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Cucmemnvte sackyaumot (CB) xapaxmepu3zyromes eocnanenuem cmenKu KpoGeHOCHbIX cOCY008, CHeKMP UX KAUHUYECKUX NPOSGACHUL 3a68U-
cum om muna, pasmepa, A10KAAU3AUUYU NOPANCEHHBIX COCYO08 U AKMUBHOCMU CUCIMEMHO20 60CRANCHUS. Dmuoao2us 601bUUHCMEA nepeuy -
Hoix CB neussecmua. B namoeeneze CB ueparom poav anmunetimpoguavhole yumonaazmamuyeckue anmumena (AHIIA). Haruuue AHIIA 6
CbIBOPOMKE KPOBU OONbHBIX U KOPPEAAUUS UX YPOGHS C MAICECMBIO KAUHUHECKUX NPOSABACHULL NOCAYICUAU NPUMUHOL 0151 8bl0eAeHUs No02pyn -
Nbl CUCIEMHbIX HEKPOMUBUPYIOUWUX 8ACKYAUMOE, accouuupyrouuxcs ¢ cunmesom AHIIA: epanysemamosa ¢ noauaneuumom (I'TIA), muxpo-
ckonuuecko2o noauaneuuma (MIIA), cunopoma Yepoxca — Cmpoce. T'TIA xapakmepusyemes cucmeMHbIM SPAHYAeMAMO3HO-HEKPOMUIUDPY -
HOUUM BACKYAUMOM, NOPANCAIOUWUM MEAKUe COCYObl 8ePXHUX ObIXAMEAbHbIX NYMell, Ne2KUX U NOYeK.

Ilpedcmasnen cayuaii mpyoroi duaeHocmuku u ycnewinoeo aeuerus pumykcumaoom (PTM) eenepanuzosannoii ghopmot I'TIA y nauuenmru
45 aem. 3aboresanue 0eOOMUPOBANO NOKANLHBIM HOPAICCHUEM 8EPXHUX 0MOeA08 PeCNUPAMOPHO20 MPAKMA, ePAHYAeMAMO3HbIM 80CNANe-
HUuem cocydos neeKux ¢ 00pa308anuem MHONCECMBEHHbIX UHDUALMPAMOG C INeMEHMAMU 0eCMPYKUUU Ne204HOU MKAHU, HEKPOMUUPYIOUUM
enomepynonegpumom. Hecmomps na akmuenoe ummyHHoOCynpeccugroe aeuerue, Habaoarocs ovicmpoe npoepeccuposanue I'lIA ¢ nocaedy-
owum pazgumuem ObiXameavbHoli HedOCMamo4HOCMU, Mo ObLI0 BbI36AHO CIEHOUPYIOUWUM NOOCKAAOOYHbIM AAPUHSUMOM, NPUBCOUUM K
gopmuposanuro mpaxeocmomol. Ilopaxcernue opeana 3penus epo3ua0 PA3GUMUEM MANCEAbIX OCAONUCHEHUL, 8 MOM HUCAe NOAHOU CAeNOMbL.
[lokazana spgpekmusrnocmo PTM npu eenepanuzosannoii gpopme I'TIA ¢ Hebaaeonpusmuvim nPoHO30M.
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Systemic vasculitides (SVs) are characterized by inflammation of the blood vessels wall; the spectrum of their clinical manifestations depends
on the type, extent, and location of affected vessels and the activity of systemic inflammation. The etiology of most primary SVs is unknown.
Antineutrophil cytoplasmic antibodies (ANCAs) are implicated in its pathogenesis. The presence of ANCAa in patients' serum and the correla-
tion of their level with the severity of clinical manifestations served as a basis for identifying a subgroup of systemic necrotizing vasculitides asso-
ciated with ANCA synthesis: granulomatosis with polyangiitis (GPA), microscopic polyangiitis, and Churg — Strauss syndrome. GPA is charac-
terized by systemic granulomatous necrotizing vasculitis involving the small vessels of the upper respiratory tract, lung, and kidney.

The paper describes a case of difficult diagnosis and successful rituximab (RTM) treatment of generalized GPA in a 45-year-old female patients.
The disease occurred with local damage to the upper respiratory tract, granulomatous inflammation of the pulmonary vessels to form multiple
infiltrates with lung tissue destruction elements and necrotizing glomerulonephritis. Despite intensive immunosuppressive treatment, there was
a rapid GPA progression with the further development of respiratory failure, which had been induced by stenotic laryngitis subglottica leading
to tracheostoma. Damage to the organ of vision could lead to severe complications, including amaurosis. RM T was shown to be effective in treat-
ing generalized GPA with a poor prognosis.
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Cucremuble BacKyauThl (CB) — rpymima ocTpbIX U XpOHU- CHUT OT TUIIa, pa3Mepa, JIOKATU3aIu1 TTOPakeHHBIX COCYIOB 1
yeckux 3aboJeBaHUI, BaXXHEUITUM MAaTOMOPGHOIOTUISCKUM aKTUBHOCTU CHUCTEMHOro BocmajieHwus. [lepBoe omucaHue
MPU3HAKOM KOTODPBIX SIBJISIETCS BOCMAJCHUE CTCHKU KpPOBE- KIMHUYeCKON 1 Mopdosornyeckoit kaptuHel CB npuHamie-
HOCHBIX COCYIIOB, a CIIEKTP KJIMHMYECKUX MPOSBICHUN 3aBU- xutT A. Kussmaul u R. Maier (1866 1.). K cepenune XX B. B i~

43



COBPEMEHHAA PEBMATONOIWUA Ned’'154

KAWUHUYECRKHUE

TepaType ObUIM MpeACcTaBIeHbI MPAKTUYECKH BCE HO30JI0TMYe-
ckue opmel CB.

