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AIINTACTHYECKASA AHEMUSA, ACCOIHUMUPOBAHHAS C KIOHOM
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B HacTrosiniee BpeMsi amjacTHuecKasi aHeMHUsl BCTpedaeTcsi B Pa3jJUYHBIX PerHoHaX IUIAHETbl, U YacTOTa
BCTPEYAEMOCTH 3TOro 3a00/1eBaHHMsI HEYKJOHHO BoO3pacTaer. MexXaHM3MOM MOpa)keHHUSl TeMOI033a NpH
aIIacTHYeCKOii aHeMHUH SBJsIETCS AayTOMMMYHHAsl arpeccusi K KieTKaM-npeAliecTBeHHNKaM. B nanHoii cratnbe
ONHMCAHO COYETAHHOE Te4YeHHE AIUIACTHYECKON AHEMMHM M NAPOKCH3MAJIbLHOI HOYHOH reMOrI00MHYpHH.
ITapokcn3MajbHAs HOYHAS FeMOII00MHYPHS — 3TO 3200JIeBaHNEe KPOBETBOPHOI CHCTEMBI, KOTOPOe 00yC10BJIEHO
pa3pylieHHeM MeMOpaHbI 3pUTPOLUTOB B COCYAHUCTOM pycJie BCJIEACTBHE AKTHBAIMH CHCTEMbI KOMILJIEMEHTA.
JT10 00yca0BJIeHO reHeTHYecKHM AedekToM reHa PIGA B cTBoJioBoii kpoBeTBOpHOIi KieTKe (CKK), B pe3yabTaTte
Yyero Hapymaercs CHHTe3 «AKops» raukonporenHoB DAF u MIRL — 6e1koB-peryJisiTopoB aKTHBHOCTH CHCTEMBI
KOMILIeMeHTa. BHyTpucocy uCcThbIil reMoJIM3 NPUBOAUT K NOBBILIEHUIO PUCKAa TPOM0O000pa30BaHKUs U PAa3BUTHIO
TPOMO0IMOO0IUYECKUX OCI0kHeHU. BHecocyaucTblii remosiu3 Tak:ke Berpedaercsi y manueros ¢ ITHI,
NoCcKOJABKY (parmentsl C3 HAKaIUIMBAIOTCH HA NMOBEPXHOCTH HM3MEHEHHBIX 3PUTPOLMTOB M BbI3BIBAIOT HX
ONCOHU3AIMIO, YTO MPHUBOJUT K NMOBPEXKICHUI0 PeTHKYJI0IHI0TEIHATBHON CHCTEeMbI B cejle3eHKe M NeyeHH. B
JAHHOI cTaThe ONMMCAH KJIMHHYECKMIl cjydail TedeHHMs] anJIACTUYeCKOil aHeMHM, AaCCOUMMPOBAHHON ¢ KJIOHOM
IIHI' u 3nM304aMH NApOKCH3MAJIBbHOH HOYHOW TIeMOrI00MHYPHH, OCOOCHHOCTH Te4YeHHUs, JHATHOCTHKH M
MeIMKAMEHTO3HOI0 JieeHHs 3200J1eBaHMsl.

KiroueBble cioBa: amacTudeckas aHemus, mnamueHT, [IHI-kimoH, skynmu3ymal, TpexpocTKoBas LUTONCHHMS,
napoKCu3MajibHast HOUHast FeMOFJ'IO6I/IHypI/I$I.
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Currently, aplastic anemia occurs in various regions of the world, and the frequency of occurrence of this disease
is steadily increasing. The mechanism of hematopoietic damage in aplastic anemia is autoimmune aggression
against progenitor cells. This article describes the combined course of aplastic anemia and paroxysmal nocturnal
hemoglobinuria. Paroxysmal nocturnal hemoglobinuria is a disease of the hematopoietic system, which is caused
by the destruction of the membrane of red blood cells in the vascular bed, due to the activation of the complement
system. This is due to a genetic defect of the PIGA gene in the hematopoietic stem cell, which results in impaired
synthesis of the "anchor™ of DAF glycoproteins and MIRL - proteins that regulate the activity of the complement
system. Intravascular hemolysis leads to an increased risk of thrombosis and the development of thromboembolic
complications. Extravascular hemolysis also occurs in patients with PNH, as C3 fragments accumulate on the
surface of altered red blood cells and cause their opsonization, which leads to damage to the reticuloendothelial
system in the spleen and liver. This article describes a clinical case of aplastic anemia associated with PNH clone
and episodes of paroxysmal nocturnal hemoglobinuria, the features of the course, diagnosis and drug treatment
of the disease.

