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PEAKUE ®OPMbl HACJIEQCTBEHHOW ANJIACTUMECKO AHEMUW Y B3POCJIbIX

Anexcanop ITasnosuyu Cunun’, JTro606v Muxatinosra Ilemposa’, Bepa Anexcanoposua Jlvickosa’
(‘MIpkyTcKumit roCy/iapCTBEHHDIN MEAMUIMHCKII YHUBEPCUTET, PEKTOP — [I.M.H., Ipod. V1.B. Maos; kadenpa
TOCIIUTAIBHON Tepamny, 3aB. — .M.H., mpod. .M. Oprnosa; *I'Y3 VpkyTckas opaeHa «3Hak Ilodeta»
o6acTHasA KIMHMYecKas 00NbHNULA, I71. Bpad — K.M.H. ILE. Jynun)

Pesrome. IIpuBopATCA ABa PENKUX KIMHNYECKUX CTydas BPOXK/IEHHOI alIACTUYeCKON aHeMIM y B3pOC/bIX. IIpefcTaBieHsl 60/b-
Hasl C alUIacTYecKol anemuert @aHKOHM 1 6O/IBHOI ¢ MapLMaIbHON KPaCHOK/IEeTOYHOI aHeMueit [laitmonza-brexkdena.
KnioueBble cnoBa: anmactudeckas anemus ®ankonn, [laitmona-brexdena.

THE RARE FORMS OF HEREDITARY APLASTIC ANEMIA IN ADULTS

A.PSilin', L.M.Petrova?, V.A.Lyskova’
(“Irkutsk State Medical University; *Irkutsk Regional Hospital)

Summary. The paper presents two clinical cases of adult rare forms of hereditary aplastic anemia. A one case of aplastic anemia of
Fankoni, and a second case of partial red-cellular anemia of Diamond-Blackfan.

Key words: aplastic anemia Fankoni, Diamond-Blackfan.

AHeMMUM KOHCTUTYLMOHA/IbHbIE — 9TO TeTepOTeHHas IPYII-
Ia 3a00/IeBaHNUIT, Pas/IMYAIOLINXCS IO IIATOTeHesy, JeUeHNIo U
nporuosy. K ux uncny orHocarca anemuss OaHKOHM, CHHIPOM
llIBaxMaHa-Jla/iMOHMa, ~HUCKEPATO3 BPOKHEHHBIN, aHEMILI
Jaitmonza-brexdena u fp. Otu 3a601eBaHNA ABIAOTCA BPOX-
[IeHHBIMI, HaC/Ie[ICTBEHHBIM, TIepBbIe CUMIITOMbI OO/Ie3HNU BO3-

HUKAIOT B JIETCTBE I PEJKO GOIbHBIE HOXXMBAIOT 10 3PETIOTO BO3-
pacra. B perncrpe VIpkyTckoit 06macTu coctout 1 6onpHasi ¢ aHe-
mueit @aHkoHM n 1 60/1pHOI ¢ aHeMuelt [TaiiMonzia-bnakdena.
Anemust ®ankory (AP) - 3TO ayTOCOMHO-PELECCHBHO
HacegyeMoe 3a0o/eBaHNe, XapaKTepusylolleecss IIPOrpeccu-
pyomieli NaHINMTOIEHMel, Ha/IMYMeM PasIMYHbIX BPOXKIECHHBIX
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aHOMa/INii, Me/IaHOflepPMUeli, 3aJIePKKOI POCTA, SHTOKPUHHBIMU
HapyLIEHNAMY, IPEAPACIOIOKEHHOCTbIO K 3/10Ka4eCTBEHHBIM
3a00/IeBaHMAM, IJIABHBIM 00PasoM OCTPOMY MMEIOOTaCTHOMY
JIEIIKO3Y.

Bnepsole A® ObUta OmmcaHa IMIBEMIIAPCKUM IEfUATPOM
G.Fanconi B 1927 1. y Tpoux cnbCOB; HAC/IECTBEHHBI €€ Xa-
pakTep coMHeHui1 He BbI3bIBaeT [2]. Habmomaerca AD Bo Bcex
reorpadUIeCcKIX PernoHax, STHIIECKUX IPYIIIAX, Y HECKOTbKIX
YJIEHOB OfHOI 1 TOM e cembu [2]. B CIIIA umeercs okomo 500
6ompHBIX ¢ AuarHo3oM A®D (cpegHNMIT BO3PACT K MOMEHTY yCTa-
HOBJICHUS JIMaTHO3a 8 JIeT 1 KO/Me6IeTCA OT Iepyofia HOBOPOXK-
nerHoctu jo 30 ner) [8].