B MKB-10 CB Bxondr B rpynny XIII (cucreMHbie nmopaxe-
HUS COCIMHUTEIBHOM TKAHW) M OTHECEHBI K rmoArpyrmaM M30 n
M31. PacnipoctpanenHocts CB konebaercs ot 0,4 o 14 u 60-
nee ciayvaeB Ha 100 Teic. HaceneHus. [1o JaHHBIM TOCAEAHUX
3MUAEMUOJOTMYECKUX UCCIEIOBaHUM, HAMETUIACh TEHIEHIIUS
K YBEJIMUEHUIO UX pacripocTpaHeHHOCTH [1—4]. CB vaie BcTpe-
4aroTcs Y My>KUMH, Y€MY KE€HIIIUH, MOTYT Pa3BUBAaThCS B TIOOOM
BO3pacTe, HO MUK 3a00J1eBaeMOCTH IIPUXOIUTCS Ha 4—5-¢ mecs-
TUJIETUE XU3HU. VICKITIOYeHUeM SIBISIOTCSI TeMOpparnyecKuii
BacKy/JIUT U 00je3Hb KaBacaku, KOTOpble HAOIIOAAIOTCS B JIET-
CKOM U I0HOIIIECKOM BO3pacTe.

Ortuosnorust 0oablIMHCTBA nepBUYHBIX CB HeusBecTHa.
Tonbko HEKOTOpble UX (POPMBI CBSI3aHBI C OTIPEICICeHHBIMU
MPUYMHHBIMU (paKTopaMu, TaKMUMHU, KaK BUpYC rermatura B
Mpu y3eJKOBOM IoJMapTepunTe, Bupyc renatuta C mpu ac-
CeHIMaJbHOM KpHUOIJIOOYJIMHEMUUYECKOM Backynaute. OT-
NeJIbHbIE COOOIIEHUST O POJIU TEX WJIM MHBIX MUKPOOPTaHU3-
MOB KaK MOTEHIIMAIbHBIX 3TUOJIOTUYECKUX (DAKTOPOB (BUPY-
CHI TPUTITIAa W TaparpuIina, KOpU, KpacHyxu, DMINTeilHa —
Bapp, mapsoBupyc B19, nuromeranoBupyc, MUKOOAKTEPUM
TyOepKyJje3a) OCTaIOTCS eAMHUYHBIMU U HE IMMOATBEPKAAI0TCS
cepusiMU HaOJIIOACHUA.

OcHOBHOII MaTtoreHeTuyeckuit mMexaHusm CB cBs3aH ¢
AHTUHEUTPOGDWIBHBIMU IIUTOTUIA3MAaTUYECKUMM aHTUTEJIaMK
(AHIA), npeacraBiasioniuMy co00i TeTepOreHHYIO MOITyJIsi-
U0 ayTOAHTUTEJI, PEarupyoIIuX ¢ pa3TuIHbIMU (PepMeHTa-
MU LIUTOIJIa3Mbl HEUTPO(DUIOB, B MEPBYIO OUepeb C MPOTECH -
Hazoit 3 (ITP3) u Mmuenonepokcuaazoit, pexe ¢ Jakrodeppu-
HOM, 3J1acTa3oil, kKarencuHoM G W IpYyrMMU aHTUreHaMmu [5].
JlokazaHo, uyto cBs3biBaHue AHLIA ¢ cooTBeTCTBYIOIIMMU
MUIICHSIMU aKTUBUPOBAHHBIX HEUTPODWIOB M MOHOIIUTOB
MPUBOIUT K MX MPEXKIECBPEMECHHOM AeTpaHYISIIINN C 0CBOOOXK-
JIEHEM JIM30COMAJIbHBIX (PEPMEHTOB U TTPOAYLIUPOBAHUIO TO-
KCUYHBIX PaAMKaloOB KMCJIOpPOAa, KOTOPbIC BBI3HIBAIOT AECT-
PYKIIMIO COCYAUCTOM cTeHKU. Kpome Toro, HapyIaeTcs TpaH-
COHJIOTEIMAIbHAsT MUTpalUsl JIEUKOIIMTOB M3 COCYIHMCTOTO
pycjia, 4TO MPUBOAUT K OOpa30BaHUIO BOCTAJIUTEIbHOI rpa-
HYJIEMBI, COCTaBJISIONICH OCHOBY MOP(HOJOTNIECKONM KaPpTUHBI
rpaHyJIeMaTO3HbIX BACKYJIUTOB [6].

Hanuune AHLIA B chIBOpOTKE KpOBM OOJIBHBIX M KOPPEJIsi-
LMST UX YPOBHSI C TSDKECTBIO KIIMHUYECKUX MPOSIBIEHUI TIOCTY-
SKVUTA TIPUYWHOM [UTSI BBIICTIEHMS TIOATPYITITBI CUCTEMHBIX HEK-
POTU3UPYIOIINX BACKYJIUTOB, ACCOIMUPYIOUIUXCS C CUHTE30M
AHILIA: rpanynemarosa ¢ nmoauanruutom (I'TIA), MuUKpockomnu-
yeckoro nojauanruuta (MITA), cunapoma Yepmxka — Crpocc [7].