Keywords: aplastic anemia, patient, PNH-clone, eculizumab, three-lineagecytopenia, paroxysmal nocturnal
hemoglobinuria.

ArmacTuyeckasi aHeMHs BCTPEUaeTCs B pa3JIMUHbIX PErMOHAX TUIAHETHI, TakuxX Kak CeBepHas
Awmepuxka, EBpona, Jansuuii u bimxuuii Boctok, ¢ yactoroit 2 Ha 108 Hacenenus u xonebnercs B

3aBHCHMOCTH OT Teorpadmdeckoro pernona ot 0,6 1o 3 u 6onee Ha 10° Hacenenns B Tox [1].



K mepBoit werBeptn 2020 roga Q0Ka3aHO, YTO MEXAHU3MOM IMOPAXEHUS] TEMOI0A3a IMpHU
aruIaCTUYECKOW aHEMMM SIBIISIETCSI ayTOMMMYHHAsl arpeccusl K KIEeTKaM-TIpEAIeCTBEHHUKaM [2].
PasBuBaromasics B pe3yiabTare KOCTHOMO3IOBas HEIOCTaTOYHOCTh OOYCIIOBJIEHA IOAABICHHEM
nposnrdepannu KiIeTOK-IPeAIeCTBEHHUKOB HATypajlbHbIMU KWJIEpaMU M aKTHBUPOBAHHBIMHU |-
muMmdonuramu. OOpa3zyromuecss MeAuaTopbl ABISAIOTCS MUMMYyHocynpeccopaMu ((akTop HEKposa
omyxoneil anbda (PHO-a), ramma-uarepdepon (y-Ud)) mnm mHaykTopamu mponudeparmun T-
mumdorutoB  (uHTepneiikuH-2 (MJI-2)) u mnpuBomAT K HApPYUICHHIO Tpoiudepanud Hu
TG PepeHIIUPOBKY IeMOIIO3THYECKUX MPEAIICCTBEHHUKOB M aKTHBAallUM MEXaHU3MOB aronTo3a,
IPUBOASIIUX K YMEHBIIECHHUIO IyJIa KJIETOK U Pa3BUTHUIO alljla3ud KOCTHOI'O MO3ra, €ro >KUpOBOMY
nepepoxaeHuto [3].

ArutacTiueckass aHeMHs 10 CTENEHH TSDKECTH KiacCU(UIMpPYeTcss Ha OCHOBAHUU
a0COJIIOTHOT'O COJIEpKAHUS TPAHYJIOLMTOB B NMEepU(PEpUUECcKOil KPOBU U 1O pe3yjbTaTaM He MEHee

TPECX aHAJIM30B KPOBH:

. HeTsKenas (rpanynonuronenns>0,5 x 10%m),
o Txenas (rpanynonuronenusn<0,5 x 10%/m),
o cBepxTsokenas (rpanynonuronenns<0,2 x 10%m).

[TapokcusmanbHas HouHasi remorioOunypusi (ITHI') sBnsercs peaxo BcTpedarommmcs
KJIIOHAJIbHBIM 3a00JI€BaHHEM KPOBETBOPHON CHCTEMBI, KOTOpO€ OOYCIOBJIICHO pa3pylieHHuEeM
MEMOpaHbI SPUTPOIIMTOB B COCYAUCTOM PYCIIC BCICICTBAE aKTUBAIMN CUCTEMBI KOMILIEMEHTa [4].

Haubonee panHee omnucaHue MNApOKCU3MAIBHOW HOYHOM Te€MOIVIOOMHYpUH  OBLIO
ocymectBieHo B 1882 romy. beina ommcana kiuHUYecKas KapTHHa 3a00JIeBaHUS Ha TpHUMEpe
JBAAIATUICBATUICTHETO MYKYHUHBI, CTPAJaBIIET0 CHIBHBIMH OOJSMHU B JKUBOTE W MPHUCTYINAMHU
cmaboctu. OTMEUYEHO, YTO TTa3Ma KPOBH TAIlMEHTa, B3sTask BO BpeMs HOYHBIX MPHUCTYIOB, UMEIa
KpacHbIN 1BET [5].

