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AHHOTaums

LleAb. OUeHHUTb reMaTOAOrMUECKMIt OTBET B TeUeHMe 4 HeA MOHOTEparum UMTaKoMaHOM Y GOAbHbBIX C MAPOKCUM3MAAbHOM HOUHOM FreMOrAOOUHYpUEN
1 CyOOMTUMAAbHBIM OTBETOM Ha AAUTEABHYIO TEPATUIO SKYAU3YMabOM.

Marepuanbi u MeToAbl. B aHaAu3 BKAIOUEHBI 8 BOAbHBIX, MEAMaHa BO3pacTa 32 roAa, C COXpaHEHUMEM aHEMMMU Ha AAMTEAbHOI Teparnmm SKyAM3yma-
60M. OLEHMBAACS TEMATOAOIMYECKMI OTBET MPU MEPEKAIYEHUM HA MEPOPAABHYIO MOHOTEPANUIO MnTakornaHom 200 Mr 2 pasa B CyTKM B TeYeHHe
4 Hea.

Pesyabtatbl. Yepes 4 Hea Tepanuu MNTakoMaHOM MOBbIEHWE YPOBHS reMorroOuHa 6oaee vem Ha 20 /A AOCTUTHYTO Y 7/8 (88%), NMOAHBIN OTBET —
y 6/8 (75%). MeanaHa npmupocTta ypoBHsi remorano6MHa coctaBuaa 32,5 /A ¢ ncxoaHoit 85,5 r/a (74-100) ao 121,5 r/a (80-141); p=0,00013.
He3aBucumocTb ot TpaHcdy3uit 3puTpounToB AocTurHyTa B 100% cAydaeB. AOCTUXKEHME rEMATOAOTMUYECKOrO OTBETA HA TEPAMMIO UMTAKOMAHOM
COMPOBOXAAAOCH CHMXKEHMEM aBCOAIOTHOIO YMCAQ PETUKYAOLIMTOB, YPOBHSI OUAMPYOMHA M AQKTATAENMAPOreHasbl, a Takxke HeraTMBM3aUMen aH-
™-C3d npsiMoro aHTMrA06yAMHOBOTO TecTa.

3akatouenue. [epopanbHbit MHIMOUTOP hakTopa B KOoMnAaemeHTa unTakonaH siBAsetcst 3dhhpeKTUBHOM OnuUMen AedeHusl MapoOKCU3MAAbHOM HOY-
HOM reMOrA0OUHYPMM Yy MALMEHTOB C CYGOMTUMAAbHBIM OTBETOM Ha MHIMOUTOP KomrAemeHTa C5 3a cuet 6oaee 3(PheKTUBHOIO KOHTPOAS KCTPa-
BacKyAsipHoro C3-0nocpeAoBaHHOIO reMoAm3a.

KAtoueBble CAOBa: MapoKCHM3MaAbHasi HOUHAsi FTEMOTAOOMHYPUsl, MHIMOUTOP KoMmaemeHTa C5, cybonTUMaAbHbIN OTBET, MHIMOMTOP hakTopa B,
UrTakonaH
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Efficacy of iptacopan monotherapy for suboptimal response to eculizumab
in patients with paroxysmal nocturnal hemoglobinuria

Olesya U. Klimova™, Irina K. Golubovskaya, Yuriy N. Kuznetsov, Maria V. Marchenko, Alexander D. Kulagin
Pavlov First Saint Petersburg State Medical University, Saint Petersburg, Russia

Abstract

Aim. To evaluate the hematological response within 4 weeks of iptacopan monotherapy in patients with paroxysmal nocturnal hemoglobinuria
and suboptimal response to long-term eculizumab therapy.

Materials and methods. The analysis included 8 patients, median age 32 years, with persistent anemia on long-term therapy with eculizumab.
The hematological response was assessed when switching to oral monotherapy with iptacopan 200 mg twice daily for 4 weeks.

Results. After 4 weeks of iptacopan therapy, an increase in hemoglobin levels by more than 20 g/l was achieved in 7/8 (88%), and a complete
response in 6/8 (75%) patients. The median increase in hemoglobin levels was 32.5 g/l from the initial 85.5 g/l (74-100) to 121.5 g/l (80-141);
p=0.00013. Independence from red blood cell transfusions was achieved in 100% of cases. Achieving a hematological response to iptacopan
therapy was accompanied by a decrease in the level of absolute reticulocyte count, bilirubin and lactate dehydrogenase, as well as a negative
result of the anti-C3d direct antiglobulin test.

Conclusion. The oral complement factor B inhibitor iptacopan is an effective treatment option for paroxysmal nocturnal hemoglobinuria in
patients with a suboptimal response to complement inhibitor C5 due to more effective control of extravascular C3-mediated hemolysis.

Keywords: paroxysmal nocturnal hemoglobinuria, complement C5 inhibitor, suboptimal response, complement factor B inhibitor, iptacopan
For citation: Klimova OU, Golubovskaya IK, Kuznetsov YuN, Marchenko MV, Kulagin AD. Efficacy of iptacopan monotherapy for suboptimal
response to eculizumab in patients with paroxysmal nocturnal hemoglobinuria. Terapevticheskii Arkhiv (Ter. Arkh.). 2025;97(1):46-53.
DOI: 10.26442/00403660.2025.01.203146

Uncpopmaums 06 asropax / Information about the authors

"KaumoBa Orecst YeMaHOBHA — Bpay-remMatoAor KAMHMKM “Olesya U. Klimova. E-mail: ou_klimova@mail.ru;
«HWW AeTCKOM OHKOAOTMM, FeMATOAOTMK U TPAHCNAQHTOAOT UK ORCID: 0000-0001-7238-729X
um. P.M. Topbauesoit». E-mail: ou_klimova@mail.ru

ToAy6oBckas MpuHa KOHCTaHTMHOBHA — KaHA. MEA. HayK, Bpay- Irina K. Golubovskaya. ORCID: 0000-0003-0469-7338
rematoror KanHukm « HM aeTckoi OHKOAOTUM, remMaToAOTr MK
U TpaHCMAaHTOAOTMK UM. P.M. Topbauesoi»

Ky3neuos KOpuit HukoaaeBnu — Bpay-rematoror KAMHUKM Yuriy N. Kuznetsov. ORCID: 0000-0001-5738-7953
«HWI aeTckoi OHKOAOTUM, reMaToAOTMM M TPAHCMAQHTOAOT MM
um. P.M. TopbaueBoin»

46 TERAPEVTICHESKII ARKHIV. 2025; 97 (1): 46-53. TEPATIEBTMYECKMI APXMB. 2025; 97 (1): 46-53.



https://doi.org/10.26442/00403660.2025.01.203146

ORIGINAL ARTICLE

Beeaenne

IMTapokcuamasbHas HouHas remornobunypus (ITHT) - ato
pefikoe TpHOOpeTeHHOe KIOHATbHOe 3a00/IeBaHNe CUCTEMBI
KPOBM, XapaKTepusyolljeecsl KOMIUIEMEHT-OMOCPeNOBaHHBIM
reMO/IN30M, TPOMO03aMI, OPTAHHON AVCYHKI{MEN U [{IUTOIIe-
Hueii [1,2].