I'TIA xapakrepu3yeTcsi CUCTEMHBIM IpaHyJIeMaTO3HO-HEK-
POTU3MPYIOIIUM BACKYJIUTOM, TMOPaXKaIOIIUM MEJIKUE COCYIbl
BEPXHUX IbIXaTeJbHbIX MyTeH, JIErKUX U noyek |8, 9]. Knunuue-
ckoe teueHue I'TIA Becbma moaumopdHo. B 3aBucumoctu ot
HaJIMUMST WA OTCYTCTBUS MOPAKEHMS IMOYEK BBHIIECISIOT Orpa-
HUYEHHYIO U TeHepanus3oBaHHyo ¢opmbl ['TIA [10, 11]. Bos-
MOXHBI Ipyrue TMPOSIBACHUSI — TOpake€HUE KOXM, CYCTaBOB,
cepaua, LIHC, oprana 3peHust u ciyxa.

Jist 1abopaTopHON TUATHOCTMKM W OLIEHKUW aKTMBHOCTU
I'TIA 6onpuioe 3HaueHUEe uMeeT ornpeaeaeHue anturen K [1P3,
XapaKTepU3YIOIMMXCST LUTOIIa3MaTUUECKM TUIIOM CBEUYCHUS
AHLIA. ITokazaHo, 4TO UX HAJTMYUE B CBIBOPOTKE KPOBH Y OOJIb-
HbIX ['TIA u MIIA cBsi3aHO C TSKEJIBIM ObICTPOIPOrPECCUPYIO-
1IUM rJioMepyioHedputom [12, 13].
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B nenom mist I'TIA xapakTepHO 4upe3BbIYaiiHO arpecCUBHOC
TeYeHUe, B psifie CITydaeB TUIOXO KOHTPOJIMPYeMOe KOMOMHUPO-
BaHHOI MMMYHOCYIIPECCUBHOU Teparueii, a TakKe pa3TuIHbI-
MU 3KCTPaKOPMOpaTbHBIMUA MeTonaMu. B mocienHee BpeMs or-
pOMHOE 3HaueHWe MPUAAIOT MPUMEHEHUI0 OMOJIOTUYECKO Te-
panuu, U3BMEHMBILIEH CTPATeruio JeUeHUs MHOTHUX ayTOMMMYH-
HbIX 3a00JeBaHMit, B ToM yuciie CB. Tak, nosBiaeHue puTyKCcu-
maba (PTM), xumMepHOro MOHOKJIOHaJIbHOTO aHTUTesa Kk CD
20+nmumdonnTam, MO3BOJIWIO PACIIMPUTL BOBMOXHOCTHU Tepa-
MU pe3UCTeHTHBIX opm ['TIA.

[MpuBomuM coOOCTBEHHOE HAOJIOACHUE TPYIHOW JMArHO-
CTUKM U ycreuHoro yieueHruss PTM 00J1bHO# ¢ reHepaan30BaH-
Hoit (popmoii I'TIA.

boavnas M., 45 rem, 3ab601esanue debromuposano 6 hespane
2006 e. ¢ nopaxcerus 6epxXHUXx omaoen08 pecnupamopHo2o mpakma,
nposeuguiecocs: A6ACHUAMU SI36€HHO-HEKPOMUYECK020 PUHUMA:
CAUBUCMO-CHOUHBIMU 8bl0eNeHUAMU U3 HOCA ¢ 00pa308anuem Kpo-
BAHUCMbIX KOPOUEK, 3ampYOHAGUIUX HOCOB0e ObixaHue. Yepes 5 mec
(6 urone) pazeunoch cucmemHoe nopajiceHue GHYmMpeHHUX 0p2aHos.
Ommeuenvl 8061eueHUe NOYEK NO MUNY HEPPOMUUECKO20 CUHOPO-
Ma, conpoeociaguieecs OmMeKamu HUMICHUX KOHeYHocmell, 8bipa-
Jcennotl npomeurnypueil (4000—5600 me), Hapywenuem azomoew.-
Oeaumenvholi GyHKyuu (nosvluleHue ypogHs KpeamuHuHa Cbleo-
pomku Kkpogu 00 240 MKMOAb/1); eeMOppasuveckue 8biCoiNaHus Ha
Kooice 8 0baacmu 20neHell U mblaa CIon; NopadiceHue N1eeKUxX @ auoe
00bIUKU U KAUWAS ¢ KPOBOXAPKAHbEM, (heOpUAbHOU AUXOPAOKOU
(38,5-39°C).

