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IpanynemaTtos Berenepa (I'B), uiau rpany-
JIeMaTO3 C MOJMAHTUUTOM, XapaKTepu3yeTcsl He-
KPOTU3UPYIOLIUM TpaHyJIeMaTO3HbIM BoOCTasie-
HMEM U HEKPOTU3UPYIOIIUM BaCKYJIUTOM, MOpa-
JKAIOUIUM TIPEUMYILECTBEHHO MEJIKUe apTepuu,
apTepUOJIbl, KaMWLISAPHI U BeHY bl [1—4]. Bonee
KpPYITHBIE COCYIBI PENKO TOpakeHbl. [paHymema-
T03 BereHepa HepeIko HAUMHAETCST C TIOPAXKEHUST
BEPXHUX OTJAEJOB PEeCTIMPaTOPHOTO TpakTa. Ta-
Kas iumMuTrpoBaHHast hopma I'B Moxer B Teue-
HUE JUTUTEIbHOTO BPEMEHU IIpelIlIecTBOBAaTh
Pa3BUTHIO CHCTEMHBIX MOpakeHuit. B kiraccuye-
ckoM BapuaHTe ['B mopaxkaer BepxHHe IbIxa-
TEJIbHbIE MTYTH, JIETKUE U MOYKY (FeHepaln30BaH-
Has ¢opma I'B). Kpome Toro, I'B moxet nmopa-
KaThb KOXY, LUEHTPalIbHYI0 U MepudepudecKyio
HEPBHYIO cucTeMy U riasa. [Ipu renepanuzanuu
npoiiecca y OOMbHBIX HAOMIONAIOTCS KOHCTUTY-
LIMOHATbHBIE, a TAKXKe PeBMAaTUIeCKUE CUMIITO-
MBI (B BUAE apTpaITUil U MUAJITUIl BIUIOTH IO
pPa3BUTHS MUO3UTA U HEIPO3UBHOIO apTpuUTa) |5,
6]. ¥V 90—98% GOJBbHBIX C TeHepalTn30BaHHOMI
dopmoii I'B u y 65—70% malLmeHToB ¢ IUMUTH-
poBaHHO# opMmoii I'B BBISIBASIOT aHTUHEUTPO-
(unpHBIe  HUTONIA3MaTUYECKWE  aHTUTesa
(AHLA) [7]. B 70—80% cnyuyaes AHLIA umetor
cnetnUYHOCTh K MpOTEeHHa3e 3, MPUMEPHO
B 10% ciyyaeB — K Muesornepokcuaase [8, 9].
OTHonorus 3a00aeBaHUs OCTAETCS HEM3BECTHOM.
D heKTMBHOCTH UMMYHOCYIIPECCUBHOM Tepa-
nuu u Hanuuue AHLA npenmnonaraior ayroum-
MYHHBII MeXaHU3M naToreHe3a [10].

[MonyyeHne peMuccuy SIBISIETCSI OCHOBHOM
3ama4eil MHAYKUUOHHON Tepanuu ['B u B 3Hauu-
TEJIBHOW Mepe OIpe/esisieT KayecTBO U MPOIOII-
SKUTEJIHOCTD KU3HU Y 9TUX ManueHToB. [1o gaH-
HeiM B. Hellmich u coast. [11], y maunueHTOB
¢ AHIIA-accouuupoBaHHBIMU BacCKyJIUTaMM,
KOTOpble pedpakTepHbl K TPaIULIMOHHOW Tepa-
nuu 1ukiaodocdhaHoM U TIIOKOKOPTUKOUIAMU
(I'K), ucnionib3oBaHue «Tepanuu CraceHUs» Mo3-
BOJISIET IOCTUTHYTh PEMUCCUM TOJBKO B 35—83%
ciryyaeB. CTaHIapTOB B BBIOOPE «Teparuy crace-
HUSI» HE CYILIECTBYET.