ITatorenes IIHI' cBA3aH ¢ comaTmyeckoil MyTalyeil reHa
PIG-A B CTBO/IOBBIX KPOBETBOPHBIX K/IETKAX, B PE3Y/IbTaTe Yero
HapyuaeTcs: OMOCHMHTe3 ITIMKO3WIPOCHATUANINHOZUTONA —
AKOPHOI CTPYKTYPBI /11 MHOXKeCTBa MeMOpaHHBIX Oenkos [3].
B pesynbraTe 4aCTMYHON MM IOMHON yTpPaThl MeMOpPaHHBIX
nHrnbruTopoB Kommiemernta CD55 nu CD59 spurpouuTsl cra-
HOBSATCS 9yBCTBUTE/ILHBIMY K KOMIUIEMEHT-OIIOCPEJOBAHHOMY
nu3ucy [4, 5]. Oxcrancus xknonos ITHI npoucxonut B ycmoBu-
AX MMMYHOOIIOCPEIOBAHHOTO IIOJABEHNA HOPMa/IbHBIX ITIN-
k0311 0oChATUUINHOSUTON-TTO3UTUBHBIX CTBOIOBBIX KPOBe-
TBOPHBIX KJ/IETOK, 4TO OODBSICHSET B3aMMOCBSI3b OO/ME3HM C
npuobpeTeHHON amtacTudeckoit aHemuert (AA) [2]. Taxke
paccMaTpuBAIOTCA JIONMONHUTENbHbIE MYTalluy BHYTPU KIIO-
Ha ITHT [6]. Crextp knunmueckux nposisinernit ITHI' o6y-
CJIOBJIEH XPOHMYECKVIM BHYTPUCOCYANUCTHIM remormsoM (BCI)
1 XOpOIIO 0XapaKTepM30BaH B KPYIIHBIX KOTOPTHBIX MCCIIEN0-
BaHMAX B Poccun [7, 8]. [ToMuMo aHeMUM U TeMOITIOOUMHYPUM,
BC/IE[ICTBUE JleTIEIMM OKCMJA a30Ta BO3HMKAIOT CHMIITOMBI
[JIQ/IKOMBIIIEYHON  fucToHMM (gucdarusi, abmoMuHanIbHBIE
60mu, spekTiIbHasA NUCHYHKIVA) U IOBBIIACTCA PUCK pas-
BUTKA TPOMOO30OB, KOTOpbIe SABJAIOTCA ITIABHONM HPUYMHO
JIeTa/IbHBIX MICXOIOB IIpu ecTecTBeHHOM Tedenuy ITHI [1,2].

EnuncTBenHbIM nsneunsaromum metopom npu ITHI ocra-
€TCs a//IOTeHHas TPAHCIUIAHTALMA IeMONO3TUYECKNX KIeTOK,
OJJHAKO €€ MCIIO/Ib30BaHNe B HACTOALINI MOMEHT OTPaHUIeHO
CITy4asMU TIPEBAJIMPOBAHNUA HEOCTATOYHOCTM KPOBETBOpE-
Hus Hag BCI B koutekcte AA/ITHI 1 K/I0HA/IBHOV 9BOJTIOLMAI
ITHT B MuenopucacTndecknii cuHapom [9]. OCHOBHOI KOH-
Lemnert KoHcepBatuBHoro nedenus ITHI aBngercsa 61okama
cucTeMbl KoMIleMeHTa. [lepBbIM IpenapaToM IaTOTreHeTrYe-
ckoit teparmu ITHT cran sxynmusyma6 — uarn6urop C5 KoM-
IIOHEHTa KoMIUteMeHTa. [Ipemapar moxasan cebst kpaitHe a¢-
¢dexTnBHBIM B KoHTpone BCI, mpoduaaktuke TpoM6030B 1
IIPOTrpeccuy OPTaHHbIX HAPYIIEHNIA, YTO O3BOMNIO YIYYLINTD
IIPOTHO3 M KAa4eCTBO >KM3HM manueHToB [10, 11]. YckopeHHSIi
HOCTyI K IedeHnto B Poccun obecrieden pa3paboTKoil 1 BHEApe-
HIEM B MPaKTUKY MepBOro OuoaHanora skynmmaymaba [12-14].
VunoBanuonHsiit unrnéurop C5 paBymnsymab obmamaer He
MeHblIell 3G QeKTUBHOCTBIO U CXOKUM Ipoduiem Gesomac-
HOCTH € 9KY/IU3YMabOM IIpK SIBHBIX IIPEUMYIECTBax B Gomee
CTOVIKOII MHTMONIIUY KOMIIIeMEeHTa 1 yE00CTBe IpUMEeHeHUA y
B3pOCTIBIX U geTeit [15, 16].

OpHako 1o Mepe HaKOIUICHMsI OIbITA IIPYIMEHEHNS VHIM-
6uropos C5 mposABmIach npobnemMa cyOONTUMAaNIbHOIO TeMa-
TOJIOTMYECKOTO OTBETa — COXpaHeHNe aHeMUH, TPAaHCPY3UOH-
Holl 3aBucuMoOCTH y 30-50% maruenTos [17-19]. Kmouesoit
IPUYNHON CYOONTMMANbHOTO TI'eMAaTOMOTMYECKOr0 OTBETa
npu yposnersopuTenbHoM KonTpone BCI u oTcyTcTBUM ITpO-
Tpeccuy HeJOCTaTOYHOCTM KPOBETBOPeHMA sABIAeTCA (e-
HOMEH 3KCTPaBacKy/IAPHOIO (CMHOHUM — BHECOCYAUCTOTO,

BHYTpUK/IeTO4HOro) remommsa (9BI) B pesynbrate coxpa-
HEeHUsA aKTUBAIMM IPOKCUMAIbHBIX 3TAIOB, IPUBONAIINX K
OIICOHM3ANMM Ne(PEeKTHBIX IPUTPOLUTOB (HparMEeHTaMM KOM-
wieMeHTa C3 ¢ IOCIeNyONMM UX paspyllleHneM B Ie4eHU U
cenmeseHke [20]. IlepcrieKTMBBI pelIeHNs] JAHHON MPOOIEeMBI
Jaja KOHLENIUsI MHTUOUINY IIPOKCUMA/IbHBIX 3TAIIOB aKTH-
BaIMM KoMIieMeHTa (koMmnoHeHTa C3, pakropa D, dpaxropa B
uap.) [21].