s uckarouenus mybepkyne3no2o npouecca neeKux 60AbHAs
eocnumanusuposana 6 Hayuonanvhwiii yenmp pmusuampuu (buw-
Kek), ede Haxodunacs okono 1,5 mec (¢ 28.06 no 14.08 2006 ¢.). [Ipu
DEHMeHON02UHeCKOM UCCAe008AHUU OP2aHO8 2pPYOHOU KAeMmKU 6
Ae2KUX 0OHAPYICeHbl MHOICECIBEHHble 08YCMOPOHHUE UHDUAbM -
pamul ¢ d9eMeHmamu 0ecmpyKyuu 1e2o4Holl mKanu. AHaiu3 mMox-
pomet na BK 6bin ompuyamenvhoim. Ilpu uccaedosanuu @ynxyuu
BHeuIHe20 ObIXAHUS bl6AEHO HAPYUleHUe GeHMUNAYUU Ne2KUX N0
pecmpukmusromy muny. Ilpu Y3H naespanvuvix nosocmeii ycma-
HOBA€HO Haautue 08yCMOPOHHe20 IKCCy0amuero2o niegpuma. Boi-
sae6aena evicokas aabopamoprnas axmusrocms (COD 56 mm/u).
Tlpomusomybepkynesnas mepanus He dara 3¢pgpekma. Koncuauy-
MOM 6e0ywjux Cneyualiucmos YeHmpa ¢ yuacmuem peemamonoed
ycmanoenaer duaeHo3: cucmemuas kpacnas eoavarnka (CKB), no-
docmpoe meuenue, akmusrHocms Il cmenenu, ¢ nopaxcenuem Ko-
acu (eemoppaeudecKuil ackyaum), Aeekux (10nyc-nHeeMoHUm),
cepo3HbiX 0004104eK (naespum), nouek (nonyc-Hegpum c Hegpo-
MuyvecKumM CUHOPOMOM, XPOHUHeCKds NOYeUHAs He0oCmamou-
Hocmy — XIIH, — xkaunuueckas cmaous), cycmaeos (apmpum,).
Ha3snauen npednuzonon 6 doze 40 me/cym, Komopblii nayueHmra
NPUHUMANG 8 MeyeHUe NOCAeOVIUWUX 6 mec ¢ NoA0ICUMeNbHbIM
aghpexmom.

B ¢pespane 2007 2. na pone cHuxcenus 003 NpeOHU30N0HA
(00 20 me/cym) ommeueHo obocmpenue HeKPOMU4ecKkoeo puHuma
¢ nocaedyroweil decmpykyueti Hocogoil nepeeopodku. Obcaedosa-
aacy 6 Meduyunckom yeumpe lyanuxncoy (KHIP), ede npu ne-
NPAMOU UMMYHODAIOOPECUCHUUU BbIAGACH UUMONAA3Mamu4e-
ckuti mun ceeuenus AHIIA. Ilpu 6uoncuu nouex oOHapyiceHbl
npu3HaKu MmemoOpano3Hoeo enomepyaroneppuma. Ocmaenien
npescnuti duaenos CKB. K neuenuro dobasaen mukogenorama
mogpemun (MM®D) 6 doze 500 me/cym, doza npedHusoioua co-
cmaeasna 20 me/cym.

[loemopHoe yxyowenue cocmosinus ommeuero 8 okmsope 2007 e.:
peyudusupoganu GedpUIbHAL AUXOPAOKA, 00bIUKA, KAUleAb C Gbl-
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deneHuem MOKpOMbl CAUIUCMO20 XAPAKMepa, OmeKu HUNCHUX KO-
Heunocmeil. locnumanusuposana 6 omoenenuu Hegpponroeuu Hayu-
oHanvHo20 uenmpa kapouonoeuu u mepanuu (HIIKT) ¢ duaenozom:
CKB, nodocmpoe meuenue, axkmuenocmo 111 cmeneru, nopasxceru-
e AeeKux (Nrnyc-nHeeMoHUm), Cycmaegos (apmpum), nouex (mem-
6paro3ubLil enomepyronegpum, XIIH, kaunuueckas cmaous, Heg-
pocenHas apmepuanrvHas eunepmensus). Ilpu obcredosanuu 6 06-
wem anaause Kposu coxpausnace yckopennas COD (55 mm/u), cko-
pocmb Kayoouxoeoil puasvmpauuu (CK®) — 47,02 ma/mun, kpea-
MuHUH coleopomku kposu — 106 MKMOAb/A, CYMOUHAS NPOMEUHY -
pusi — 312 me. JIOP-epauom eepughuyuposan conymemeyrouuii ou-
aeHo3: cybampoghuueckuii punum, cedn08uoHas degopmayus Hoca.
IIpodonscena mepanus MM®D 6 doze 1000 me/cym u npednuzono-
Hom 6 0o3e 30 me/cym.

B aneape 2008 e. — ouepedrnoe yxyowienue cocmosHus: ycune-
Hue 00blUKU, NOsIBACHIEe NPUCMYNO08 YOYULbsL, 8 C8:3U C HeM 20CHU-
maau3upogana 6 omdeneHue NYAbMOHOAOUU U ANNeP20N0UU
HIIKT. Ilpu penmeenoepaguu nazyx Hoca 06HapysiceHo npucme-
HOYHOe 3ameMHeHue 0beux eaiimoposuix nazyx. Ilpu ¢ubpobporxo-
CKONUU B8blsI8AEHbl HEKPOMUHECKUe U3MEHeHUs NoA0CMU Hocd, CY-
JIcerue 2010C080I1 ujeal 8 NOOCKAAOOHHOM NPOCMPAHCMEe 20PMAHU
3a cuem paspoculeiics epanyaayuonHoil mxanu. Ha ocnosanuu xau-
HUKO0-1a00pamopHbIX U UHCMPYMEHMANbHbIX OAHHbIX OUASHOCMU-
posan epanyiremamos Becenepa c nopascenuem eepxnux ovixamens-
HbIX nymeil, aeekux, nouex. Joza npednuszonrona u MM®D ocmasa-
1acb npedxcHell.