Ha ocHOBe reHeTHMYEeCKMX M MOJIEKY/IAPHBIX MCCIEOBAaHMIT
YCTaHOBJIEHO, YTO TeMOIIOITIYECKe KIeTKY GONIbHBIX XapaKTe-
PU3YIOTCS TIOBBIIIEHHON XPOMOCOMHOIT abepparyeii [2]. B ky/b-
TUBUPYeMBIX TUMPOLHUTAX MepudepriecKoll KPOBY MOBBIIIEHO
YMCTIO K/IETOK CO CIIOHTaHHOII II0JIOMKOI XPOMOCOM, 3HAYNTe/Tb-
HO YCMIMBAIOLIENCA IOJ BIVMAHUEM aIKWIMPYOWIMX Ipenapa-
toB, Mutomunuta C, okucnureneit, DEB (Diepoxybutane) [2].

C reHeTMYeCKON TOYKMU 3PEHMA BBIJIENAIT 8 KOMIITIEMEH-
tapHbIx rpynn A®: FANCA (Fanconi Anemia Complementation
Group A), FANCB, FANCC, FANCD, FANCE, FANCE FANCG
n FANCH [7].

Ha ceroguAmHmit feHb KputepuAMu guarsosa AQ ABiAo0T-
s JaHHbIE, OATBEP)KAIOINE TUIIePYYBCTBUTEIBHOCTD KIETOK
6ompHbIx K MutoMuiuHy C v k DEB, nin gaHHbIe MOTEKy/LAp-
HOTO aHa/IM3a KOMIJIEMEHTApHOM TPYIIIBI HA OCHOBE aHa/N3a
MMEIOIVIXCA My TaLuii reHa [2].

Hambonee paguKanbHbIM METOZIOM JIeYeHUS KOCTHO-
MO3TOBBIX HapyIIeHUI1 AB/IAETCA TPAHCIVIAHTALMA TeMOIIOITH-
gyeckux cTBoNoBbIX KIeTok (TTCK), ocobble Hamexx/bl BO3/a-
TaloTCA Ha EHHYIO Tepalnuio, OffHAKO COMATHYecKye aHOMaIuin
KOPPEKLUY He HOJJAI0TCA.

[TpuBoauM COOCTBEHHOE HabMIOIEHNE.

BonvHas B., 17 nem, nocmynuna 6 zemamonozuteckoe omoe-
nenue I'Y3 VIOKB 15 dexabps 2008 e. ¢ sanobamu Ha o6usyto cna-
6ocmu, 2071060KpyHceHUe, cepOebUeHlUe U 00bIUKY NPU YMEPEHHOTI
Pusuueckoil Hazpyske, nepuOOUHECcKU NOSBIEHUE HA KONE eOUHUY-
HbIX 2eMOppazutl NemexuanbHo-CUHA1K06020 mund, decHesvle U
HOCOBble KPOBOMEUEHUS.

W3 anammesa sviacHeHo, 4mo 0o 4-x nem desouka pocna 300-
posvim pebenkom. B mae 1995 2004, 80 8pems 20cnumanu3auuu
10 10800y 0CHPO20 anneHOUUUMa, enepevle 6viA67IEHA MPOMOO-
yumonenus (35x10°/n), anemus neexoti cmenemu, Ha 0CHOBAHUU
uez0 evicmasnen O0uazHos: TpombouumoneHnuveckas nypnypa,
KnauHuveckas pemuccust. [locmeemoppazuteckas aHemusL.

B nocnedyioujue 200v1 60716HAS HEOOHOKPAMHO 20CNUMANIUSU-
posanace 6 omoenenue onxozemamonoeuu VIOIKD 6 césa3u ¢ yxyo-
uieHuem cocmosHUs (06UNbHbIe HOCOBble KPOBOMEUeHUsT C KPOBo-
nomepeii 0o 1,5 11). Yposerv mpombouumos konebancs é npedenax
10-40x10°/n, netikoyumot 8 npeaeﬂax HOpMbL, 2eM027100UH CHUSUTICS
OM HUICHEl! 2PaHULbL HOPMbL 00 MSINENON CreneHi.

