,
nuarto3 PII He mpezncTaBiseT 3aTpylHEHHUH, OMHAKO IIPH
HaJIMYUU H30JIHMPOBAHHBIX TPOSBICHUN, TAKMX KaK CTOMKas
OXPHUILIOCTH, TOPaKEHHE PEOSPHBIX XPSILEi, MOHOAPTPHT,
TPaxeuT WJIHM JINXOpajaka, auarHoctuposarh PII moxer
OBITh Ype3BBIYAHO TPyAHO. HUKaKHMX DMAarHOCTHYECKUX
nabopaTOpHBIX TecToB He cymecTByeT. [loBbimenne COJ,
aHeMHsl, JICHKOIUTO3, TPOMOOIIUTO3 — Hecnenuuieckue
cBUJeTeNH BocianeHus. Kak mpaBuiio, B CBIBOPOTKE KPOBH
OOJBHBIX HE OOHAPY)KMBAIOTCS AHTUAJEPHBbIE aHTHUTENIA U
peBMaTOUIHBIN (akTop. AHTHTENa K Kojuareny tumna II
OBUTH BBISBIICHBI Y HEJOCTATOYHOTO KOJTHYECTBA OOIBHBIX
IS TUAarHOCTHYECKOTO MapKepa, HodToMy B auarHose PIT
KJINHUYECKHE 0COOEHHOCTH ABJISIIOTCS KJIIOYEBBIMHU.

L. McAdam u coaBT. pa3paboTain 6 TUarHOCTUYECKUX
kputepues PII.

1. Bonpmue KpuTepun: OMIaTepaIbHBI XOHIPHUT YII-
HBIX pakoBUH (85—90%); mopakeHue Xpsiieil ropTaHu U
Tpaxeu; XOHAPUT HOCOBOH meperopoaku (48—72%).

2. Mansble kpuTepuu: 0(QTaaIbMOIOTHIECKHE MPOsIBIIC-
HUS (KEPATHUT, KOHBIOHKTUBUT, CKJIIEPUT, SITUCKJIEPUT, YBe-
uT (7o 50% ciydaes)), FOJOBOKPY>KEHHE, BECTUOYIISIpPHBIE
HapyeHus (10 25%), moteps ciuyxa (1o 25%), cepoHera-
TUBHBIA nonuapTput (52—85%). lnsg nocroBepHOro nua-
rHo3a PII qoctaTouHo ABYX OONBIINX HIIA OHOTO OOJBIIO-
IO ¥ JIBYX MaJIbIX KPUTEPHEB.

Onnako, o ganubiM D. Trentham u C. Le, gaxe npu
HAJIMYNH JJOCTOBEPHBIX Mpu3HaKoB PI1 3a0oneBanme ObLIO
JIMaTHOCTHPOBAHO B CpelHEM depe3 2,9 roja mocie mnepBo-
ro oOpalieHus K Bpady, IpHueM TPETh NAIUEHTOB B CBSA3U C
HESICHOCTBIO JIMarHO3a 00pallainuch K MsTH Bpayam u 0oJee.

Hecmorps Ha o6menpursThI# B350 Ha PI1 kak Ha ca-
MOCTOSITENIBHYI0 HO30JIOTHYECKYIO (hOPMY, 3TOT BOIPOC
HE MOXXET CUHMTAThCS OKOHYATENbHO peleHHbIM. [Ipu-
MepHO y yeTBepTH namnuentoB PII acconuupyercs ¢ apy-
TUMH ayTOMMMYHHBIMH 3a00JI€BaHHUSIMHU: CUCTEMHOU
KpacHOW BOJYaHKOH, pEBMAaTOMIHBIM apTPUTOM, 0OJe3-
Hblo bexuera, cunapomom lllerpeHa MM CMeIIaHHBIM
3a00JIcBaHUEM COCAUMHHUTENIbHON TKauu [3, 4, 7, 10, 16].
Coobmanu Takxe o couetanuu PII ¢ muenogucnnactu-
yeckuM cuHAapomoM. Kak npaBuio, B 3Tux ciaydasx PII
KaK CHHAPOM pa3BUBaeTCs Ha (OHE yKe HMEIOLINXCS
3a00JIeBaHU# COEIMHUTENLHON TKAHU, CUMIITOMBI KOTO-
PBIX MOTYT OBITh CXOZHBIMH HIIH K€ IPEBAIMPOBATH HAJ
cumntomamu PII.