ITepBBIM 3aperncTpupoBaHHbIM Omokaropom C3 KoMmo-
HEHTa KOMIIJIEMEHTA CTajl M3TLeTaKOIIaH, IPOJieMOHCTPIPO-
BaBILNIT BBICOKYIO 3¢ (deKTUBHOCTD B KOHTpote Kak BCI, Tak
u IBT [22, 23]. [Tosxe paspaboTaH IepopaabHBII MHTUOUTOP
¢dakTopa D paHMKOIIaH, KOTOPBI 3aperiCTPUPOBAH B Kade-
CTBe JIOIIO/THEH N K Tepanuy uHrnburopamu C5 [24].

B 2023 r. B CIIIA u EBpore u B 2024 1. B Poccun ofobpen B
KauectBe MoHOTepanuy ITHI mepopanbHblil mpenapar unTa-
koraH. OH sIB/IsIeTCST 06PATVMBIM CEeKTUBHBIM HU3KOMOJIEKY-
JIAPHBIM MHTUMOUTOpOM (akTopa B, KIIOUeBOIl IpoTeassl, 3a-
ITYCKAIOIIeil a/IbTepHATUBHBIN Iy Th aKTUBALMM KOMIUIEMEeHTa.
Vurnbuposanne dakropa B 6mokupyer aktuBHOCTh C3-KOH-
BepTasbl aJIbTEPHATMBHOIO IIYTY, YTO NPUBOAUT K YMEHbIIIe-
Huto paciertenus C3 Ha ¢pparmentsr C3a u C3b u ymenbie-
HI0 o6pasoBaHusa C5-KOHBEPTasbl ¥ MeMOPaHOATAKYIOIIETO
KOMIIIeKca [25].

SddexTuBHOCTD U 6€30IIACHOCTD MOHOTEPAINMI UIITAKO-
na"oMm npu ITHI' mpopmeMoHCTpupoBaHbl B JBYX MCCIE[OBA-
uusx 111 ¢assr: APPLY-PNH u APPOINT-PNH [26]. B mepsoe
OTKPBITOE PAaH/JOMU3MPOBAHHOE MHOTOLIEHTPOBOE MCCTIEfI0BA-
Hre (APPLY-PNH) BK/Iro4YeHBI HaI[eHThl B BO3pacTe CTaplie
18 net, momyyasiue anTU-C5-Tepannio He MeHee 6 MecC, HO CO-
XpaHAIIINe aHEeMHUIO C YPOBHeM reMorno6una Menee 100 1/
IIPY UCK/TIOYEHUY 3HAYMMOI KOCTHOMO3IOBOJ HEJIOCTaTOUHO-
ctu. BortbHbIe 6BUTN PaHLOMM3NPOBAHBL /IS IIePEXOfia Ha WII-
TaKoIaH (1=62) 1 NpofoKeHNe IpeXxHeit Tepanun (n=35).
Bo BTOopom MHorouenTposoM uccnenosanuu APPOINT-PNH
OLIeHMBAINCh 6e30IacHOCTh U 9 (EeKTUBHOCTD IIpenapara y
MAIVIEHTOB, paHee He IOJYYaBIINX AHTUKOMIUIEMEHTApPHYIO
teparmmio (40 B3pocibix 60mbHBIX ¢ KinoHoM ITHI>10%, Hamm-
Y1eM 3Ha4JMOTO TeMOI13a C YPOBHEM JTaKTaTHAeTUIpOreHasbl —
JIOI>1,5 BepxHeit rpanHuisl HopMel — BI'H u remorno6muom
<100 r/m). Ob6a uccnemoBaHus BKIOYanu B cebs 8-Hemenb-
HBIIl TI€PUOJ, CKPUHMHIA, 24-HeNENbHBIN II€PUOJ OCHOBHOIO
UCCIeloBaHMA ¥ 24-HeJe/lbHBIN Iepuof, IOCTefyolero Ha-
6moeHns.

B uccnegosanym APPLY-PNH wmnrakoman mpeBocxomwmt
Tepanuio uHrn6uropamyu C5 KOMIIOHEHTa KOMIUIEMEHTA IO
BCeM IepBUYHBIM KOHTPOJIbHBIM TOYKaM. Y 51 manmeHTa us
60 oleHMBaeMBbIX B I'PYIIIe UITAKOIIAHA IIPUPOCT YPOBHA Te-
MornobyHa poctur 6omee 20 r/m 6es TpaHcysuil, B IpyIIe
CpaBHeHMsI JAHHBII pe3y/IbTaT He HAOIIONA/ICSA HU Y OHOTO
6ombHOTO. YpoBeHb remornobuna 6omee 120 r/n 6es Tpancdy-
3MIl B IPyTINe UNITaKoIlaHa 3auKCUpoBaH y 42 13 60 oljeHnBa-
eMBIX [TAIMEHTOB U HY Y OFHOrO 13 35 GOJIBHBIX B KOHTPOJIE.
Jlorns manyeHToB, He TpeOoBaBIIMX TpaHC]y3uil B Iepuox ¢ 14
1o 168-i1 neHb uCCrefoBanns, B TPyIIe UNITAKOIIaHA COCTaBM-
na 96,4%, B rpynne aHT-C5-Tepanuu - 26,1%. ITo BTopudHbIM
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KOHTPO/ILHBIM TOYKaM, IIOMVMO OTCYTCTBVA 3HAYMMBbIX pas-
muuii B nsMeHenun yposHA JIJIL, B rpymnme nnrakonaHa mpo-
IeMOHCTPMPOBAHBI JIy4lllVie Pe3y/IbTaThl: CpefjHee M3MeHeHNe
6am1oB orjeHku yromnAeMocTy 1o mkane FACIT-F cocraBuno
+8,6 mpotus +0,3 B KOHTPOJIE; CHIDKEHVE aOCOMIOTHOTO YNMCIa
petuxymonuros (AYP) mo cpaBHEHUIO C MCXOLHBIM YPOBHEM
cocraBuio -115,8x10°/n mpotus -0,3x10°/11; cHUKeHMe ypOBHSA
obutero Oumnpy6uHa — -18,9+3,0 mpoTus -0,5+3,9 MKMO/IB/II.
ITocne 3aBepuieHNs meprosia OCHOBHOTO MCC/IEOBAHUA MALU-
€HTBI U3 TPYIIIbI CPABHEH IIepPeBeeHbI Ha IIPIEeM MHTUOUTO-
pa daxropa B, pe3ynbraThl 3a BpeMs IIOC/IEAYIOLEro Habmozie-
Hs OBUIM MIEHTUYHBIE C OCHOBHOII IPYIIIoit [26].