B mae 1997 2., 6 603pacme 5 nem, Ha 0CHOBAHUU KTUHUHECKUX
u nabopamopHuix danHvlx 6bicmasnen ouazHos: Hacneocmeennas
annacmuveckas anemus Pauxonu. Hauamo newenue yuxnocno-
purom A (100-150 me/cym). IIposedena nynvc-mepanusi npeoHu-
30710HOM ¢ hepe60dom Ha nepopanvhuiii npuem (10 mz uepes OeHv) u
nocnedyouieti ommeHoti 6 cés13u ¢ pazeumuem cunopoma Vuyenko-
Kywunea. C 1998 no 2003 z2. nposoounace mepanus aHopuonom
(80 me/cym) ¢ nepepvisamu 0o 6 mec. C 2003 e. 81086 0obaseH
npedHusonon (10 me/cym).

Ha ¢one nposooumozo siedeHusi coXpaHanaco GvlpayceHHas
mpomboyumonenus (5-7x10°/n1), anemus msxcenoi cmenenu c
pezynAPHOLL 3amecmumentHoil eeMompanchy3uoHHol mepanueti.

B 2001 2. duaernos AD nodmeepicdeH ceHemuueckum mermooom
(nonoxcumenvras npoba ¢ mumomuyurom). B 2002 2. duazHo-
cmuposan xporuueckutl supycuoiii 2enamum C + G. B 2003 2., 6
8o3pacme 12-mu nem — 06unvHOe MeHapxe, HA3HAUEH PU2eBUOOH
(¢ nonoscumenvrvim addexmom), nocne npekpawieHus npuéma
KOMOPO20 NOBMOPUTIOCL MAMOUHOe KPosomeueHue. B nocnedyio-
uiem HazHaver pemabonus, HA PoHe KOMopozo 00 HACHOAULE20
6peMeHU COXPAHAEMCS AMEHODEs.

Ob6vexmueHo: cocmosiHue cpedHeil cmeneHu MAMKeCHmu.
Omcmasanue 8 gusuueckom pazéumuu, pocm 150 cm, ducnpo-
nopuus OnuHvl Hoe U mynosuwia, Kpusouies. Obpawjaem Ha
ce0 BHUMAHUE MPUAHZYTIAPHOE TUUO, MUKPOSHAMUST, AHOMATUS
CMPOEHUS YUWIHVIX PAKOSUH (UX OMCIOAHUE, C2NIANEHHOCHb 3a-
B8UMKO8).

KoxcHole nokposvl u 6udumvle crusucmole 671e0Hbvle, ¢ eunep-
nuemenmauueil 8 0671GCMU eCMecnBenHbIX CKIA00K; eOUHUUHbIE

nemexuu Ha Koxce HUMCHUX KoHeurocmetl. IIpu ocmompe pomosoti
nozoCmu - 8vICOKOe 20muteckoe Hebo, aHomanus dopmul 3y606
(no muny 3y6oe Iemuurcona).

IIo opearam u cucmemam - 6e3 CyuseceeHHbIx 0C00eHHOCHE].

B ananuse nepugepuueckoti kposu: Hb — 70 2/n, Tp. - 9x10°/n,
Jletik. — 2,56x10°/n, CO3 - 43 mm/4. YposeHv coi80pomouHozo xe-
71e3a nosviuier 00 38,79 MKMOob/7L.

B muenozpamme: KkocmHomo320601i NyHKMAm HOPMOKEMOU-
Houtl. KpacHuiil pocmok pasopasker, mun KpoeemesopeHus Hopmo-
6nacmuyeckuii. IIpusnaku oucapumponoasa. Ipanynoyumpanoiii
DPOCOK  CyiceH, BbIPANEHHAT 3A0epPHKA CO3PEBAHUS KIeMOK,
mMoKcozeHHas 3epHUcmocmy Heilmpogunos. Heckonvko ysenu-
4eHo 4ucno aumpouumos — 15%. Mezakapuouumot He HAOeHbL.
Jleiiko-apumpobnacmuueckoe coomuouterue - 1,8 : 1.