[Tapokcu3manbHas HOYHAs TeMOTTIOOWHYpUS OOYCIIOBIEHA T€HETHUYECKUM JedEeKTOM TeHa
PIGA B ctBO0BO# KpoBeTBOpHOII kieTke (CKK), B pe3yibpTare yero Hapymaercsi CHHTE3 <«SIKOPS»
riukornporenHoB DAF n MIRL — GenkoB-peryiasiTopoB akTUBHOCTH cucTeMbl koMmiiemeHTa (DAF —
perynupyer akTuBHOCTh (C3-KOHBEpTa3bl M HE TO3BOJSET aKTUBHpOBaTh komiuiemeHT; MIRL —
OMOKUpYyeT COOPKY MEMOpaHOATAKYIOIIEro KOMITJIEKCAa Ha MOBEPXHOCTH KJIETKH) [6]. MyTaHTHbBIE
CKK mnony4aroT MNpEeuMyIIecTBO B OTHOIIEHMM HOPMAJIbHBIX KIETOK, YTO MPUBOAUT K
MpOTrpeccUpoBaHmio  3aboneBanus.  Okcrancuss  MyTanTHeIX  CKK  mpenmonoxutensHO
OCYIIIECTBJISIETCS 32 CYET MEXAaHM3MOB KIIOHAJIBHOW CEJIEKIIMU W KIOHAJIBHOW 3BOJIONMH [7].
Bo3HHKaeT KIOH DJPUTPOIUTOB, HECMOCOOHBIX K MHTUOMPOBAHHIO CHUCTEMBI KOMIUIEMEHTa

OTHOCHUTEJIBLHO COOCTBEHHOI MCM6paHBI U JIM3UPYIOIIUXCS B HepI/I(I)epI/I‘-ICCKOM pyclie.



BHyTpucocyaucThlii TeMosin3 MPUBOAUT K BBIOPOCY IeMOIJIO0MHAa B COCYIMCTOE PYCIIO,
KOTOPBIH 00J1a1aeT CIOCOOHOCThIO K aKTHUBAIMKU TPOoMOOIMTOB. BrocieacTBuu 310 MPUBOIUT K
MOBBIIICHUIO PHCKA TPOMOOOOPa30BaHUS M PA3BUTUIO TPOMOOIMOOJIMUYECKUX OCIIOKHEHHMH.
HecmoTpss Ha TO 4Yro TpOMOOTHYECKHE OCJIOKHEHMsS IIMPOKO M3BECTHBI, B JIUTEparype
3a(hUKCHPOBAHO OYEHb MAJIO CIYYaeB UX BOZHUKHOBEHUS, YTO MOXKET IPUBECTU K AUArHOCTHUUYECKON
npobiemMe u3-3a UX PEeIKOCTH U JUIUTEIbHOMY JU(GepeHIInaTIbHOMY IOUCKY IPHYUHBI TPOMOO03a.

BaecocynucTelii remonu3 Takke Bcrpeuaercs y nauueHToB ¢ [THI, mockonbky ¢parmMeHTHI
(C3 HakamImBarOTCsA Ha MOBEPXHOCTH U3MEHEHHBIX SPUTPOLIMTOB U BBI3bIBAIOT UX OIICOHU3ALIMIO, YTO
IIPUBOJUT K IIOBPEXKICHUIO PETUKYJIOIHIOTEIUAIBHON CUCTEMBI B CEJIC3EHKE U IICUEHU [8].

3aboneBaemocth I[THI' cocraBnser 1-1,5 ma 1000 000 macemenuss B rox (MO JaHHBIM
mexaynapoanoro  Permctpa IIHIY). IIHIT sBnsercs kpaiiHe peakuM — 3a00JieBaHHEM.
ITpenpacnonaokKeHHOCTb K TOMY 3a00JI€BaHUIO0 HECKOJIBKO BBIILIE Y )KEHIIMH.

B kmaccudukanuu [THI Beiaenstor 2 ¢popMsl:

o KJIACCUYECKYI0 (OpMYy, XapaKTepU3YIOIIyIoCs 000COOJEHHBIM TedyeHueMm 0Oe3
IIPUCOETUHEHUS APYIUX 3a00JI€BaHUM, CBA3aHHBIX C HEJOCTATOYHOCTHIO KOCTHOI'O MO3ra;

o ITHI', acconuupoBaHHYIO C allaCTUYECKOM aHeMHel/ MHUENIOAUCIUIACTUYECKUM
CHHJIPOMOM / TIEPBUYHBIM MHEN0(PHOPO30M.

[Tpu 5TOM aBTOpBI OTMEUAIOT, YTO y OOJBHBIX Kiaccuyeckoil ¢opmoit ITHI' oyenn yacto
pa3BHUBAETC KOCTHOMO3I0OBasi HEIOCTATOYHOCTH [9].