B uccnegoBanuu APPOINT-PNH mnocne 24 Hem MOHOTe-
pammy MNTAKONMaHOM Yy 92% IalMeHTOB IIOAY4YeH INPUPOCT
remoryobuna 6onee yem Ha 20 r/n1 (B cpemneM Ha 43 1/1), u
63% malueHTa JOCTUITIM YPOBHA reMornobmHa Boime 120 r/n
(cpenumit ypoenb 126 r/m). HesaBucumoctb ot Tpancdysmii
nocTuruyTa’y 98% nanuenTos, yposenb JIII'<1,5 BI'H -y 95%,
cpentee AYP cuusmnocs Ha 82,5x10°/71.

ITpopeisroit BCT B nccnegoanum APPLY-PNH ormeuan-
cs1y 2 (3,2%) n 6 (17,1%) marmeHTOB U3 TPYIIIbI UIITAKOIIAHA 1
KOHTPOJIA COOTBETCTBeHHO. B nccnegoBanmm APPOINT-PNH
npopbiBHO BCT He JOKyMeHTPOBaH.

VnTakomaH HpOJIeMOHCTPUPOBA IpPUEM/IEMbIl YPOBEHb
6e3zomacHoctn. Hexenatensusre siBmenust (HS) va Tepanun
UITAKOMAHOM, PaclleHeHHbIE KaK Cepbe3Hble, 3a(pUKCUPOBAHBI
y 10% 6ONbHBIX B KaX/JOM U3 UCCIIE[OBAHNIT, OHAKO OHU He
noTpe6oBamu OTMeHBI Ipenapara. CTpyKTypa Haubosee 4a-
croix HA B APPLY-PNH n APPOINT-PNH npencrasnena ro-
noBHOI 6071b10 (16 U 27,5%), fuapeeit (14,5 1 7,5%), nHdexiu-
SAMI BePXHUX AbIXaTeMbHbIX myTeit (11,3 un 12,5%), COVID-19
(8,1 m 15%) [26, 27]. Takum 06pa3oM, MOHOTepaNisi UITAKO-
[IAHOM IIPOJEMOHCTPUPOBaa CBOK 3¢ PeKTUBHOCTD KaK B 1-if
JIVHUM, TaK U Y TALVEHTOB C CyOOITHMATbHBIM OTBETOM Ha
uHrnburopsr C5, accolunpoBaHHbIM ¢ DBT.

ITenpro JaHHOTO aHA/IN3A AB/IAETCA OlleHKA TeMaToJIoTIye-
CKOTO OTBeTa B TedyeHue 4 HeJ| MOHOTepaIy UITAKOIIAHOM Y
6ompHbIX ¢ ITHI 1 cy6onTiManbHBIM OTBETOM Ha JUIUTENIbHYIO
Tepamnuio 9KyIU3yMaboM.

MaTepMa/\bl U METOAbI

B ananus BKI0YeHbI manyeHThl ¢ nokadanHoi [THI u co-
XpaHeHNeM aHeMMH Ha pOHe IINTeTbHOTO JIeYeHsI MUHTMOUTO-
poM KoMIOHeHTa KoMieMeHTa C5 (aKynmusymabom). Tepanmsa
IIpernapaToM MIITAKOIIAH IMPOBOAMIACH B paMKax KOTOPTHOI
IIpOrpaMMbl YIPaB/IAe€MOro focTyna kommanum «HoapTuc
@apma» B HUWM OOIuT mm. PM. Topbayesoit ®TEOY BO
«ITepssiit CI16 MY nm. akaz. VI.II. ITaBnoBar.

ITanyeHTDbI BKIIOYa/INCh B @HAIN3 Ha OCHOBAHUU C/IENyI0-
KX KpuTepues: Hannyye KiaoHa ITHI>10%, nogTeep KieHHO-
IO METOJIOM BbICOKOYYBCTBUTEIbHONM MPOTOYHOI IIUTOMETPUN
COTTIACHO paHee OIIMICAHHOMY IIPOTOKONy [28], mpepmrecTByIo-
Ijasi Tepanus 9Kyn1usyMaboMm He MeHee 6 Mec, CyOONTIMAIb-
HBIii OTBET COIIACHO KPUTEPUAM KIMHUYECKUX PeKOMEH 1Al it
B pemakiuu 2024 1. [9]. Kputepusamu MCKI0YEHUs SBIAIUCH
3HauMMasl [aTONOTNs IiedeHN (YpOBeHb TpaHCaMmHa3 6oree
3 BI'H, akTUBHBIII BUPYCHBII TeIIATUT), TSHKEIIbIE CEPAEeIHO-CO-
CyAMcTass M JIeTOYHasA IAaTO/IOTUM, 3/7I0KaYeCTBEHHble HOBO-
06pasoBaHNA B TeYeHMe IpefecTBYommx 5 ntet. [Tepey BK/Io-
YEHMEM B IPOTPaMMY YIIPAB/IAEMOIO JOCTYIIa BCE MalVIEHThI
mpoxoaun o6CiefoBaHye, BKIOYaBIIee MOPQOIOrndecKoe,
LIMTOT€HeTUYECKOE, MOJIEKY/IAPHO-TeHeTIYeCKOe U TYICTOIOT M-
YecKoe MCCIefoBaHMe KOCTHOIO MO3ra, OIIeHKY pa3Mepa K/IOHa
ITHT, 6moxmnmmdecKuil aHaan3 KpOBH, YIbTPa3ByKOBOE MCCIIe-
IoBaHe OPIOIIHOI ITOTIOCTH U TIOY€EK, AYIIEKCHOE CKaHMPOBa-
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HUe [OYeYHBbIX apTepuil, axokapanorpaduio, mpoby Pebepra,
CYTOYHYI0 IPOTEMHYPMUIO, 3aIIOJIHEHNE OIPOCHMKA KauecTBa
>xusuu FACIT-F (Bepcus 4).