B mpenanobuonmame: nyHkmam 6edeH KIemMOUHbIMU
anemenmamu. bnacmuvie xknemxu - 1%. Ipanynonoas cyscet.
Spumponoas pesko cyxer. B 6enom pocmie npeobnadarm num-
poudnvie knemku - 69,2%. Hatioennoie MKI] 6e3 omuinyposan-
HoLX mpombouumos. Jleiiko-apumpobracmuqeckoe coomHouieHue
-9:1

B ummynoepamme: kombunuposannoe MIC (no T-, B-, NK-
muny) 1-3 cm. Hedocmamounocmo cucmemul pazouumupyousux
TIeTUKOUUMO8.

ITo dannvim OKI: CUHYCOBAS maxuxapoust ¢ Y4CC 110 6 mun.,
Hopmanvtoe pacnonoxcerue IOC.

IIpu nposederuu SxoKI 8 1996 2. svis6nera OuchyHKyus Xopo
mumpanvHozo knanaua. ITosmoproe uccnedosarue 6 2005 e. na-
1MO02UL He BbIABUILO.

Y3MU: opearos 6prouiHoli nonocmu — 2UNONIA3UL NPABOL NoY-
KU; MAMKU U AUHHUKO8 — 2UNONTIA3UL MAMKLU.

Coenacto 3aknwueHur cypoonozd, y 60nvHOL umena Mecmo
2-CMOPOHHSS KOHOYKMUBHAA myzoyxocmo II cmenenu, npusnaxu
BPONHOEHHOTE AHOMANUY PASEUMNUS CTTYXO0BbIX KOCIOUEK.

Ha ocnosanuu eviuienpusedeHHvix OAHHbIX Oblll 6biICMAG-
NeH  Kaunudeckutl 0uaznos: OCHOBHOU: KOHCMUMYUUOHATIbHAS
annacmuyeckas anemus Panxonu (¢ 3adepickoti PusuuecKo2o
passumus, unonnasueli Npasoli NouKu, unonna3ueli Mamku,
2-cm. koHOyKmueHoil myzoyxocmoto 11 cm.), msxcenoe meuerue.
Conymcmeyrowuti: xporuueckuil upycnuiii eenamum C + G, éHe
obocmpeHus.

Bo spems npebvieanus 6 cmayuonape npooonieH npuem uu-
knocnopuna A (150 me/cym) 6 couemanuu ¢ npedrusonovom (10
Mme/cym), 00HOKPAmMHO nposedeHa mpauchysus mpomboyumap-
HOTL MACCOL.

OnycaHHbI KIVMHIUYECKWIT CITy4dait penkoit GopMbl Hac/Ien-
CTBEHHOII aIUIACTUYECKOIl aHeMIUY CBUIETENbCTBYeET O Headek-
TMBHOCTY MMEIOIVIXCS HAa CETOIHAIIHMI IeHb METOIOB JIeYeHNUs
OONMbHBIX C jaHHOM maTonmoruest. HecMoTps Ha CyljecTBEeHHbIE
JOCTIDKEHMSA B 00/IaCTY M3YYeHMA IaToreHe3a aHeMuyt PaHKOHY,
mporHos quo ad vitam mo-IpesxHeMy OCTaeTcsl HebGIarompusiT-
HbIM. Ko BpeMeHM cfauy cTaTbyt 60/IbHAsA BHOBb TOCIMTAIN3N-
pOBaHa B CTAIMIOHAP 110 MECTY )KMUTENIbCTBA B CBA3M C JKETyHOY-
HBIM KPOBOTEUYEHMEM.

Anemns [laiimonpa-brekdena (AJIB) - BpokaeHHOe 3a-
6orneBaHMe, XapaKTepusylolleecs KPacHOK/IETOYHOI arliasyeit
KOCTHOTO MO3I'a BC/IE[ICTBYIE HapYIIEHNU CO3PEBAHNA SPUTPON]I-
HBIX K/I€TOK-IIpeJIIeCTBeHHMI].