Pesxoe yxyowenue cocmosnus koncmamupogarno 11.05
2008 e., koeda paszsuacs RPUCMyn aAcUKCUU ¢ KPAMKOB8PEMeHHOLL
nomepeii cosnanus. Jlocmasaena 610K UHMEHCUBHOL NYAbMOHO-
noeuu HI[KT, ede nposedena enympusennas ungy3us npeonuso-
saona (300 me). Ha caedyrouguii Oens nepegedena 6 omdenerue pes-
mamonoeuu HI[KT.

Ob6sexmuesHo: 0buee cocmosnue msaxcenoe. Ilpeobaadanru cum-
nmomvl ObiXxameavHoli HedocmamoyHocmu (cmpudoposHoe Obixa-
Hue). Temnepamypa mesa — 37,8 °C. Cednrosuonas depopmavus
Hoca. KoocHbie @vicoinanus omcymcemeosanu. Ilarsnuposanucs
3a0Hue wielinble (creea) u noomblueuHvle (cnpaea) aumgpamuye-
ckue y3avl. [lacmosnocms eoneneii ¢ deyx cmopon. Ilamonoeuu cy-
€mMaesoe He 8bisieAeHO. B neekux dvixarnue dcecmkoe, Xpunvl He pecu-
cmpupoganucy, wacmoma ovixanus — 26 ¢ murnymy. Touvl cepoua
uMeny npuenyuleHHslil Xapakmep, COXpPaHsaACcs NPAGUAbHBLI PUMM,
yacmoma cepoeuHvix cOKpauienuii — 64 6 munymy, apmepuansHoe
daenenue — 150/90 mm pm. cm. [leuensv u ceaesenka He narbhupo-
6anucsw. /luzypuueckue A6AeHUA OMCYMCMBOBANU.

Jannvie nabopamoproeo uccaedosanus: yckoperwue COD do
31 mm/u, Kpeamunun coieopomku Kposu — 145 mxmonv/n, CK® —
30,61 ma/mun, cymounas npomeunypus — 830 me/c.

Jlannvle uHCmpymenmanvHoeo uccae008aHus: NpU OUeHKe
@PyHKUUU 8HeuwHe20 ObIXAHUS BbISIBACHbl PA3HULA MelcdY 006eMOoM
ghopcuposannoeo evidoxa 3a I ¢ u NUKOBOL CKOPOCHIbIO 8blO0XA U
U3MeHeHUue COOMHOUleHUs Nepeoll U 6mopoll NOAOBUHbI KPUBOU
«nOmoK — o00sem» (MuHymuas obsemHas ckopocms 25, 50 u
75%), yeeauuenue nukogoii obsemHoil ckopocmu do 0,25 ¢ (npu
Hopme 0,1 ¢), umo yKaswvleano Ha HAAUYUE CMEHO3A 8He2PYOHbIX
omaenos dbixamenbHvX nymei.

Ilo dannvim penmeenoepaghuu neekux 6 éepxueil done cnpasa —
yuacmok ¢uoposa.

IIpu komnviomeproii momoepagpuu (KT) eopmanu 3apeeucm-
DPUPOBAHLL NPUBHAKU UUPKYAAPHOU 2UNEPRAa3ul CAU3UCIOL 060-
A0YKU NOOCKAAOOUHO20 NPOCMpPAHCmMeEd, 00ycao8uguile cmeHo3
20pmaHuy u npucmyn acgurkcuu.
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Koncyavmuposana JIOP-epauom: npu 10KkanbHom ocmompe Ha-
DYIICHBLIL HOC cedn06udHoll ghopmul. Tlpu nepedreil puHockonuu cau-
3ucmas 000404Ka HOCA U3BA36A€HA U NOKPbIMA UOPUHO3HO-CHOU-
HbIMU KOPOYKAMU, HOCOBOIL X00 cydiceH ¢ d8yx cmopoH. Jlesas nono-
BUHA AUYA 8 001aCMU NePeHOCUYbl, BKAIOHAs 00Aacmb WeKU, PKOo
2unepemMupos8ana, omeyHoCms CmekA08uoHoeo xapaxmepa. Ilo oan-
HbIM OMOCKONUU — CAYX08ble NPoxXodbl 6e3 namonoeu4eckKux usme-
HeHUll, N0 OAHHbIM HeNnPIMOU AAPUHCOCKONUU — HAO2OPMAHHUK 8
8ude pasgepHymo20 NenecmKd, 2010C08ble C8:A3KU 0eneco8amozo
yeema, 8 n002010C080M NPOCMPAHCMEe — OMeK, 0oaee GbiPadlCeH-
Hblll creea.

Pezyavmamel KauHuKk0-1a60pamopHo2o u UHCIMPYMEeHMANbHO-
20 uccnedoganus, OaHHvle aHamHe3a noomeepounu OUazHo3, ycma-
HOBAEHHBII 8 COOMBEMCMEUU KAACCUDUKAUUOHHBIM KPUMEPUAM
R. Leavitt u coaem. (1990): eparysemamo3s Bezenepa, eenepanuszo-
6anHas gopma, ocmpoe meueHue, 8bICOKOU aAKMUBHOCMU C HOPA-
JCeHUeM GePXHUX U HUICHUX 0mOen08 pecuupamopHoeo mpakma
(cybampoguueckuii punum, OecmpyKyus Xpsaulesoll U KOCMHOU
MKAHU HOCOBOI nepeeopooku — cedN08UdHas deopmayus Hoca;
YUPKYAAPHAA 2unepnaasus noocKkaado4Ho20 npocmpaHcmeda 6epx-
HUX 0mMAen06 mpaxeu — CMeHO3 20PMAHU, OCAOICHUBUIUICA acu-
xcueit 11.05 2008 e.), nopaxcenue neekux (nHeemogpuopos eepxreii
doau npasoeo neekoeo), nouex (MemMOpaHo3Hblll 210MepyAoHedpuUm,
XpoHuueckoe 3abonesarnue nouex Il cmaouu; XIIH, cyoxaunuue-
ckas cmaous). Medukamenmo3nblil KyuuHeouo.