TepanesTuueckas Taktuka npu PII nz-3a penkoctu 3a-
0oJeBaHUs MOJTHOCTHIO OCHOBAHA HA SMIIUPUYECKUX KITH-
HHUYecKuX HaOmoaeHusx [7, 11]. B 6onpmnHaCcTBE Ciiydaes
npu PII KopTHKOCTEpOMIBI SBISIIOTCS TpenaparamMyu BbI-
Oopa. JledeHre 0OBIYHO HAYMHAIOT C IEPOPAJIBHOTO MPH-
eMa KOPTHKOCTepoMua0B. Jlo3a mpenHH30JI0HA NEpBOHA-
qarpHO pubInxkaetcs k 0,75—1 mr Ha 1 KT Macchl Tena B
CYTKH, IIPH HEOOXOJNMOCTH MPOBOJUTCS MyJIbC-TEPAITHSI.
Kopruxocrepounsl 3pGeKTUBHBI IS JEYEHUS OCTPOro
XOHAPUTA U, BO3ZMOXKHO, IPH IJIUTEIHLHOM IPUMEHEHUH B
aJICKBATHBIX JI03aX YMEHBIIAIOT YAaCTOTY H TSHKECTh 000-
CTPEHHM.
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HectepougHpie MpOTHBOBOCHATHTENBHBIC IPEapaThl
MOT'YT MIPUMEHAThCS TpU MsATKoM TedeHuu PIT. J{s kymu-
poBanusi oboctpenuit PI1 u noctmkeHUss MHHUMAaIbHON
ONTHMAJBHON 03B KOPTUKOCTEPOUIOB MPUMEHSIOT UM-
MYHOJICIPECCUBHBIE TIpenapaTsl, HanOosee 3(PPEKTUBHBIM
M3 KOTOPBIX OKa3zaycs MeToTpekcaT. CpemHss HelelabHas
J103a Ipernapara cocTaBisieT 17,5 Mr; mpu 3ToM MoAAEpKu-
BAIOIYO 103y KOPTUKOCTEPOUIOB YIaBajIoCh CHU3UTH C 19
1o 5 mr/cyr [3, 6, 11].

[MoxmepxuBaronias Tepamusi MOKeT ObITh HEOOXOTHMMOM
B Teuenue rona [40]. B tsokensix ciyuasx PIT ¢ yrpoxaro-
LIMMH )KU3HH OCJIOKHEHHUSAMH YCIEUTHO OBLITH HCIIOIb30Ba-
HBI DUKJIOPOochaMUa 1 UMMYHOTIIOOYJIHHBI BHY TPHBEHHO.
Nmetotrcs coobuiernst 00 3PQPeKTHBHOCTH MPOTHBOJIE-
IIPO3HOr0 TIpenapaTa AAlCOHAa, KOTOPbIM MOAaBIsAET JIH-
30COMaJIbHYI0 aKTUBHOCTD MOTUMOP(HO-SAEPHBIX JICHKO-
uutoB [11, 17]. B mocnegnue ronpl BO3poc HHTEpEC K MPH-
MEHEHHIO JUIs JIeYeHus manueHToB ¢ PI1 Guomornyeckux
npenapatoB. O0 3ddexTuBHOCTH pUTYyKCUMaba, UCHONb-
30BaHHOTO B 2 HaOmroneHusx PII, MHEHHS mMpOTHBOpEYH-
BHI [41, 42]. EcTbh coo0eHre 00 yCIeHOM MPUMEHEHHH
uHduukcuMaba u 3tanepuenta [43]. Lahmer u coaBt. ans
neuyenus 2 0onpHBIX PII ucnons3oBanu aganuMymad u mo-
JYYUITH XOPOITUH 3P EeKT, OTHAKO CIEeUAIEHO OPraHu30-
BaHHBIX HCCIIC[IOBAHHI MPUMECHEHUS! T€HHO-UHKCHEPHBIX
OMOJIOTMYECKH aKTUBHBIX IIPENapaToB HE MPOBOIUIIOCH U3-
3a PeIKON BCTpe4aeMOoCTH 3a00JIeBaHUS.

JUTMTEIBHOCTD JICYEeHUs ONpenenseTcs NHIUBUAYAIb-
HO, ¥ 55% GonbHBIX cocTaBiseT npumepro 10 aet [40]; uz-
BECTHBI ciaydaun MHoronetHeil pemuccuu PII [11, 40]. Ilo
JAHHBIM JIUTEpaTyphl, 0oO0IIas S5-IETHSAS BBDKUBAEMOCTD
nipu PII cocrasnsieT 74%, 10-netHsAst — 55%, B HEKOTOPBIX
paboTax mpuBeNeHBI TaHHBIC 00 YBEITMYCHUH BEKHBAEMO-
ctu 10 94% mpu CBOEBPEMEHHOM U TPABHIIEHOM JICUCHUH
[3, 8, 10, 24, 43].