AJlb omucana Bpavamu-mepmarpamy L. Diamond n K.
Blackfan B 1938 r. 3aboneBanne nopaxaer oba 1osua ¢ OAMHAKO-
Boit yactoroit (1:1 000 000), BcTpeyaeTcss BO BCEX ITHUUECKUX
rpymmax [2]. ITo panubiM peructpa AIB B Kanane n CIIIA (2004)
3aperuCTPUPOBAHO 263 OONBHBIX (CpefHMII BO3PACT K MOMEHTY
YCTaHOBJIEHNSA JYIaTHO3a 12 Hejl. M KOneOIeTcs OT Iepuoyia HOBO-
poxxmeHHOCTH 10 24 11eT). Y 90% 6O/IbHBIX AUATHO3 YCTAHABIN-
BAaeTCs Ha IIEPBOM TOZY >KU3HM [5].

HacnencTBeHHOCTb — ayTOCOMHO-JOMMHAHTHAA (75%), HO
OIIVICaH ¥ PeLieCCUBHBIN TUIT HaclenoBanus (25%). Ten AIIB mo-
Ka/I130BaH Ha XpOMOCOMax 19-i1 maps! (pr6ocoManbHBLI IPOTe-
uH S19 - RPS19), MyTanmm B KOTOPOM ONMCAHbI ¥ 25% 6O/IbHBIX
[2]. B ceMbsaAX y GOMBHBIX C OTCYTCTBMEM MyTaryu reHa RPS19
o6Hapy»KeHa CBA3b MeX/y (GEHOTUIIOM 3a00IeBaHNA Y XPOMO-
coMamit 8-11 mapsl. Y 4acTy 60IbHBIX He OTMEUEHO CBS3Y 3a007Te-
BaHMA C XpoMOcoMamut 8-11 1 19-11 mapsl.

IMontBepxpaer fguarHo3 AJIb croiikas sapuTpo6macToneHus
IpY AMHAMMYECKOM MCCIEJOBAHMY KOCTHOIO MO3Ta B COBO-
KYITHOCTH C K/IMHMKO-TeMaTOIOTMYeCKMMY Ipy3HaKaMu (paH-
Hee DasBUTME CTOMKO/ aHeMMU, KOPPUTHMPYIOLIENCsA TONbKO
reMOTpaHCy3UAMY, HOPMATbHOE KOMMIECTBO TPOMOOLUTOB
U JIEJIKOIIUTOB, BPOXK/IEHHbIE AHOMA/IMM PA3BUTHA — YETIOCTHO-
NuLeBolt ArcMopdu3M (TuIepTe/IopusM, MuKpoLedans, Mu-
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KpoQTanIMus, aHOMA/INM Pa3BUTHUA Heba, BpOXK/IEHHAS TTTayKoMa
VIV KaTapaKTa), aHOMAJINY Pa3BUTI LIeN VTN TPalleljeBIIHOI
MBIIIIIBI, AHOMA/IVY PasBUTUA OOMBIIOTO ANkl (CpalleHNe, Py-
IUMEHTapHbIe, Pa3[BOEHIIE), AHOMA/IUN PA3BUTIUS BHYTPEHHUX
OpraHoB (II0YeK, MOYETOUYHMKOB 1 JIp.), TUIIOrOHaAM3M [2].

Jleuenne AJIB — KOMIIZIEKCHOE, BK/IIOYAET B ceOs KOPTUKO-
CTepouibl, XeaToTepanuio, remorpancdysun u TTCK.

Ommncanne AJIb meMoHCTpUpYyeT crefyioliee KIMHMYIECKOe
HabmoneHne.

Bonvnoti E., 23 200a. Iocmynun 6 omoeneHue 2eMamonouu
I'Y3 MIOKE 27 sneaps 2009 2. ¢ #anobamu Ha 601U 6 1e60M 1n00-
pebepve Hotouiezo xapakmepa, nepebou 8 pabome cepoya, cepo-
yebueHue, 00bIUKY NPU yMePeHHOT PU3u1ecKoll Hazpy3ke, 00ULY 10
cnabocmp, nepuoOOUHecKY 603HUKAIOUsUE 20/1080KPYICEHUS, 207106~
Hole 6071U.

V3 anamuesa BulsCHEHO, UIMO C NEPBLIX MECAUEE HUSHU Ha-
6m1100aemcss aHeMusl Msenoti cmeneHy, He NO00AULAACT KOp-
pexyuu npenapamamul jxcesnesa.