CyOknunuueckas ¢opmMa B psae 3apyOeKHbIX KiIacCUPUKaLMHA HMMeeT MeCTo H
xapakrepusyerca HannuueM [THI knona B nepudeprueckoit kpoBu, HO 6€3 KIMHUKO-Ta00paTOPHbBIX
IIPU3HAKOB BHYTPHUCOCYAMCTOrO0 reMosin3a. Tak Ha3zbpiBaeMblii MuUHOpHBIM IIHI'-ximoH sBusercs
HOCHUTEJIbCTBOM IMPHOOPETEHHOM MyTauuu 0e3 pa3BUTHS KIMHUYECKOH KapTUHBI 3a00J€BaHMS U
TpeOyeT  HaOmIoleHUs  creuuanucToB-reMatoioroB. Hamuume  muHopHoro  ITHI'-knona
MOJATBEPK/1aeT MPUOOPETEHHBIN XapaKTep OCHOBHOTO 3a00JIeBaHHUSA, B YAaCTHOCTH arljlaCTU4YECKON
anemuu [10].

[lenbp uccnenoBaHus 3aKiIrO4aeTcs B MPEACTABIEHUU OCOOEHHOCTEW TEUEHUs W JIeUEHUs
aruIacTU4eCKoU aHemuu, accoruuposanHoi ¢ ITHI -knoHOM 1 3nm30aamMu napoKCU3MalIbHOM HOYHOU
reMOTrJI00MHYpUH Y TAIUEHTKHU B Bo3pacTte 24 JerT.

Knunuueckoe nabniooenue

[Tanimentka @. moctynuia B remartojiormueckoe otaeneHue bMY «Kypckas oGnactHas
knuHudeckas 6onpHuna» (BMY KOKB) 19.01.2021 ¢ xano6amu Ha 607 B IEBOM moapedepbe, B
o0JacTi YBENTUYEHHON CeNe3€HKH, OABIIIKY, cepAleOueHrne mpu Xolb0e, yMEpEeHHYI0 OOIIyIo

cJ1a0oCTh.



N3yuenne anamuesa 00J1€3HM MMOKA3aJ10, 4YTO Hayayio 3a00eBaHus uMeeT oTHomeHue kK 2007
roJly ¥ CBSI3aHO C PEUUIUBUPYIOIIMMHU HOCOBBIMH KPOBOTE€UEHUsIMHU, B Htosie 2009 rona B aHanuzax
KPOBH — CHIDKEHHE ypoBHsI remorioouna (Hb) no 60 r/i; Ha 0CHOBaHUH TPEXPOCTKOBOM ITUTONICHUN
(ypoBeHnb neiikonuToB 2,3x10%1, TpomMGonmros 10-30x10%1, anemuu: Hb 73-105 r/x), npu Hanmaun
oTHOcUTeNnbHOro JuMdonutosa 70-80%, maHHBIX TpenaHOOMOINCHU, KOCTHOMO3TOBOTO IYHKTaTa
(CHM)KEHUE KJIETOYHOCTH KOCTHOTO MO3ra, KapTHHAa TUIOIUIa3uM KpoBeTBopeHus) B Kypckoit
obnactHOl nmerckoit kimuaudeckon 6onpauIe (KOAKDB) nuarnoctupoBana ariacTu4eckasl aHeMus,
npu oo6cienoBanuu B PJIKB r. MOCKBBI yCTaHOBJICH JUArHo3 MPUOOPETECHHOW ariacTHYEeCKOM
aHeMHH, CBEPXTSKEION (OPMBI, C yUETOM SIU30/10B TEMHOM MOYM B aHAMHE3€ — MAPOKCU3MaIbHON
HOYHOUM remornoOuHypuu, B utone 2009 mpoBeneH Kypc crenuduueckoil KOMOWHUPOBAHHOM
umMmyHocynpeccuBHoil Tepanuun ATGAM, OUKIOCHOPHHOM A, COJIYyMEApOJIOM, IPOBOAMIACH
CTUMYJISIIHS TeMOomnod3aneynocTumMoM 100 MKI/KT, ¢ JOCTH)KEHHEM MaplUalbHOrO OTBeTa Ha 41-¢
CYTKH.

B nocnenyromem ¢ 2013 roma yxyamienue coctosiHusi, BbisiBjaeH [IHI-kioH, B cBs3M C
KIMHUKON BHyTpHcocyaucTroro remoinusa (mossimenue JIJIIT mo 1589 en/n, Gunupybuna mno 41
MKMOJIb/JT) IPOBOJUIIMCH 3aMECTUTENbHbIE TeMOTpaHc(y3nn, Ha3HAUEH MPEIHU30JI0H 2 MI/KI/CYT.,
KypaHWJI, HUKIOCIIOPHH, ¢ Tocheayomieil 3amenoit Ha cemvicent 1400 mr/cytku. C 2014 roga nauara
Tepanus 3Kynu3ymadom, yto BeinoaHsiock B KOJKB.