[TanyeHTDbl MONTyYaay Tepanuio NpernapaToM MITaKOIIaH
(Pabxanbra, «HoBapric ®apmar, IlBeitiiapus) B Kancymax
200 mr 2 pasa B cyTku. Hayasmo Tepanuyu MnTakomaHOM OCy-
I[eCTB/IAIOCh B TeYeHMe 1-I Hefjenu MOCIe BBEHEHMA 9Ky-
nmsymaba (MenuaHa Ha 4-11 ieHb, AuanasoH 2-7-i feHsb). Bce
[AIMeHTHl BaKUMHMpPOBaHbl npotus Neisseria meningitidis,
Streptococcus pneumoniae, Haemophilus influenzae tuna B u
HOJINCBIBA/IN JOOPOBOIbHOE MHPOPMUPOBAHHOE COITIACKE Ha
IpUMeHeH/e He3apeTVCTPUPOBAHHOTO JTeKapCTBEHHOTO IIpe-
napaTa, IpefoCTaB/IAeMOr0 B paMKax IpOrpaMMbl yIIpaBisie-
MOTO [OCTYIIA, M HA UCIIOIb30BaHMe NHPOPMALNY B HAYIHBIX
UCCIeoBaHNAX 1 my6nukanyax. Havano Tepammu mnrakoma-
HOM OCYIIeCTB/IANOCh B YCIOBUAX (efiepabHOTO IIeHTPa, B
CIy4ae yIOBIETBOPUTETIBHON IEePEeHOCHMOCTH IALMeHT IIpOo-
JOJDKAI TepAnio B aMOY/IATOPHBIX YCIOBUAX MO MECTY XKU-
Te/bCTBA.

[TepBUYHBIMM KOHEYHBIMU TOYKAMM aHamM3a ObUIM IIO-
BBIIIEHIe YPOBHsI reMornobuta 6omee 20 r/11 OT MCXOZHOTO U
JOCTIDKEHNe YPOBHsI reMoriobuHa 6osee 120 v/ 6e3 Tpancdy-
3mit yepe3 4 Hefl TedeHNUs. BTOpUYHBIMY KOHEYHBIMYU TOYKAMM
ABJISUINCH yy4llleHye cpefHero 6ajvra o mkane FACIT-E ot-
CyTCTBUE MOBbIMeHNA ypoBHaA JI[I'>1,5 HOpM 11 HOBBIX TPOM-
6oTu4ecKux ocmoxHeHni, orcyrcraue HSl, Tpebyromux mpe-
PbIBaHUA JIeUeHUA.

Onenka oTBeTa Ha GOHE TepaNyy NITAKOIAaHOM ITPOBOJN-
nach Ha 7, 14, 21, 28-11 ieHp, lanee eXXeMeCAIHO WM Yallle Ipu
K/IMHIYECKOlT HeOOXOAMMOCTY U BK/IIOYajIa KOHTPO/Ib K/IMHM-
YeCKMX CHMIITOMOB TeMO/u3a 1 JTab0opaTOPHBIX MOKasarernelt
(KIMHMYeCKUIT aHaIM3 KPOBM, PETUKYIOLUTBI, OMIMpPYOuH,
JIOT, amaHmMHaMuHOTpaHChepasa, acmapraTaMyHOTpaHC(e-
pasa, kpeaTuHuH, mpoba Kymbca) 1 3amonHeHne OIpOCHNUKA
ouenknu yromnsgemoctu FACIT-Fatigue (FACIT-F). Kontpons
TOKCUYHOCTY TIPOUSBOJIMIICA C TIOMOIIBIO OIIPOca, PU3NIECcKo-
IO 0OCMOTPA, Ta00PATOPHBIX AHAJIN30B.

I craTMcTN4ecKoit oOpabOTKM IIONyYeHHbIX HaHHBIX
UCIIO/Ib30BAHbI METObI OINCATEeNbHON CTAaTUCTUKY (MMCTIO
HabMIoNeHMIt, TPOITOPINY, MeMAHBI, IMAla3OHbl 3HAYCHMUIT,
MeXKBapTuUIbHble pasmaxi). OIjeHKa CTaTUCTUYECKO 3HAUM-
MOCTH pas/IM4Mil IpyU MOBTOPHBIX M3MEPEHNAX IPOBOAVIIACH
¢ ucnonb3oBaHneM kputepus Opupmana. Bee pacyerst u mo-
CTpoeHMe TPpadUKOB MTPOBOAVIINCH C MOMOIIBIO ITPOTPaMMBI
Statistica 8.0 (Statsoft Inc., CIIIA).

Pe3yAbTarnbl

B ananms Bkmrodensl 8 maiueHTos (Tadm. 1). Meamana Bos-
pacta cocraBwia 32,5 (23-75) roga, mpeobmasam mareHTsl
JKeHCKoro mona (n=>5, 63%), knaccudeckas ¢popma MMenach y
3 (37%) n AA/TIHT - y 5 (63%) manuenToB. Bce manyeHTs
¢ AA/ITHT HaxXopunuch B IOMTHOM MIM YacTUYHON peMIc-
cm AA, 2 mauyeHTa NPORO/DKANIM Tepanuio LUKIOCIOPU-
HOM A. TpoM6035bI 11 3MU30ABI OCTPOTO MOBPEXAEHNS MTOYEK
TOKYMEHTHpPOBaHbI B aHaMHe3e y 1 (12,5%) 1 2 (25%) 60/mbHbBIX
COOTBETCTBEHHO. MelMaHa INTeTbHOCTY TePANUM SKYIN3Y-
MabOM Ha MOMEHT BK/IIOYEHNS B IIPOTPAaMMY YIPAB/ISEMOrO
mocTyma cocrapsa 33 (21-66) mec. [ToBBIIIEHHYIO 103y 9KY-
mmaymaba (1200 mr) monmyganu 2 (25%) marueHTta. [emarono-
TMYeCKUII OTBET Ha Tepaluio 9KYIM3yMaOboM OlieHuBascA Kak
qacTaHBbI B 5 (63%) 1 Masnslii B 3 (37%) cnydasx, B TOM 4KCIIe
y 5 (63%) malyeHToB COXpaHs;AIaCh HOTPEOHOCTD B TpaHChy-
3MAX SpUTPOLUTOB. YpoBeHb JIJII' Bo Beex cnydasx ObUT HIDKe
1,5 BI'H, Torga kak 7 (88%) 60/IBHBIX MMM YCTOIYMBOE T10-
BbIIIeHIe YPpOBHA Oummpy6una n AYP Bbime 120x10°/71. Ilo-
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Tabanua 1. Aemorpadpuueckme M KAMHMYECKME XapaKTePUCTUKM GOAbHBIX (n1=8)

Table 1. Demographic and clinical characteristics of the patients (n=8)