B so3pacme 1 200 2 mec. 06cnedosan 6 Iopvkosckom HUN ne-
Juampuu, 20e 8victnassier 0uazHo3: AHeMUS NOIUXPOMAMOPUTD-
HAS HOPMOUUMAPHAA. AHOMANUA PA3BUMUS NPABO20 71e2K020,
dobasounas dond. JuagpazmanvHas zpoiica, npasocmopoHHss
naxoeas epoixa, meouacmuHanvHas epowa. TopaxanvHas ouc-
Monus 71e601l NOUKU.

IIo OaHHbIM cMepHANbHOL NYHKYUU 0UAZHOCMUPOBAHA nap-
yuanvHas kpacHoknemounas awemus Jlatimonoa-Brexgena.
IIposeden kopomxuii Kypc mepanuu npedHU30N0HOM, Ha PoHe
KOMOP0o20 OMMeHanocy KpamkospemeHHoe ynyduieHue noKasa-
meneti kpacHoti kposu (Hb 130 o/n).

B nocnedyiousue 200bl, 6 653U ¢ pazsumuem aHemuu msice-
71011 CreneHU, NONY4asl 3aMecUumenvHy 2eMOMPAHCPHY3UOHHY IO
mepanuio ¢ nepuoduuHocmvio 1-2 pasa é mecsiy,

B so3pacme 10 nem 6onvHoi 00cn1e006aH 6 eemamonozuye-
ckom yenmpe 2. HosokysHeuka, 20e 6viA6/IeH U 2UCHION02UYECKU
noomeepscoeH 2emocudepo3 6HyMpPeHHUX 0pPeaHo8, 0OHAPYIHeHDbL
anmumena k eupycy eenamuma C.

C 11 nem nepuodudecku NPOBOOUNIACL XeNAMOPHASL MePanus
(Oeccpepan), moromepanus npedrusonoqom (5 me uepes OeHv), Ha
pore Komopoti nokasamenu zemoenobuna cocmasnsanu 120-130 e/z.

B 14 nem 6 cesa3u c passumuem cunopoma Vuenxo-Kywunea
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npedHusonon ommeren. Ilonvimxu nepesecmu 60716H020 HA MOHO-
mepanuio peapepoHom, YUKIOCNOPUHOM A NPUBENU K CHUNEHUIO
YPOBHSI 2eM027I00UHA, PA3EUMUI0 OCTIONHEHULL (TUX0PAOKA, 207106~
Hote 6onu, mpomboyumonerust 00 93x10°/n Ha Pone newenus pea-
eporom). B nocnedHue 5 nem nonyuaem npeoHu3onoH 6 003e 5 me
uepes OeHv. B 2emomparcgysusx He Hy#oaemcs.

ObvexmusHo: eunepcmeHuvecKutl Mmun KOHCMUMyUUu ¢
npusHakamu Kywuneouod. Lleem xoxcu 1 6UOUMBIX CIUBUCHIbIX
671e0HbITl, HA KOXMe CNUHbL — Crpuu. B nonosienuu na npasom 6oxy
NAneNUPYemcst HUNCHULL NOTIIOC cesle3eHK .

B ananuse kposu 6vi1671eHA HOPMOXPOMHAS AHEMUST JIe2KOLlL
cmenenu (Hb 128 e/n), mpomboyumonenus (110x10°n). Ipu
nposedeHul GUOXUMUYECK020 AHANU3A KPOSU 0OHAPYHEHO NO6bI-
uieHue ypoeHs coleopomoutozo xenesa (30,3 mxmonv/n) u peppu-
mura (480 He/mn).

IIpu nposedenuu xonmeposckozo monumopuposarus OKI
3apezucmpuposanbl 4acmovle HenmyoouKosvle IKCMPACUCHIONDL,
annopuUMMUposartvle (6 pe3ko NAmono2UUecKkom Konudecmee —
6onee 10% om obujezo konuuecmea sapezucmpuposartvix QRS-
komnnexcos). Ipadauus no Jlayny: L 2,3.

Y3U: opeatos 6piouinoti nonocmu — ougpysHole usMeHeHUs 6
neweHy U NOONeNYOOUHOT JHcerie3e; UiUMOoBUOHOL JHcene3bl — 2Uno-
NAA3UST ULUIMOBUOHOLL JeTIe3bl; MOUWOHKU — 2UNONAA3USL AUUeK.