B ces3u ¢ npeobaradanuem 6 kaunuueckoll Kapmune cUMNMO-
MO8 NOpadiceHus 6epXHUX ObIXAMEAbHbIX Nymeil ¢ eeHepalusayuen
2PAHYNeMAMO3H020 0CHANeHUsl OONbHAS 68 MmeyeHUe NOCAeOYIOUUX
2 n1em Haxoouaacy Ha NPoSPamMMHOU Nyabc-mepanuu yuxkiogocga-
Hom (LI®D) u memuanpeonuszononom (MII). I[lepsonavarvras dosa
npeonu30A0Ha cocmasasnna 65 me/cym, 6 nocaedyrowem npu cmaou-
AU3aYUYU cCOCMOSHUS OHA Oblaa cHudicena 0o 30 me/cym.

O0HAKO COXpaHANUCH KAUHUMEeCKUe CUMRMOMbL ObIXAMeNbHOU
HedocmamoyHocmu (NpUCmynsl yO0yuibs), NPeUMyU,eCmeeHHo npu
usuneckux naepyskax, npu KT eopmanu (6 dunamukxe) evisi6aeHbl
cKAepomu4ecKue usmMeHeHus: 8 n002010co8om npocmparcmee. 02.02
2010 e. no Hcu3HeHHbIM NOKA3AHUSAM NPO8edeHa OeCKaHINbHAS mpa-
Xeocmomust, Ymo npugeno K yCmpaHeHuro 3ampyoHeHH020 ObIXaHus U
VAVHUIEHUIO Ka4eCmBa JCU3HU O0NbHOII.

C urwons 2010 e. ommeueHo 6osaeueHue 6 Npouecc opeaHa
3peHusi, NPoseUaUIeeCcs] BbIPAJICEHHBIM OMEeKOM U 601e6biM CUH-
dpomom nesoeo enasa, 00yca081eHHbIM pempo0yabOapHbIM ePAHy-
nemamosHviM ocnanseHuem no dannvim KT obaacmu opoum
(cm. pucyHok, a, 0).

Cumnmombl  pempo6y1b0apHOll epanyiemvl peyuousuposanu
6 meeHue nocaedylouux 5 mec, Ha (oHe NPOSPAMMHOU NYAbC-Mme-
panuu 11D u MII ykazaunsie nposenenus nabawodaiucy He 6oaee
3 Hed. Yepes 4 mec (6 okmsbpe 2010 e.) ommeuero nopasicerue npa-
8020 21a3a, CONPOBONCOABUICECS AHANOSUMHOU CUMNMOMAMUKOLL,
umo no6youno Hac paccmompems 6ONPOC 0 HA3HAYeHUU Ouoao2uye-
ckoil mepanuu PTM.

B psade pabom, ykazano uHa s¢pgpexmuernocmo PTM npu pesu-
cmenmuwix ghopmax I'lIA. Tax, kaunuueckas pemuccus 6vira doc-
muenyma y 11 nayuenmos nocae 4 unghysuii PTM (no 375 me/m?) 6
couemanuu ¢ earoxokopmuxoudamu (I'K). Ommeuanrocsy 6vicmpoe
CHUdICeHUe uucaa 3peavix B-kaemok 6 nepughepuueckoii Kposu.
Ilocae soccmanosnenus ux Koauvecmea y 4 nayuenmog Haoaooa-
s0cs Hapacmarnue mumpa AHLIA, pemuccus 6viaa coxpanena 6 pe-
3yavmame noemoproeo esederuss PTM [14]. B dpyeux uccaedosa-
HUsIX npueedeHbl MeHee ONMUMUCMUYHbIE Pe3YAbmambl Ae4eHus
PTM 60oabHbix ¢ pempoopoumanshbimu epanysemamu. I[lo muenuro
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asmopos [15], omcymcmeue kKauHu4ecko2o
aghgpexma PTM 6bino cés3ano ¢ npeobaa-
daHuem maNCeN020 2PAHYNEMAMO3ZHO20
KOMROHeHmMa 3a001e6aHUS.

Tpunumas 60 enumanue npomugope-
yueble aHHble AUMEPAMYPbl, A2PecCUsHoe
meueHue 00Ae3HU Yy Hauleil nayueHmxu,
omcymemaue 004%CHO20 3hpexkma npo-
epammnoii nyavc-mepanuu I'K u I[[®, pe-
YUOUBUPOBAHUE 2PAHYACMAMO3HO20 80CNA -
ACHUSL 2143 ¢ PUCKOM pa3gumusi Heoopamu-
MbIX 0CA0JCHeHUll (nOoAHOI nomepu 3pe-
Hus), nauama mepanus PTM.