HaxmenTer Bcs xoropra, n (%) win
ITapameTp
1 2 3 4 5 6 7 8 MenuaHa (MIH-MAKC)
My>xunnst 3 (37,5)
Ton M X M XK X XK M X Kot 5 (62.5)
Bospacr, ner 27 29 34 23 75 24 57 42 31,5 (23-75)
boosia LIHT AA/ 5;{‘22 AA/ f;:g AA/ fy’fjg AA/ AA/ Knaccuseckas 3 (37,5)
P IIHT ITHT I[THT IIHT ITHT AA/TIHT 5 (62,5)
cKas cKas cKas
Manndecruoie a1 (12,5)
TpoMGO3BI Her Her Her Her Her Her Ha Her Her 7 (87,5)
Sn130/bI OCTPOro ITa 2 (25)
HOBpOKCHMA TIOHeK Her Her Her Her Her Her Ia Ha Her 6 (75)
Bpewms Tepaniy axy- 21 23 22 36 30 66 35 56 32,5 (21-66)
M3yMaboMm, Mec
Anry-C3d mp AMOM TTonoxxurenbupiii 6 (75)
AQHTUIIOOY/IMHOBBII - +++ ++ 4+ - ++ +++ +++ .
Orpuiarenpuslit 2 (25)
TecT
ITorpe6HOCTD B TPAHC- Ia 5 (62,5)
dy3uAX SPUTPOLNUTOB fla Her Her fla fla fla fla Her Her 3 (37,5)
Temorno6us, r/n 75 100 87 85 74 75 86 91 85,5 (74-100)
AYP, x10°/n 256 303 207 197 98 463 181 529 232 (98-529)
Abcomorioe wmcro 2 1,57 1,02 092 19 126 288 235 1,78 (0,92-2,88)
HeiTpoduoBs, x10°/1
Tpom6ounTs, X10°/1 174 231 113 159 75 125 238 456 166,5 (75-456)
Bumapy6un o6, 344 874 549 292 16 63,6 485 381 43,3 (16-87,4)
MKMOJIb/JT
JIAL, En/n 270 174 313 208 258 215 110 210 212,5 (110-313)
Kion ITHT, %
OPUTPOLNTEI 41,58 92,7 4431 37,47 31,64 98,26 67,25 99,95 55,78 (31,64-99,95)
[panynonurst 96,68 97,96 95,9 99,32 76,94 99,53 99,74 99,06 98,51 (76,94-99,74)
MoOHOLUTHI 94,41 98,26 94,6 99,42 73,17 98,62 98,84 98,59 98,43 (73,17-99,42)

JOKUTeMbHDIT aHTU-C3d NpAMOIT aHTUITOOYIMHOBBIN TeCT
nomydeH B 6 (75%) cmydasx. MenuaHa pasmepa xmoHa ITHT
Cpeny S3pUTPOLUTOB, TPAaHY/IOUNTOB ¥ MOHOLIMTOB COCTABJIANA
55,78% (31,64-99,95), 98,51% (76,94-99,74) u 98,43% (73,17~
99,42) COOTBETCTBEHHO.

K MoMeHTy aHammsa MelMaHa BpeMeHM IIpueMa MIITAKO-
maHa coctaBmna 7 (6-16) Hen. IlepeHocumocTs Tepanuu 6bi1a
YHOB/IETBOPUTENBHOIAL. Y 2 IMAL[MEHTOB 3aperucTpuposann HA:
6omu B xmBoTe (n=2) u yvamenue cryna (n=1). HasBanuble
ABJIEHNUA KYNMPOBAINCh IPUEMOM CIa3MOJUTHUKOB 1 JIOIepa-
MIJIa U He HOBJIVSUIM Ha IIPYeM Ipenapara. 3a BpeMs HalOmo-
IeHUA HY Y OJHOTO MAal[ieHTa He 3apPerMCTPUPOBAaHO Pa3BUTUA
npopeisHoro BCT.

IIpu ouenke 3¢ GeKTUBHOCTU JIEI€HNsT UIITAKOIIAHOM OT-
MedeH OBICTPBI TeMaTo/IornyecKuii orser (puc. 1).

Y>xe depes 1 Hei Tepamuy B OTCyTCTBYE TpaHCy3uit apu-
TPOLUTOB YPOBEHb IeMOITI00MHA 3HAYMMO MOBBICUICA YV 7 U3
8 marnuenTtos Ha 11-33 r/n ¢ mepuaHoit 22 r/1. Yepes 4 Hep,
nedeHust Bce 7 (87,5%) OBICTPO OTBEYAMOINX MAI[MEHTOB [10-
CTUI/IN TIEPBUYHOI KOHe4yHOll To4yku. IloBbllieHne ypoBH:A
reMOIZIOOMHA OT MCXOJHOTO BapbMpoOBano OT 25 mo 57 r/m,
MefiMaHa pUpocTa cocraBwia 35 r/m. B 6 us 8 (75%) cmydaes
ypoBeHb remMornobuHa npessiman 120 r/11, 4T0 COOTBETCTBYET
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TOCTVDKEHUIO KpUTepusA IOTHOro oTBeTa. IIpym aHanmse Bceit
KOTOPTHI MefJiaHa MpPUpPOCTa YPOBHA IeMOITIOOMHA COCTaBM-
na 32,5 r/n (6-57) ¢ ucxopuoit 85,5 r/n (74-100) mo 121,5 r/n
(80-141); p=0,00013.

B mabmogenun N5 (mamuyentka 75 ner ¢ AA/ITHI) 6b1-
CTPBIl OTBET Ha TEPAIMIO MITAKOIIAHOM He OTMeYascsd, Ofi-
Hako 0e3 MOBTOPHBIX TpaHC(yY3uil ypOBEeHb reMoroOvHa B
TedeHIe MEePBBIX 3 Hef Tepammu OCTABAICS CTAOUIbHBIM, a
yepes 4 Heyy NOBBICKICA Ha 6 /11 ¢ 74 fo 80 1/, u 9Ta TeH/eH-
IV COXpAaHWIACh K 6-11 Hemerm (85 T/1T), 9YTO COOTBETCTBYET
MIOBBIIIEHNIO YPOBHA IeMaTOIOTMYECKOr0 OTBETA C MaJIoro IO
YaCTUYHOTO.

Ha MOMEHT Ioc/IeHero KOHTAaKTa y BCeX IALIMEHTOB He
TpebyloTcs TpaHChY3UM SPUTPOIINTOB, MeIMaHA YPOBHSA Te-
MornobuHa cocrasisiet 120,5 r/m (85-145), a MeguaHa Ipupo-
cTa ypoBH: remMornobuna — 32,5 r/m (11-68).

PasBuTie TeMaTOIOTMYECKOTO OTBeTa COIPOBOX/A/NIOCh
YCTOYMBBIM CHIDKEHNEM 1 HopMausaiyeit yposasa AUP, 6u-
mpy6una u JIAT (puc. 2-4).