C asrycra 2017 roma wnabGmomaercs remartoiorom BMY «KOKBb» ¢ amarHozowm:
arutactudeckass  aHemusi, nporekaoomas ¢ [IHI-kmonom. IlapokcusamanbHas  HOuYHas
remornobunypus. CruieHomeranus. Tepanus skynuzymadom 900 Mr/kaxapie 2 HeZiel — B yCTIOBHSIX
rematosioruueckoro otaeneHuss KOKb (npeasimymmii muks B koH1e aexadps 2020 roqa).

Vxynmenue cocrossHus 08.01.21 r., B TeueHHe MOCIeAHUX JBYX CYTOK MOSIBUWIMCH O0JIM B
o0acTu yBeIMUEHHOM cene3eHkH, oopartunack B npuemHoe otaenenue KOKB u rocnuranusznpoBana
JUI pellieHus: Bompoca 00 00cne0BaHNN U Ha3HAUYEHUS TEPAIIUU.

AHaMHe3 >KM3HHM MOKa3aj, 4TO pa3BUTHE IMalMEHTKH HE OTIMYAIOCh OT CBEPCTHUKOB, Yy
POJICTBEHHUKOB 3a00JI€BaHUN KPOBU 3apETUCTPUPOBAHO HE ObLI0. M3 mepeHeceHHBIX 3a00JIeBaHM
ormeuyaer OPBU; tyGepkyrnes, BUpyCHBIE TeMaTUThl oTpUIaeT. ['eMoTpanchy3nn IpoBOAUIUCH 110
WHAWBUIYAIbHOMY MoaOOpy - 0e3 oOclIoXHEeHMH. AJsuieproaHamHe3: OuCENTON — 3puUTEMa.
OnepaTuBHbIE BMEIIATENbCTBA HE IPOBOAUIIUCE.

[TaruenTke OBUIO MPOBENEHO KOMIUIEKCHOE KIMHHUYECKOE 00CIeOBaHME, BKIIOYAIOIIEE B
ceOss OOBEKTHBHBIA OCMOTp, 7Ta0OpPaTOpHBIE M HHCTPYMEHTANbHbIE HcclenoBanus. [lomydeHbl
CIIeAYIOIINE PE3YIbTaThl: 00BEKTHUBHO — 00IIee COCTOSTHUE YJIOBIETBOpUTEIbHOE. KOXKHBIE TOKPOBBI
OneaHble, TeMOopparnyeckue BbICHIIAHUS B MecTax uMHbeKIuil. [lepudepuueckne mumdoysiasl He

yBEIWYEHBI. B Ierkux npIxanue Be3UKyJsIpHOE. TOHBI cepala 3BydHbIe, PUTM MpaBUIIbHBIN. [1ynbC



112 ya./mun., aprepuanbaoe nasienue 130/70 mm pT. ct. [ledeHnpb BeICTymaeT Ha 2 ¢cM U3-TIOJ Kpast
pebepHoii nyru, Oezbone3HeHHa mnpu manbnanuu. Celle3eHKa BBICTYNMAET H3-TIOJ Kpasl JIEBOM
pebepHoii nyru Ha 14 cM, TUIOTHON KOHCHCTEHIIMHU, 0e300JIe3HCHHAS.

I'pymna xkpoBu A(Il) Rh+ denorun spurpountoB C-c+/I+E+e-k-. AHTHIPHTPOLUTAPHBIC
aHTHUTena He BbIsiBIEHBL. [Ipamas nmpoba KymOca otpuiarenpHasi.

JlaHHbIE MHCTPYMEHTAJIBHBIX HCCIICAOBAHUI: 3JIEKTpOKapauorpadusi — CHHYCOBBIH PHUTM,
O5oKaja rmepeaHel BeTBU JIEBOW HOXKKH mydka [ uca.

[Ipu ynbTpa3ByKOBOM HCCIEAOBAHUM OPraHOB OPIOIIHON MOJOCTH U MOYEK OOHApYXKEHBI
nud¢y3Hble N3MEHEHUS TapeHXUMbI NeueHu. [ enatomeranus. CrijieHOMeranus.