Mbl npuBoauM onvcanue ciaydas I'B, ped-
PaKTepHOTO K CTaHIAPTHOW Tepanuu, KOTOPbIit
ObLT ycrelrHo JieueH paymapabunom. dnynapa-
OUH SIBJISICTCSI TIPOTUBOOITYXOJIEBBIM IPENapaToM
U 00JanaeT BBIPAXEHHBIM MMMYHOCYNPECCUB-
HBIM 3(P(HEKTOM B pe3yJIbTaTe LIMTOTOKCUYECKOTO
neiictBusl Kak Ha B-, Tak u Ha T-1uMGOLIUTEI.
[anHas Tepamnusi, HaCKOJbKO HaM U3BECTHO,
He ucnoJib3oBajach paHee B jedyeHuu ['B. [1pu-

MeHeHue duiynapabuHa 1Sl JIe4eHUsT Halllei ra-
LIMEHTKU ObLIO OOCYXJIEHO M 0JI00pEeHO Ha yde-
HoM coBete ®I'BY «<HUNUP» PAMH.

boavnaa P., 51 200a, nocae neperecenHol
ocmpoli supycHoll unghexyuu 6 gespane 2010 e. 06-
pamuaacs K 8pay ¢ ycarodamu Ha HOUHO-2eMop-
pacuyeckue gvloenenus uz Hoca. Ilpu obcaedosanuu
0ObL1 yemaHnoeneH QUaeHo3 2aliMopum u Ha1ama cne-
yugpuueckas mepanus. O0nako mepanus He npu-
Hecaa eblpaddceHHo20 dpghexma. Y navyuenmxu om-
meuanocy npoepeccusHoe cHuicenue cayxa. llpou-
3owna nepgopauus npasoil 6apabaHHoi nepenoH-
xu. Coxpananuce eemoppazuveckue 6bl0eneHus U3
Hoca. B urone 2010 e. meuenue 60ne3uu npuobpeno
kamacmpoghuunblii xapaxkmep. boavnas cmana au-
xopadumy (0o 39 °C), npoepeccuposana caabocme.
Ha noeax nosguauce 3pumemamosHsie Nanyavl, Ko-
mopble npemepneau npocpeccuio 6 A36eHHO-HeKpo-
muueckue anemenmst (puc. 1, a). Hapsoy ¢ smum
Y nayueHmKu npousouiau napesz npasozo AUUe02o
Hepea (puc. 2, a), paspyuieHue Xpauja CNUHKU HOCA
¢ 06pazosanuem «cedno8uoHoll deghopmayuu Hoca»,
a makice NOAGUAUCH A36bl HA CAUSUCOL 000104Ke
noaocmu pma. Pazeunuce anocmus u momanvHasn
aees3us. B konye uions 2010 e. boavhas eocnuma-
auzuposarna 6 DIBY «HUUP»> PAMH c nanpasu-
menvHbIM  OUACHO30M  CUCHEMHbLI  8ACKYAUM.
Ilpu o6caedosanuu 8via64eH ACUKOUUMO3 00
24 -« 10°/a, yseauuenue yposeus C-peakmusHozo
beaxa (CPB) do 78 me/a (Hopma do 5 me/n) u nogui-
wenue ypogHs anmumen Kk npomeunaze — 3 0o 77,1
Ed/n (nopma do 5 Ed/a). Komnwviomepuas momo-
epagpus (KT) kocmeli auyeoeo omdena uepena ebi-
ABUNA pa3pYULEHUe HOCO80I nepe2opoOKU U CIEeHOK
2alimoposuix nazyx (puc. 3), a makdce npusHaxu
naucunycuma. KT neexux eviasunra uHguibmpamol
6 napeHxume o00uUx Ne2KuUX U yuacmku 0ecmpyKuyuu
N€204HOI MKaHu ¢ o00pasoeanuem noasocmeil
(puc. 4, a, 6). B cea3zu ¢ wcarobamu Ha 4y8cmeo
OHeMeHUsI 8 HO2aX N0 MUNY «20Abgh» ObL10 nposede-
HO 1ekmpomuocpaguueckoe uccaredosanue, Komo-
poe B8bisIBUAO CEHCOPHO-MOMOPHYI) AKCOHANBHYIO
noaunetiponamuio obeux Hoe. Dynxuyus nouek oviaa
COXPaHHOIL, MO4e8oll 0cadok — be3 ocobenHocmell.