C nosaops no uons 2010 . nposeden
nepeuiii Kypc nevenus PTM no 500 me (6ce-
20 4 unghysuu ¢ unmepsansom 6 2, 4 Hed u
6 mec) ¢ npedsapumenvHoll npemeouKayi-
eti (MIl eHympugsenno KaneabHo nO
250 me). Ilocae nepeoit ungyzuu PTM om-
MeueHa cmabuau3ayus COCMOSHUA: Kynu-
poganue peyudusupyroueco omeKa 1e6020
21a3a, HOPMANU3AYUS A30MO8bloeaUment-
HOU QyHKUUU nOYeK. SHAYUMENbHO YAYY-
wuaucy 1a60pamopHvie NOKA3amenu: CHU-
suaucy COD do 6 mm/4, ypogenv Kpeamu-
HUHA cblgopomKu Kposu 00 91 mrkmonv/a,
VAYHUMUAACL DUABMPAUUOHHAS (DYHKUUSA
novex (CK® — 77,54 ma/mun), cuuzunrace
aKcKpeuyus 6eaxa c mo4oi do 69 me/cym.

KT obaacmu opoum 6 ounamuke: pempoopoumanvHo caeéa,
npeumMyuecmeeHHo no HUNICHeAAMepanbHol CmeHKe, Onpedesemcs
donosHumenvHoe obpazosanue, Maekomkanoi niomuocmu (+61,8
ed. H.), c uemkumu pogHbIMU KOHMYPAMU, OKPY2A0l (popMbl, pa3-
mepom 0o 104,4x10, 1 mm 6 nonepeuruxe (npedvidyusue pazmepvl 00
19,2x18,8 mm), 6e3 yoedumenvhvix KT-npuznaxoe ungursmpayuu
NPUNENCAUSUX KOCMHBIX, MALKOMKAHBIX U HCUPOBLIX CIPYKMYP.
3akarwuenue: obsemHoe pempodyabbapHoe 00pazoeanue cresd, e-
POSIMHO, 00yca0eaeHHoe cucmeMmubim 3aboreeanuem. Ilo cpashe-
Huio ¢ danHvimu npedvidyueit KT ommeuena nosoxcumenvras ou-
Hamuka (ymeHvuieHue pasmepa oopazoéanus). B uesom onucannoie
UBMEHEHUsl YeAOCMHO-AUUEB0I 00AACmU MO2Ym COOMBemcmeo-
éamb nposiereHusm 6oae3nu Beeenepa (cm. pucynok, 8, e).

[locae 4-it unghysuu PTM 6 nepuod pemuccuu 6 kavecmee noo-
depacusaroweti mepanuu nHaznaven MM®D ¢ doze 2,0 ¢/cym, a do3y
MII yoanoce chusums ¢ 65 do 20 me/cym.

C 19.03 2012 c. no 19.11 2013 e. 6 ces3u ¢ obocmpenuem 3a60-
nesanus 6 sude ghedpunvroil auxopadxu (39 °C), vipasicentoil caa-
bocmu, coxpaneHuem HapyueHus a3omogbloeaumensHoil u guism-
PAUUOHHOU QYHKUUU nouex (KpeamuHun kposu — 150 mkmons/a,
CK®D — 38,43 ma/mun.) nposedern emopoii kypc mepanuu PTM (2000
Me) ¢ noaodcumenvHuiM dgpghexmom. K amomy epemenu nayuenmka
npodoaxcanra npunumams meopon 8 me/cym, MM®D 1500 me/cym,
Hopmodunun 10 me/cym, 6ucenmon no 960 me 2 paza 6 denv 6 meue-
Hue 10 dueii 1 pas 6 3 mec (4 paza 6 200).

C 16.05 2014 2. npu nosmoprom obocmperuu 3a60n1e6anus (pe-
yuousuposaru auxopaoka 38,5—39 °C, ewipancennas odbwas cia-
bocmb; KpeamuHuH cvleopomku kposu — 133 mxmonv/n, CKO —
40,0 ma/mun) nawam mpemuit Kypc eedenus PTM (3 ungpyzuu no
500 me), credyrouee 6eedenue npenapama naanupyemcs 04.01
2015 e. Ilpu nocaednem ambéyramoprom ocmompe 6oavHoi (19.09
2014 2.) evisasaena noaodxcumenvras OUHAMUKA 1AOOPAMOPHbIX NO-
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Komnsmepruvie momoepammor (a—e) obnacmu opbum y 6oavroii M., 45 nem.
PempobyavbapHoe eparysemamostoe obpazosanue caeea. Onucanue 8 mekcme