VYcraHoBiieHa cienyrouias 3aBUCUMOCTB: IEpe]] FOCHUTANIN3aMeN 10 IOBOAY OYEPETHOTO
Kypca JICYCHHsS] B aHAlM3€ KPOBH TPEXPOCTKOBAS IIUTONEHUS (aHEMUs, TPOMOOIIMTOTICHWS,
neiikonenusi), peTukynouuTo3 6omnee 50%o, MOBBIIIEHHE YPOBHS OUIUPYOMHA 3a CYET HEMPSAMOM
(bpakiuy, TMOBBINICHHBI YPOBEHb JAKTATACTUAPOTEHA3bl, UYTO CBHUICTEIILCTBYET B IOJb3Y
YXYALIEHUS COCTOSHUS MallMEHTKH, aKTUBHOCTH IPOIIECCA ayTOArPECCUH, BBIPAKEHHOTO T€MOJIN3A.
[Tocne Kypca nedeHus SKyIu3yMadoM, BBEICHUSI KOMIIOHEHTOB KPOBHU OTMEYAETCS TIOJI0KHUTEIbHAS
JMHAMHKA TaOOpaTOPHBIX MTOKa3aTeei, KOTopasi MOJIHOCThIO HUBEIIUPYETCS C TCYEHUEM BPEMEHU, U
K CJIEIYIOLIEMY KYPCY Teparuy Nallie€HTKa OCTYNAaeT C aHAJOTUYHON KapTUHOM KpoBU. OTMEUEHHAas
3aBUCHUMOCTH HaOJI0JaeTCs B TEUYEHHUE TPEX JIET.

JlanHbIe 1a00OpPaTOPHOTO MCCIEIOBAHUS OMOXMMHUYECKUX IMOKas3aresei, nepupepudeckoi

KpOBH TIpECTaBICHBI B Ta0MIax 1, 2.

Tabmuna 1
buoxumMudeckoe uccie0BaHle KPOBH
IMoxa3arean 24.08.18 | 12.12.19 | 02.09.20 | 09.12.20 | 28.12.20 | 19.01.21
O6mmii 6ey10K, 1/ 67,0 70,0 64,2 65,4 59,4 67,3
Buaupyoun, MKMOJIB/JT 29,8 52,0 25,0 25,63 12,8 24,0
NPSAMO, MKMOJIb/JI 12,0 15,0 10,0 16,94 3,3 10,0
HeNnpsIMOii, MKMOJIb/JI 17,8 37,0 15,0 8,69 9,5 14,0
KpeaTunun, MKMOJIB/1 59,56 67,52 54,0 59,72 46,92 63,0
MoueBHHA, MMOJIb/JI 4.07 4,99 48 5,11 4,83 49
AcnapraramuHoTpancdepasa, 64,6 16,3 68,1 18,1 19,0 23,1
En/n
AslanmHamMuHOTpaHchepasa, 22,8 20,0 12,3 63,3 22,6 50,6
En/n




JlakraTtnernaporenasa (JIAI'), | 1766,0 472,0 900,0 1468,0 929,0 743,9
En/n

B tabnuue 1 npeacraBieHa 1MHaMUKa MOKazaresael OMOXMMUYECKOT0 HCCIeI0BaHusl KPOBH,
CJIeJTyeT OTMETHTh THUIIEPOUTUPYOHMHEMHUIO B OOJIBITMHCTBE CIIyYaeB 3a CUET HEMPSMOU (Dpakiluu, 4To
CBHUJICTEJIILCTBYET O BHYTpUcOCyaucToM remonu3e. Jlunamuka ypoBHs JIJAI' orpaxaer
BBIpaXXEHHOCTh remonu3a nipu [THI', 3HaueHust JaHHOro moKa3aTesisi IPEBBIIIAIOT BEPXHIOK IPaHUILy
HOPMBI OT 2 110 8 pa3.

B tabnuue 2 npeacraBneHo U3MEHEHUE TOKa3aTeNel OOIEKIMHUYECKOTO aHajIi3a KPOBH.
Tabmuna 2
OOIIEKIMHUYECKUN aHATTU3 KPOBH
IHoka3zaTenu 24.08. | 01.09. | 12.12. | 20.12. | 02.09. | 10.12. | 13.12. | 30.12. | 19.01.
18 18 19 19 20 20 20 20 21
Sputponutsl, 102 | 19 3,6 2,0 43 2,0 2,1 2,43 34 2,7

I'emorio6uH, r/J 63 118 75 142 71 76 88 106 82

IIBeTOBOII 1,0 1,0 1,0 1,0 1,0 11 1,0 0,9 0,9
nmoxkasarteJjib
PeruxkyouuTnl 52 47 75 16 54 60 15 12 40