Ha ocnoséanuu kpumepuee Amepukanckoil
Koaneeuu pesmamonoeos [12, 13] b6vin ycmarnoenen
duaernos I'B ¢ nopaicenuem eepxuux omoenos ovixa-
MenvHbIX nymeli, NeeKux, K0dcU, Hepe8HOll cucme-
Mbl, ACCOUUUPOBAHHDII C AHMUMENAMU K npomeu-
Haze 3. Taxcecmv cocmosHus nayueHmku u 6vicm-
poma pazeumus CUMARIMOMO8 noOyouau Hac K UH-
meHcugukayuu cmanoapmHoii UHOYKYUOHHOU cXxe-
Mbl. Dmo 0bL10 ocyuiecmeneHo Kak dobasaenuem
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Puc. 1. 13BeHHO-HeKpoTUYeckue nopaxeHns y 6onbHoi P. ¢ B go (a) n nocne (6) Tepanun dnyaapabuHom

Puc 3. KomnbrotepHas ToMorpamma roso-
Bbl 60SIbHOI P. BuaHbI NpU3HaKn fecTpyK-

Puc. 2. [opaxkeHne Npasoro NnLeBoro Hepea u CeanoBuaHas fedopmaums Hoca L1 HOCOBOW NEPeropo/iku, CTEHOK ranmo-
y 6onbHoit P. ¢ TB. CocTosiHue o (@) v nocne (6) Tepanuu donynapabuHom POBbIX Na3yX, NPU3HAKN NaHCUHyCKUTa

6 npomoxoa aevenus pumykcumaoa (PTM), max u unmencughu- Ho) u 7500 me conymedpora (6HympusenHo 6 eude nyabc-mepa-
yuposanuem pexcuma esedenus yuxaogpocgpana u I'K. B xonye nuu). Hapsady c smum ona exceonegno npuHumanra memuanpeoru -
urona 2010 e. 6vira Hawama uHOYKUUOHHAA mepanus (puc. 5). 30410H 6 d03e 32 me/cym. Ha ¢ghone nposooumoii unmerncuenoii me-
B meuenue 3 mec nayuenmia noayuuia 6HympugeHHo 6 & Uukao- panuu 6 ageycme 2010 e. memnepamypa HOpMaau308a1acs, 00HA-
gocghana (1000 me kaxcovie 14 oneit), 1000 me PTM (odnokpam- KO o0ujee cocmosnue 601bHOU 0CMABANOCH HEYO0BAeMEOPUMENb-

Puc. 4. KomnbloTepHble TOMOrpaMmbl nerkinx 60nbHoM P. fo (a, 6) 1 nocne (B, r) Tepanun dnyaapaduHom
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WHayKunoHHas Tepanus
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Puc. 5. Cxema MHAYKLUMOHHOIA Tepanuu 60MbHOIA P.