Ha ocrosanuu umeouuxcs 0anHvlix Obi evicmaesner KauHu-
weckuti 0uazHo3: spoxdentas anemus Jlatimonoa-brexpena; eu-
NONUMYUMAPHYILL CUHOPOM, 2UNONAA3US UWUMOBUOHOTI Jicerie3ol,
NepeUUHbILL 2UNOMUPE03; IHOOKPUHHASL KAPOUOMUONAMUS C HA-
pywenusimu pumma (vacmote monomonrvie XK9C, epadayus no
Jlayny - 2,3; pedxue oounouHvle npedceporvie IC); moputHbiil
2eMOXPOMAIN03.

Conymcmeyrowuti: Xpornuueckuii supycrotii 2enamum B + C,
MUHUMATILHOL CIeneHy aKmusHoCm.

OnucaHHbll KIMHUYECKUIT CTydail BpoxaeHHoit AJlB, B
CpaBHEHNH C IIPeHbIAYIINM, XapaKTepusyeTcsi 6oee fob6poKade-
CTBEHHBIM TeYeHVeM 3a060JIeBaHMsA, ITONOKUTENIbHBIM TepaIleB-
THYecKMM 9 HEKTOM, OIHAKO, Ha/IM4YMe TaKUX reMOTpaHCcdysu-
OHHBIX OCTIO)KHEHMI, KaK TeMOXPOMATO3 BHY TPEHHNX OPIaHOB U
XPOHMYECKIUIT BUPYCHBII TIIaTUT, HapsIAY C TSDKEIBIMIU Hapylie-
HMAMM PUTMA CEPAIIA, ONpefe/seT HeOIaronpuATHBI IIPOTHO3
IS )KU3HY § JAaHHOTO GOTIbHOTO.
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MPUMEHEHUE PUTYKCUMABA Y BOJIbHO C BTOPUYHbIM AMUIONA030M

Onvea Banenmunosna Anmunosa’, Anexceti Hukonaesuu Kanseun?, Anna Cepeeesra Cmotixo’,
Ceemnana Opvesna Yepnvix', Tamvsna Bacunvesna Ipueopvesra’, Onuana Jleonuoosna Cmenvmax’,
Mapuanna fAxvsesHa bamvizoea’
("Knmmunueckas 6onpHuia Nel . VIpkyTcka, 1. Bpad — JI.A. ITaB/iok, peBMaTonorndeckoe oTaeneHmne, 3as. — O.B. AHTumosa,
*VIpKyTCKMII TOCYAapCTBEHHBIII METULIMHCKAI YHUBEPCUTET, PEKTOP — A.M.H., Tpod. VI.B. Maros,
Kadezpa IpOIeNeBTUKY BHYTPEHHMX 60/Ie3Hell, 3aB. — 4.M.H., 1pod. I0.A. Topses)

Pesrome. BTopiyHbIil aMIION/03 AB/IAETCSA YAaCTHIM OCTIOXKHEHUEM JUIMTEIbHO TEKYIIUX BOCIAIUTEIbHBIX 3a00/IeBaHMil, B TOM
4JIC/Ie ¥ BOCIIA/INTE/IbHBIX 3a60/IeBaHMII CYCTaBOB (PeBMATOMIHBIN apTPUT, aHKMIO3UPYIOLINIL CIOHAMIOApTPUT 1 fip.). IpencTaBieHo
KIMHIYeCcKoe Hab/moe e IpUMeHeHNA aHTU-B-K1eToyHoit Tepanyu (pUTyKc1uMab) B IedeHny 60/IbHOTO peBMaTOM/HBIM apTPUTOM.
OrMedeHo, YTO JaHHAs Tepallyis He BBI3bIBACT YXyAIIeHNA QYHKIMM HOYeK B TeUeHe Tofja HabMIofeH .

KiioueBble ClTOBa: BTOPMYHDII aMIION/03, PeBMaTOU/IHbII apTPUT, TepaIs, pUTyKCUMao.

APPLICATION RITUXIMAB AT THE PATIENT WITH SECONDARY AMILOIDOS
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