%0
TpomGouursi, 10° 57 76 40 51 40 42 48 51 35

JleiikouuTsl, 10° 2,0 5,8 1,3 2,0 1,4 5,0 3,8 1,6 43

NaJ04KOsSIIEPH 6 5 3 8 6 10 3 4 18

bie, %

CEerMeHTOsIIePH 22 55 25 50 61 30 35 55 59

bie,%

aumpoumTel, % 56 34 64 34 28 54 48 33 16

MOHOLUTHI, % 14 6 8 8 5 6 14 8 7
CO9, mm/4 28 30 30 10 15 20 22 22 24

CiieryeT OTMETHTB IPSAMYIO ITOJIOKUTEIBHYIO CBSI3b MEXKY YIYUIIEHUEM [TOKA3aTENeN KpOBU
U TpOBEJEHHON Tepamnueil skynmuzymabom 900 Mr, U B TO K€ BpeMsl HECTOMKOCTb JOCTUTHYTBIX
U3MEHEHUH C MOCIeqY0IUM 000CTpEHUEM TIpoLecca.

HccnenoBanue aHau3a MOYM MPEJCTaBICHO B TabmuIe 3.

Ta0mnuma 3



OO0muA aHaIn3 MOYH

Moka3zarean | 29.08.18 | 12.12.19 | 02.09.20 | 28.10.20 | 10.12.20 | 29.12.20 | 20.01.21
Benox, r/n - 0,03 0,11 - 0,3 0,04 0,14
YaeabHblii 1020 1015 1010 1013 1013 1013 1020
BeC
JlelikouuThI, 2-4 0-1 1-2 1-2 3-5 4-9 6-8
B 11/3
OnuTenui, B 1-2 1-2 15-18 4-6 2-4 0-1 0-1
n/3
OpUTPOLMTHI, 0 1-2 1-2 1-2 4-6 1-2 2-4
B 11/3

M3MeHeHus B OOLIEM aHalIM3e MOYM HecneUuu(HUuHbl, HEKOTOpbIE HApyIIEHUS (DYHKIUH
noyek Bo3MOxkHbI Iipu [THI', uTo MoXkeT ObITh 00YCIOBIEHO TPOMOO30M MHKPOLMPKYISATOPHOIO
pycIia rmoyex, 4To BIOCIEICTBUHM PUBOIUT K XPOHUYECKON UIIEMUH, aTPO(UH U CKIEPO3Y OYSUHON
TKaHU M KIIMHAYECKOMY Pa3BUTHIO XPOHHUYECKOW OOJIE3HU TIOYEK.

[TanrenTKe ObLIO MPOBEAEHO CIIEAYIOLIEE JICUCHHE.

Okynuzymad 900 Mr BHYTPHUBEHHO KareIbHO Ul KyMTUPOBaHUs CHHIPOMA MTAPOKCU3MATIbHON
HOYHOU reMorfnoOuHypuu. JlaHHbIH pernapar sBiIseTcs € AMHCTBEHHBIM JICKAPCTBEHHBIM CPEJICTBOM,
3apErUCTPUPOBAHHBIM B PEECTPE U MIPUMEHAEMBIM B KauecTBe naTorenernyeckou repanuu [T1HI'. On
IpeJCTaBIsieT coO0OW KCEHOTeHHbIe, MOHOKJIOHaJbHbIE aHTUTeNa K C5 KOMIIOHEHTY CHUCTEMBbI
komruiemMenTa. CrnocoOeH OnokupoBaTh paszaeneHue komnoHeHta C5 Ha CS5a u C50, B pe3ynbrare
gero He oOpa3yercss MeMOpaHOATaKyOIU KOMIUIGKC ¥ KOMIUIEMEHT-ONOCPEIOBAHHBIN
BHYTPUCOCYAMCTHIN IreMoJIn3 HeBO3MOXkeH [11].

Taxoke Obli1a Mpou3BeieHa TpaHCPy3Us ISHKOUUTPEYIIUPOBAHHOMN 3PUTPOLIUTAPHON MACCHI.
I'pynna kposu A(ll) Rh+ ¢enorun spurpouuro C-ct/I+E+e-k-. [IpoObl Ha WHIUBHIYAJIBHYIO U
OMOJIOTUYECKYI0O COBMECTUMOCTH

orpunatenbupie. OCIOXKHEHUH BO BpeMsl IepeluBaHui

KOMIIOHEHTOB JIOHOpPCKOW KpoBM He Obuto. CoCTOsHHME MaluUeHTKH [ocie IPOBEICHHON
MaHUIYJISIUU YOBJIETBOPUTEIBHOE.