Hom. TToseunucy Hcanobvl Ha CUALHYIO 20108HYH) 001b, SI36eHHbIE
Oeghekmbl Ha causucmoil 000404Ke HOAOCMU PMA U HA HO2AX He
npemepnesanu peepeccuu. Ilpu o6credosanuu ObiA0 bIAGACHO
CHUDICeHUe YPOBHS anmumen K npomeunase 3 do 18,9 Ed/a, o om-
Mmeuanocy Hapacmarue yposrs CPb do 108 me/a. Ha ocrosanuu
Kkpumepues Eeponetickoii epynnvl no uccaedo8anuio 8acKyaumos
(EUVAS) meuenue 3aboneéanus pacuyeneHo KaxK pegpakmepHoe
[11, 14, 15]. C 20.09.2011 e. 60abHOII Obina Hauara mepanus gay-
dapaburom 6 cmandapmuoii dose 40 me/m? 6 cymku (pacuemuas
doza 60 me/cym) nepopanvro 5 dueii hoopso. Hauano caedyroue-
20 kypca Ha 29-e cymku. [leped naznauenuem kajicooeo nocnedy-
oueeo Kypca npogoouacs 0CMOMp NAUUEHMKU 2eMamono2om
U peemMamono2om U 6bINOAHAAUC CIAHOAPMHbIE UCCACO08AHUSL:
KOHMpPOAb nepugepu4eckoil Kposu, OUOXUMUYECKUX HOKa3ame-
aeii, CPb. C yeavio npourakmuku nHe6MOUUCMHOU UHGeKUUU
Obin HasHaueH Oucenmon 6 cmandapmuoil dozuposke. [leped Ha-
uanom mepanuu ayodapaburom 604bHOU OblG MAK e NPOBEOeHA
npamas npooa Kymoca, komopas 0vina ompuyamenvua. Yce no-
cie nepeoeo Kypca @ayoapabuna nauyueHmka ommemuna uipa-
JCEHHYI) NOAOAHCUMENbHY0 Junamuky. Hcueszau eonognvie 6oau,
YAYHULUAOCH 00Uee caMouyecmaue, npouU3ouAa INUMeAUu3ayus 5136
Ha causucmolii 000404Ke NOAOCMU pma, CMan0 OMMe4amscs 3a-
JcusaeHue s136eHHbIX Oehekmos Ha Koice Hoe. Kacobiil nocaedy-
rowuil Kype conpogoicoancs danvreliuell noaojicumensHoll OuHa-
mukotl. boavHoil 66110 nposedero wecms Kypcoé mepanuu ¢ayoa-
pabunom. 3a epems mepanuu UHGEKYUOHHbIX SNU30008 He HaAOA-
oanoce. Tepanus nposodunace ambyramopro. Ilo okonuanuu me-

Konu4yecTBo 1 NpoLEHT pedpakTepHbIX
cnyyaeB AHLA-accounnpoBaHHbIX
BACKYNUTOB B Pa3NNyHbIX
PaHAOMU3NPOBAHHbBIX UCCNE0BAHNAX

KonuyecTtBo pethpakTepHbIx cny4yaes/

Wiccnenosanme o6iLee yMcno naunueHToB Y
CYCLOPS [40] 7/150 4.7
MEPEX [41] 6/137 44
NORAM [42] 6/95 6.3
RITUXVAS [17] 1/44 2,3
RAVE [16] 9/197 4,6
78

panuu payoapabuHom ommeuanocs HOAHOe 3aiCUBAeHUE I36EHHbIX
deghekmog (puc. 1, 6), npousowina 3HaAUUMENbHAS PeePeccust CeH-
COPHO-MOMOPHOI AKCOHANBHOU NOAUHEUPONamul, YMEeHbUIUAACh
6bIPAIICEHHOCHb NAPEe3a NPABo2o AULe6020 Hepaa (puc. 2, 6), 601b-
HasA 4HaCMU4HO CMana owyuwame 8Kyc, YAYHUUICA CAYX, 60cCma-
Hosuaace mpydocnocobnocms. KT neekux npodemoHcmpuposana
UCHe3HOBEHUEe UHDUALMPAMUBHBIX MeHell U noaocmell pacnada
Ne2o4Holl napenxumsl (puc. 4, 6, 2). Yposenvs anmumen k npomeu-
Haze 3 cHu3uacs 00 HOpManbHbix 3HaueHuil. Yposenb CPB ocma-
84/1C51 HE3HAHUMENbHO NOBbIULeHHVIM — 00 14— 18 me/n (Hopma do
5,0 me/n).

Obujee cocmosinue 601bHOU 6 meveHue nocaedyruux 9 mec
Habaodenus ocmaemcs y0061emMEOPUMENbHbIM, YPOGEeHb AHMU-
men Kk npomeutase 3 ocmaemcsi 8 npedeaax HOPMAAbHbIX 3HAYe-
Huil, yposerv CPh ne napacmaem. C yeavio noodepicanus pemuc-
cuu npuHumaem 4 me memuanpeoOHU30A0HA 8 CYMKU.