Takum 00pazoM, HECMOTPSI Ha Cephe3HOCTH 3aboeBa-
HUS M 9YaCTO HEOJNArONpPUATHBIH MPOTHO3, B HACTOSAIICE
BpeMs ITOSIBUJIACH HA/IKJa Ha MeHee rpo3Hoe TeueHue P11

CymMmupys Bce CKa3aHHOE BBILIE, MOXHO 0Opa3HO
npenctasuth cede PII B Buze aiicOepra. [Ipu aTom 3aboie-
BaHWH, KaK U y HACTOAMIErO aiicOepra, BUIUMAs 9acTh Jic-
MOHCTPATHBHA, XOPOIIIO OYepUCHa — TIOPAKCHHE XPSIICH

Caeienns 06 aBTopax:

VIIHBIX PAaKOBHH, HOCa, pedep, Tpaxeu; CKpbITas 4yacTh HE
cpa3y pacro3HaeTcsi, TauT B cebe momyac CMepTelbHbIC
ONACHOCTH — MOPaXCHHE KPYIHBIX M MEJIKUX COCYIOB,
LEHTPaJIbHON U TepuepruiecKkoil HEPBHON CUCTEMBI, pa3-
BHUTHE TJIOMepyHedpuTa.

3akiIoueHne

PennauBupytomuil moaIuXoHIPUT — PEIKOE Mporpec-
CHpYIOIIee FeHepaTH30BaHHOE BOCIATUTEIbHOE 3a007IeBa-
HHE XPAIMIEBON TKAaHW HEM3BECTHOM ITHOJIOTHH C BOBJCUE-
HUEM B IPOLIECC OPraHOB YYBCTB, a TAKXKE C BO3ZMOXKHBIM
pa3BHUTHEM BAaCKYJIUTA U MOPaKEHUEM Pa3IMYHBIX OPTaHOB
u cucteM. JTMTenbHBIN epruo Hecnenuduueckux ooie-
BOCHAJUTENBHBIX IPOSBICHUH (JTUXOpaiKa, HEJOMOTaHNE),
CBOE0OPAa3HOI0 MUTPUPYIOLIEI0 apTpUTa, HEAOCTATOUHOE
3HaHUE TPOSIBICHUH OOJIE3HU, €€ TEYCHUS, OTCYTCTBHUE
crenu(pUIecKuX JIabOpPaTOPHBIX M3MEHEHHH 3aTpyqHSIOT
JIMAarHOCTUKY W CBOEBPEMEHHOE JieueHue. [[is mpaBuib-
HOT'O pacrio3HaBaHUs 00JIE3HU OrPOMHOE 3HAYCHHE MMEEeT
THIATEIBHBIN U LieNIeHApaBICHHbII cOOp aHaMHe3a ¢ 0Co-
OBIM YIIOPOM Ha MMEBIIIEe MECTO BOCIIAJICHHE XPSIIIEH yXa,
HOCa, TOpTaHW. BO3HMKHOBEHHE CHUCTEMHOTO BaCKyIHTa
TpeOyeT TLIATeIbHOro MpoBeAeHUs IudepeHIHanbHOro
JUarHo3a ¢ IPyruMH peBMaTONIOTHYECKUMHE 3a00JeBaHM -
mu. [t nedeHus: O0IBHBIX PEUANBAPYIOMINM MTOJINXOH-
JIPUTOM C CUCTEMHBIMH IIPOSIBIICHUSAMH TPEOYIOTCS BBICO-
KM€ J103bl TIIFOKOKOPTUKOUIOB, IIUTENIbHAS HEeIpepbIBHAS
tepanus. C y4eTOM YMOPHOTO TEUCHHS, CKJIOHHOCTH K
PEIUANBHPOBAHNIO, TTOSIBJICHHIO OPTaHHBIX U COCYAUCTBIX
MOpaXeHN HEOOXOAMMO COYETaHHE TIIIOKOKOPTHKOU-
JIOB, UMMYHOZEIIPECCAHTOB M aHTUKOAT'yJISHTOB. B jerkux
ciydasx (0e3 MpU3HAKOB CUCTEMHOTO MOPa)XEHHUsS) MOXKET
OBITh JOCTATOYHO HA3HAYCHUS CPEITHUX 03 HECTEPOUTHBIX
MIPOTHBOBOCHIAUTENBHBIX TIperapaTos. [losBuBIIECs B 10-
cienHee BpeMs cooOmeHust 00 3 (HEeKTUBHOCTH TEHHO-UH-
JKCHEPHBIX OMOJIOTMYECKH aKTHUBHBIX MMPENapaToB MO3BOJIS-
0T HaJIeAThCS Ha 0oJiee YCIIeIHOE JICYCHHE U YBEITHMYCHUE
MPOJOIKUTEIBHOCTH XKU3HU TMAIMECHTOB PEIUIUBUPYIO-
UM MOJTUXOHAPUTOM. [ToBBIIEHHE HHPOPMHUPOBAHHOCTH
Bpauell pa3HbIX CIENHMAIBHOCTEN O peUIMBUPYIOIIEM TTO-
JUXOHJPHUTE, BO3MOXKHO, MIPUBEJCT K Oojice paHHEH Iua-
THOCTHKE M JYYIIUM PE3yJIbTaTaM JIeUeHUsI.
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