O¢ddexkTuBHOCT, TepanmuM 3aKioYyalach B HOPMAJIM3AaLUU  YPOBHS TIeMOIJIoOWHa,
YMEHBIIIEHUN PETUKYJIOLNTO3a, KYMHUPOBAaHUHU MPOSBICHUM aHEMHUYECKOTO CHHJIPOMA, CHH)KEHUU
ypoBus JIII" B 1,5 pa3a, oTcyTcTBUU NOTPEOHOCTH B FeMOTPaHCPY3HSIX.

Beimucana Ha amOynaTOpHOE JIEYEHHE €O CIEAYIOIIMMU PEKOMEHAALUSAMU: KOHTPOIb
aHAJIM30B KPOBU €XKEHEeNbHO, C OUePeHBIM BBeJIeHHEM dKynu3ymada B 1o3e 900 mr uepes 14 quei.

3akjao4eHue



Knunuueckue mpu3Haky ariacTU4ecKoi aHEMHUH MPOSIBIISIFOTCS B paHHEM BO3pacTe, TUarHo3
MO/IO3PEBACTCSI HAa OCHOBAHMM OOIIEr0 aHalu3a KPOBHM H JIOKA3bIBACTCSI HAa OCHOBAaHUU
MOP(}OTOTHYeCKUX METOJOB HCCICIOBAHUI: TPENaHOOMOIICHHA KOCTHOTO MO3ra U MHUEIOTPAMMBI.
HekoTopsie 3aTpynHeHus BOZHUKAIOT MPU COUYETAHHO MPOTEKAIOIIUX 3MHU30/1aX MapOKCHU3MaIbHON
HOYHOU T€MOTJIOOMHYPUH, TIPOSBIISTFOITUXCSI TEMOJIMTUYECKON aHEMUEH, HaIIIEYCHOUYHOH JKEITYXOM.
Jlokazars auarHo3 mnosBojisier onpeneneHue GPI-cBsi3aHHBIX TIUMKONPOTEMHOB Ha MOBEPXHOCTH
sputrpouutoB (CDS59), wneitrpodumor (CD24/FLAER), monomutoB (CD14/FLAER) wmeromom
MIPOTOYHOMN LIUTOMETPUHU.

JleyeHue amiacTUYecKOW aHEeMHMM HAYMHAIOT CO ClenU(PUUecKoil MMMYHOCYIPECCHUBHOU
Tepanuu, NpU  BBIPAXXEHHOM  aHEMHYECKOM  CHHJIDOME  HCIMOJB3YIOT  3aMECTUTEIIbHYIO
reMoTpanc(y3HoHHYIO Tepanuio. [ TaBeHCTBYIOIIEe MOJ0KEHUE B TaToreHeTrnueckoi tepamuu [THI
3aHMMAaeT dKyIu3ymao.

[TonoxxurenbHbId 3PGEKT OT Tepanuu SKyIu3ymMaboM, XOTs U HENPOAOKUTEIbHBIA IO
BPEMEHU Y JaHHOM NAIMEHTKH, 3aKJIOYaeTCsd B YCTPAaHEHWU WM CHIDKEHUU BBIPAKCHHOCTH
KJIIMHUYECKHUX MPOSBJICHUHN, TAKUX KaK CI1a00CTh, OJIBIIIKA, JOCTHXKEHUN YPOBHS IEJICBBIX 3HAUCHUN
B KapTUHE KPOBH (KYIMUPOBAHHWE TE€MOJIU3a, MOBBIIICHHE YPOBHA TIeMOIJIO0MHA, YMEHbBIICHUE
CBIBOPOTOYHOM KOHIEHTPAIUU ounupyounHa, JaKTaTAECTUAPOTEeHA3bI), MCYE3HOBEHUH
reMoTpaHc(y3HOHHOW 3aBUCHMOCTH.

B mnacrosimiee BpeMsi TpPOBOISATCS HCIBITAaHUS IPYTUX TMpErnapaToB TPYMIBI, €le He
MPOLIEIINX PErHCTPAII0 B PeecTpe JIEKapCTBEHHBIX CPEACTB. Takas Tepamus HE MPHUBOIUT K
MTOJIHOMY BBI3JIOPOBJICHUIO WJIM CTOMKOW PEMUCCHH, OJHAKO MO3BOJISET MOBBICUTH KAUECTBO KU3HH,
MPEAOTBPATUTD PA3BUTHE (PATAIBHBIX >KHU3HEYTPOXKAIOMIMX TPOMOOTHUYECKUX OCIOXKHEHUH H
yiny4qmiTh porHo3 y 6onpHbIX [THI. Takum oOpazom, Bompoc 0 pa3paboTKe APYrux CIocoOOB

neyenus ITHI' ocraercs akTyanbHbBIM.
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