[Mpu ecrectBenHOM TeueHuu ['B menuaHa BeIXKMBaeMO-
CTH COCTaBJIsIZIa BCErO 5 Mec TOociie IMOCTAaHOBKM ITHArHo3a,
M TOJIBKO 12,5 Mec sl MalMeHTOB, MOJTyYaBIIUX MOHOTEpa-
muto 'K [16]. BBeneHue B MHIYKIIMOHHYIO Tepanuio ['B muk-
nodocdaHa paauKalbHBIM 00pa3oM M3MEHWJIO MPOTHO3 IMpHU
3TOM 3abosieBanuu [17, 18]. I1pu komOuMHauuu ukiodocda-
Ha ¥ CTEPOMJIOB TIOJTHOW PEMUCCUM YAAETCs IOCTUTHYTh Y 75%
mauureHToB [ 19]. DTo mo3BonuI0 yBeIUIUTh MEAUAHY BbKUBA-
emoctu 110 22 net [20]. OnyoaukoBanHbie B 2010 . paHIOMU-
3UPOBaHHbBIE UCCIIETOBAHNS TTOKA3aJIU, YTO MHAYKIIMOHHAS Te-
parmst PTM u I'K nmeet 3¢hheKTUBHOCTD, CPABHUMYIO C «30-
JIOTBIM cTaHmapToM» [21, 22]. JlaHHbIe KPYITHBIX PAaHIOMU3U-
POBaHHBIX WCCIIENOBAHUI TIOKA3bIBAIOT, YTO B cpenHeM 4—5%
nauveHToB ¢ AHLIA-accolmupoBaHHBIMU BacKyJIuTaMu ped-
paKkTepHbl K MPOBOAMMON Tepanuu (cMm. Tadmauiyy) [21-25].
OnHaKO HEKOTOPbIE aBTOPBI CYMTAIOT, YTO IO PSIAY IPUYMH 3TH
roKazaTesn 3aHKeHbI [26]. [IporHo3 y mauueHToB, Y KOTO-
pbIX 3a00JIeBaHNE HE KOHTPOJIMPYETCSl CTAaHAAPTHOM Teparnuei,
OIpe/esisieTCs] OTBETOM Ha ajlibTepHAaTUBHYIO Teparnuio. O630p
JIUTEpaTyphl 10 JeueHuto pedpakrepHbix AHLIA-accounupo-
BaHHBIX BACKYJIUTOB BbISIBUJ 17 KIMHUYECKUX UCCIIEIOBAHMUIA,
TIOCBSIIIEHHBIX 3TO TIpobyieMe. B kauecTBe Tepanuu nccieno-
BaTenu ucnojb3oBaiu PTM [27—33], aHTUTUMOIUTAPHBIM
UMMYHOIIOOY/IUH [15], anemMTy3ymad (MOHOKJIOHAJIbHOE aH-
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tutesno K CD52) [34], BeIcoKUe 103bI a3aTUOIpUHA [35], aHTH-
Tena K akropy Hekpo3sa omyxonu o (DHO «) [36, 37], meok-
cucniepryanvt [38, 39] u mukodenonara moderun [40]. Tpem
nauveHTtam ¢ pedpaxkrepHbiM TeueHrneM AHLIA-accouunupo-
BAaHHOTO BAaCKYyJIUTa ObLIa BBIIIOJHEHA ayTOJOTMYHAsl TpaHC-
TUIaHTalUsl ¢ HEMUEJI0a0JIaTUBHBIM PEXUMOM KOHIUIIMOHU-
poBanusi [41, 42]. BeposiTHOCTb JOCTUKEHUSI TTOJTHON PEMMUC-
CHMU B DTUX UCCIIEIOBaHUAX cocTaBisiia ot 26,7 no 100%.

B xauecTBe «Tepanmuu criaceHUsl» y Halleidl MalMeHTKU
MbI IPUMEHWIN bIyaapabuH — raJloreHU3MpOBaHHbBIN aHaIoT
aZeHO3MHA, IIMPOKO MCTIOIb3yeMblid B JIeUeHUU JTUMGBOUTHBIX
omyxoJjieit. [1pu BeIOOpe Teparnuu Mbl ONTUPATUCh Ha MEXaHU3M
nelicTBus (aymapabuHa, TaHHBIe O TlaToreHe3e ['B, Hamn co6-
CTBEHHBII OIBIT MCITOJIB30BAHUS ITOTO Tperapara B JISYeHUN
MaIMeHTOB ¢ JTUMOOUTHBIMU ormyxonsiMu. Kpome Toro, Mbl
YUUTBHIBAIU, YTO B WHAYKIIMOHHOW TEParMy HWCITOIb30BAJICS
PTM, xoT$1 1 B 103€ HUXKE OOLIETIPUHSITON.