IIpu ananmuse Bo Bcell Koropre uyepes 4 Hep Tepaluy UII-
TakomaHoM MeinaHa AYP ymenbinmmach Ha 160x10°/m ¢ mc-
xopmHout 232x10°/1m (98-529) mo 68x10°/n (34-104); p=0,00003.
AHa/JOrMYHO MeAMaHa YpOBHs obuiero Owmmpy6mHa CHU-
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Puc. 1. YposeHb reMora061MHa B TeueHue 4 Hea Tepanmu
MMTAaKOMaHOM.

Fig. 1. Hemoglobin levels during 4 weeks of iptacopan
therapy.

Puc. 2. AYP B Teuenme 4 Hea Tepanum MNTaKONaHOM.

Fig. 2. Absolute reticulocyte counts during 4 weeks of
iptacopan therapy.
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Puc. 3. YposeHb GMAMpPYOMHA B TevueHue 4 HeA Tepanuu
UNTaKoNaHoM.

Fig. 3. Bilirubin levels during 4 weeks of iptacopan therapy.

3uIach Ha 32,6 MKMOb/1 ¢ 43,3 (16-87,4) mo 12,9 MKMOb/I1
(7,8-35,5); p=0,00169. Yposenn JI/IT y Bcex MaljueHTOB He IIpe-
Bbimran 1,5 BI'H Bo Bcex TOYKaX OIEHKM CO CHUYKEHMEM C VC-
xopHoro 213 Ex/n (110-313) no 172 En/n (86-216); p=0,00382.

V Bcex manueHToB (1=6) ¢ UCXOMHO IIOJIOKUTEIbHBIM aH-
Ti-C3d npsiMbIM aHTUITIOOY/IMHOBBIM TECTOM 4epes 4 Hef Jle-
YeHs UNTAKOIIAHOM JJOCTUTHYT HETaTUBHBbII CTaTyC.

Ounenka 1o mkane FACIT-F o crapTa u Ha 28-i1 ieHb Ipu-
eMa Iperapara IpPOJEMOHCTPUPOBAIA 3HAYNTEIBHOE YMEHb-
IIeHNe YTOM/ISIEMOCTH y OOJIbIIMHCTBA MALMeHTOB. MeanaHa
4ica 6a/moB moBeicutach ¢ 31 (16-41) mo 51 (21-52). OrcyT-
CTBMe 3HAYMMOTT TUHAMMKI OLIeHKV YTOMIAEMOCTI OTMEYeHO
JINIIb B HAaOmomeHnm Ne5.,
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Puc. 4. Yposenb AAI B Teuenue 4 HeA Tepanmm MNTaKONaHOM.

Fig. 4. Lactate dehydrogenase levels during 4 weeks of
iptacopan therapy.

OO6cyxaeHne

ITHT oTHOCKMTCA K pefKuM 3a00/TeBaHUAM KPOBU C pas-
HOOOPasHOI KIMHUYECKOI MaHMdecTaryert, 00ycIoBIeHHOI
xpornveckum BCI, mucdyHKImeil TImagKoil MyCKymaTypbl,
LMTOIEHMEN, TPOMOO3aMIl B Pas/IMUHBIX JIOKAIM3ALUIX, Op-
TaHHBIMM HapYIIEHMAMM, B IIepBYI0 odepenb Hedpomarmeit.
B cBA3M c oT/ienbHBIMU KIMHUYECKUMU NPOABIEHUAMU WU
OCTIOKHEHUAMM NALVEHThl HANPAB/IATCA K IMIMPOKOMY Kpy-
Iy CHeLMaINCTOB (TepaleBThl, Hef1aTpbl, HePPOIOTH, TaCTPO-
SHTEPOJIOTU, KApPAMOJIOTH, IMYIbMOHONIOTY, PEBMATONIOTHU, He-
BPOJIOTH, XUPYPTH, aKyIIepbl-TMHEKONOr U Jp.). IlepBuunas
VMHTEpNIpeTalys PasAMIHbIX KIMHMYecKuX npossnennit [THT
B PaMKaX €[[JMHON AMAaTHOCTMYECKOI KOHIEMIUY 3aTPyAHEHa,
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YTO IPUBOJUT K BBICOKOI dactoTe (10 80%) AMarHocTuIecKmx
ommbOoK U OTCPOYKE YCTAHOBJIEHMs JUATHO3a, 0COOEHHO Ipu
KIaccuyeckort popMe 3abojeBaHMsA, C OTCYTCTBYEM BBIPaXKeH-
HOJI HeITponeHnu 1 TpoMboryuTonenun [7, 8].

CrangaptabiMu Metopiamu nedenus ITHT asmserca ammo-
reHHas TPaHCIUVIAHTALMA TeMOIOITUYECKMX K/IETOK, UCIIONb30-
BaHIe KOTOPOJI OTpaHNYEHO CTy4dasMI C BBIPaKEHHOII HeIoCTa-
TOYHOCTBIO KPOBETBOPEHVs, M MHTUOMINS KOMIUIeMeHTa [9].
VIHrn6uTopsl KOMIIOHeHTa KoMiuteMeHTa C5 aKym3ymab u, Ha
COBpPEMEHHOM 3Talle, PaBy/In3yMab pajyKanIbHO USMEHIUIN [IPO-
rHo3 jyisa xusuy npu [THT [14, 15]. OgHOBpeMeHHO ¢ 3TUM [0
30-50% 6ombHbIX Ha Tepanuy nHrnbuTopamu C5 He TOCTUTAIOT
XOpOIlIel KOMIIEHCAI[Y aHeMUM, YTO aCCOLMMPOBAHO C COXpa-
HeHMeM C7TaboCT! U YTOM/IIEMOCTH, @ TaKXKe MOTPeGHOCTU B
TpaHCPy3nAX TOHOPCKMX SpUTpOLUTOB [17-19].

IIpm IIHI' paccmarpuBaeTcad HECKONBKO NPUYMH U Me-
XaHJM3MOB CyOONTMMAIbHOTO SPUTPOMIHOTO OTBETA HA Te-
pammu C5 murmbmuropamm: nepcucrenums BCI, HapymieHue
IPOAYKIM SPUTPOLUTOB 1M pasBUTHE WIN JieMacKMpOBaHNe
3BT [18, 20, 29]. Knuandecky sHaunMbIit OBI' okymMeHTHpYeT-
st IpUMepHO y 25-50% ITa1{eHTOB, MOy YaoliuX MHIMOUTOPEI
C5 kommtemenTa [17, 18, 21]. ITo ganubiv uccnegosanus OITBY
«HMMNII remaTonorum» CyOONTHMAIbHBIN TeMaTONTOTMYeCKIIT
oTBeT Ha Tepamuio nHréuropom C5 ormevancs y 31 (56%) us
55 maruentos [30]. ITpu atom C3-onocpegoBanuslit IBI' 6511
HanbosIee YacTON MPUINHON COXPAHEHNUs] aHEMUY Y OOIBHBIX C
JaCTUYHBIM OTBeTOM (YpoBeHb reMorobuna 80-100 r/m), Torma
Kak Ipy MajoM oTBeTe (ypoBeHb remornobnna <80 r/m) 60sb-
110e 3HavYeHNe ¥Mea KOCTHOMO3IOBasi HelOCTaTOYHOCTD.