kazameneii: COD — 6 mm/4, obwuil anaiuz mouu 6e3 namoaocuu,
Kkpeamunun coieopomru kpogu — 119 mxmonv/n, CK® — 58 ma/mun.
B nacmosauwee epems doza medpoaa crhudxicena do 4 me/cym, na-
yuenmrka npodoaxcaem npunumamo MM®D ¢ doze 2000 me/cym,
nopmodunun 10 me/cym, kapouomaenun 75 me/cym.
[lpumeuamenvro, umo 3a éecv nepuod neuenuss PTM u amby-
AAMOPHO20 HabA00eHUsl Y O0AbHOI He OMMeUeHO HU 00H020 INU30-
0a HedicenamenvHbiX A6AeHUN U UHMEPKYPPEHMHOU UHGeKyuU.
Oo6cyxnaenue. [JaHHbIN KIIMHIYECKUI CITyJail IeMOHCTPUPY-
et npuMep 3ddexkTuBHoro jeueHuss PTM reHepannzoBaHHON
¢opmbl I'TIA ¢ HeGIaronpusITHBIM MPOTHO30M Pa3BUTHS JIbIXa-
TEJIbHOU U TMTOYeYHOI HEeTOCTATOUHOCTH, a TaKKe TIOTepU 3peHUSI.
I'TIA npeGroTrpoBai JIOKaJIbHBIM MOpaXKeHUEeM BEPXHUX OTHEJIOB
pecnupaToOpHOro TpakTa, FpaHyJIeMaTO3HbIM BOCTIaJIEHUEM COCY-
IIOB JIETKMX C 00pa30BaHMEM MHOXECTBEHHBIX MHMWIBTPATOB C
3JIeMEHTAMM IECTPYKIIMU JIETOYHOU TKaHW, HEKPOTU3UPYIOITUM
rioMepynoHedpuToM. HecMoTpst Ha aKTUBHOE UMMYHHOCYTIpEC-
CHBHOE JieueHue, Ha0M0AaI0Ch ObICTPOE MTPOTPECCUPOBAHME 3a-
0osieBaHUsI C MOCTEAYIOIIMM Pa3BUTHEM JIbIXaTeJIbHOW HEeI0CTa-
TOYHOCTH, UTO OBLJIO BbI3BAHO CTEHO3UPYIOLLIUM MOJACKIaI0YHBIM
JIADUHTUTOM, TIPUBEALINM K (hOPMUPOBAHUIO TPaXeoCTOMBI. Bo-
BJIEUeHME OpraHa 3peHUs TPO3WIO PA3BUTHUEM TSIKEIIBIX OCITOX-
HEHUIi, B TOM YHCJIe TIOJIHOM CJIETIOTOI, 1 HEOOXOMUMOCTBIO XU-
PYPrU4ecKoii SHyKIIealny MopaXKeHHOTro I71a3a.
ITaToreHetnueckasi 000CHOBaHHOCTb mpumeHeHusi PTM
npu I'TIA omnpenensiercss yyactueM B-kjeTok B oOpa3oBaHUU
rpaHyjieM, a yBeJIMIeHUe UX YPOBHS B IeprhepruIecKoil KpOBU
ACCOIMUPYETCs ¢ aKTUBHOCTBIO 3a00s1eBaHus. [1o maHHBIM JIn-
TepaTypbl, BbIpaXXeHHbIN KIMHUYecKuii a¢pdekt PTM oTtmeueH
6osee ueM y 90% natvientos ¢ ['TIA. ITpu 3Tom 6osee yem y 80%
MalKUeHTOB ObUIa JOCTUTHYTA MOJHASI PEMUCCHSI, 2 000CTPEHUs
3a00JIeBaHUSI XOPOIIO KOHTPOJIMPOBAJIUCH TOBTOPHBIMU Kypca-
MM Ha3HauyeHus npemnapara (B cpeaHeM yepe3 9—12 mec) [14].
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B otnenbHbIX paboTax cooOIaeTcst 00 OTCYTCTBUM MOJIOXU-
TeJbHOro 3ddexkra PTM y 00lbHBIX ¢ TTpeobiagaHueM B KIMHU-
YeCKOI KapTUHE rpaHyieMaTo3Horo KomroHeHra ['TIA, uTto mipo-
TUBOPEUYUT HAIIMM pe3yiabTataM 3(PGhEeKTUBHOTO JICYCHUS Ak~
E€HTKHM C arpeCCUBHBIM BapMaHTOM TpaHyJIEMaTO3HOTO BOCIIaJe-
Hus opraHa 3peHusi. CToiikasi KIMHUKO-JIabopaTopHasi peMUCCUST
3a00JieBaHUs ObLIa TOCTUTHYTA TOC/Ie MPOBEIEHHUsI OMHOIO Kypca
tepanuu PTM u coxpaHsiiack Ha NpoTskeHUM 24 Mec TMHaMuve-
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Takum ob6paszom, ucnonb3oBanue PTM npu I'TIA cBune-
TeJIbCTBYET 00 3(D(EeKTUBHOCTH TIpernapara y TAKUX MallleHTOB.
B To Xe BpeMsI, KaK MOKa3bIBaCT HAIl OIBIT, IJIsT TOIICPKAHUS
peMKCcCUU He0OXOIMMO TTOBTOPHOE BBeIeHMEe Tipemnapara. [1oa-
TOMY JIJISI TIOATBEpXKIeHUS 3(PHEKTUBHOCTH Mperapara, a Takxke
pa3paboTKM YEeTKUX PEKOMEHIalii HeOOXOAMMO MPOBEAEHUE
CPaBHUTEJIbHBIX KOHTPOJUPYEMbIX DPaHIOMM3UPOBAHHBIX MC-
CJIeZIOBAaHUI Y GOJIBIIIOTO YKC/Ia TAMEHTOB C UCITOJIb30BAHUEM

CKOTO HaOJTIO/ICHUSL.
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HccrnenoBaHne He UMeJIO CITIOHCOPCKOM MOMIEPKKU. ABTOPHI HECYT ITOJTHYIO OTBETCTBEHHOCTb 3a IMPEAOCTaBIeHNE OKOHYATETh-
HOI1 BepcuU PyKOITMCH B TlevaTh. Bce aBTOpBI MPMHUMAM yJ4acTe B pa3paboTKe KOHIEMIIMU CTaThl U HalTMCaHUM pykomnuchu. OKOH-
yaTeJibHasl BEpCUsl PyKOMucH Obl1a 0100peHa BCeMU aBTOPaMU.
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