Ponb rymopansHoro uMmMmyHuteTa B marorerese I'B xopo-
1o usBecTHa. [IpuU3HaHHBIM CEPOJIOTMYECKUM Mapkepom 00-
JIE3HU SIBJISIIOTCSl aHTUTeNa, CrelM(pUUHO CBS3bIBAIOIIMECS
C LIUTOIJIa3MaTUYECKMMU KOMIIOHEHTaMU HEUTPOGDUIIOB U MO-
HOLIMTOB (TIpoTerHa3ol 3 u Muenonepokcuaasoi). Mmerorcs
KIMHUYECKNEe U DKCIEPUMEHTAIbHbIE JOKA3aTelbCTBA, KOTO-
phle TTOATBEPXKIaloT maToreHeTu4eckKyw poiab AHLIA IgG [43,
44]. TunoTeTn4YeCcK MOXHO TIPEIIOoaaraTh, YTo y MalleHTOB
¢ I'B cymectByer xiioH B-nmumdonntos, KoTopbie SIBISIOTCS
TIpeNIIeCTBEHHUKAMU TIIa3MaTUIecKuX KieTok. [lna3marude-
CKUe KJIETKH SIBIISTIOTCS KOHEYHBIM 3TanoM nauddepeHInpoB-
k1 B-nmumdoiutoB u ocHoBHbIM MecToM cuHTe3a AHLIA 1gG.

Psan dakToB yKasbIBaloT Ha TO, 4TO U T-TUMGbOUUTHI UT-
paloT BaxHYyIo posib B natoreHese ['B. Bo-nepsbix, T-nmumdbo-
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LIUTHI BBISIBISIIOTCSI B MECTaX aKTUBHOTO TPaHyJIeMaTO3HOTO
BocrasieHusT u Backynuta [45—50]. Bo-BropsIx, mpoTenHasa 3
CTUMYJIHPYeT TIpoiudepannio U BEICBOOOXKIEHNE ITUTOKNHOB
u3 T-mumponmros [51—54]. B-TpeThux, pactpeneneHue moi-
kinaccoB AHLA IgG (npeobnananue IgG1 u 1gG4 B psine uc-
clleOBaHU) TakxXe yKasblBaeT Ha T-KJIETOUHO-3aBUCUMBIN
WMMYHHBIHN OTBeT [55]. B-ueTBepThiX, Y 60abHbBIX ['B Habmo0a-
€TCsl KOPPEJSILUS MEXAy pacTBOPUMBIMM MapkepaMu T-kie-
TOYHOU akTUBaLUMu (MHTepseiikuH 2, CD30) 1 akTUBHOCTbIO
6ouse3Hu [56, 57]. U, xpome Toro, y nauueHToB ¢ I'B HaGmona-
eTcst u30bITouHasi Bhipabotka T-nmumbouurramu @HO o u y-
uHTepdepoHa [58].

®nynapaOuH BbI3bIBAET TIIyOOKYIO U [UTUTETHHYIO UMMY-
HOCYTIpECCHIO TOCPeAcTBOM neruvtennu T- u B-nmumdonnron
[59] m UHTMOUpPYET UUTOKWH-WHAYIIUPOBAHHYIO aKTUBAIUIO
STAT1 kaK B MOKOSITIINXCS, TAK U B aKTUBUPOBAHHBIX JIMMbO-
nutax [60], YTO MOXET BHOCUTb BKJIAal B MMMYHOCYIPECCHB-
Hblil addexT duynapadbuna. Kpome Toro, UMeroTcsl IKCIepu-
MEHTaJIbHbIE TaHHBIE, CBUIETEILCTBYIOIINE, YTO (uryTapabuH
MOXET OKa3bIBaTh LIMTOCTATUYECKOE AEVICTBME U HA TUIa3MaTh-
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