PacriosnaBanme OBI' 6asupyeTcss Ha MCKIIOYEHUU APYTUX
IPUYMH aHeMMH ¥ TabOPaTOPHBIX IIOKA3aTeNAX: aHeMUs, pe-
THUKY/IOLUTO3, TUIIepOUINpPyOMHEMIS, OTCYTCTBIE 3HAYMMOTO
nosbiutenus JIJT, nonoxmnrenbupiil npsamoit antu-C3d antn-
rno6ymHOBEII TecT (mpoba Kym6ca) [21]. IlepcrexTuBsl pe-
IIeHNA JaHHO MpOO6JIeMbl CBA3AHDI C IIPOKCUMA/IbHBIMU MH-
rUOUTOpAaMM KOMIUIEMEHTA, MUILIEHBI0 KOTOPBIX BBICTYIIAIOT
kommoHeHT C3, ¢paxrop D mnnu daxrop B [31].

B pmaHHOM cTaTbe IpefCTaB/IeHbl IIepBble Pe3y/IbTAThI
npuMeHeHrs B Poccum mepopanbHOro MHruburopa ¢axro-
pa B untaxonana. B Hamem ananuse y 7 u3 8 maIyeHTOB Ipu
mepeBofie ¢ 9KynMmu3yMaba Ha MITTAKONaH 3aUKCUPOBAH HEIo-
CPE/ICTBEHHBII OBICTPBI 3G deKT B Bufie IPUPOCTa YPOBHA
reMornobyuHa 6e3 fanpHeNIIel TOTPEOHOCTH B TpaHCPY3MAX
3PUTPOIUTOB, YTO COINACYETCs C NAHHBIMM B MCCIIENOBAHUU
APPLY-PNH [26].

Ob6paraer Ha cebs1 BHMMaHMe HabmofeHe Ne5 — IaIfyenT-
Ka crapie 75 jeT, pasBuBIIas reMonutudeckyio ITHI Ha ¢one
HetsKkenonn AA. Y maHHON 60/IBHOI TOCTUTHYT MEJTIEHHbIN 1
JIMIIb YaCTVYHBIA OTBET Ha TEPAINIO NITAKOIIAHOM C ITOBBbIIIe-
HIIeM yPOBHsI TeMornobuHa ¢ 74 mo 85 r/n. CrefyeT oT™MeTUTD
PAI VICXOIHBIX TADOPATOPHBIX 0COOEHHOCTEN, KOTOPBIE YKa3bl-
BalOT Ha MeHbIM1 BKiaag OBl B cy60nTMMaanbH7[ OTBET Ha
9KY/IM3yMal y JAHHOI ITAI[VIEHTKI: OTPULATE/IbHBII IPSIMOIT aH-
TUIZIOOY/IMHOBBII TECT, OTHOCUTE/IBHO HEBBICOKMI ypoBeHb AP
(98x10°/m), HOpMaTIbHBIIT ypoBeHDb 61Mpy6uHa. OfHOBpEMEHHO
C 3TUM Ha MOMEHT Hayasla TePaIyi UITAaKOIIAHOM COXPAHS/INChH
MIpM3HAKM HEJOCTATOYHOCTY KPOBETBOPEHNA B paMKaX YacTI4-
HOTO OTBeTa Ha (YOHe IMPOJO/DKEHSI IpUeMa LMKIOCIOprHa A
II0 TIOBORY HeTsDKenmoit AA (TpombonnTonenus). Tem He MeHee
JOCTUTHYTast CTAabMIN3alMsl YPOBHS TeMOIZOOMHA C OTCYT-
CTBUEM IOTPEOHOCTI B TPAHCPY3UAX JOHOPCKIX SPUTPOLIUTOB
HOAITBEPK/IaeT KynupoBaHue KomnoHnenTa IBI. B ceoro ouepenpb
OTCYTCTBME JAJIbHENIIEero IOBbILIEHNA YPOBHA 3PUTPOLMUTOB
U TeMOITIO0MHA y JAHHOJ MALMEHTKY 00YCTOB/IEHO COXPAHSIO-
IIYMCS KOMIIOHEHTOM HeJJOCTaTOYHOCTY KOCTHOTO MO3Ta.
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ITpumeyaTenbHO, 4YTO TeMaTONOTMYECKMII OTBET Y XOPOLIO
OTBETUBUINX ITALVIEHTOB COIPOBOXX/IA/ICS YMEHDIIEHNUEM PETH-
KyJ/IOLIUTO3a, CHVDKEHUEM YPOBH:A OMIMpyOMHa, 9TO yKasbIBaeT
Ha JlocTibKeHNe addeKkTuBHOTO nofasneHns C3-omocpenoBan-
Horo OBI. B monmb3y 3TOro CBMAETENbCTBYET HEraTMBU3ALVA
HPSIMOTO aHTUIVIOOYIMHOBOTO TECTa BCIEACTBYE IPEKPalleH
mero3uiyu pparmMeHToB KoMnoHeHTa C3 Ha sputporurax. Ot-
CYTCTBME KIVHWYECKVX IIPOSIBIEHNMIT M CTaOWIbHO HOpPMajb-
Hbl ypoBeHb JIJII' mopTBep>KIaloT XOpOIii KOHTPO/Ib M Haf,
BCI.Y Bcex OTBeTMBIINX MAIVIEHTOB IOCTUTHYTO 3HAUYUTETbHOE
yMeHblIIeHIe YTOM/LIEMOCT! 1O HaHHbIM ompocHuka FACIT-
Fatigue. Pasmep monynanym sputponuros I[THI' namu He one-
HMBAJICS HA JaHHOM 9Talle aHa/m3a. B omy61mMKoBaHHOI TuTe-
parype OTMe4eH POCT HPOLIEHTA K/IOHAIbHBIX 9PUTPOLIUTOB [0
YPOBHA TPaHY/IOLNTOB, YTO YKa3bIBaeT Ha IIOJIHOE IIpeKpallle-
HIe TeMonu3a Ha (poHe Tepamuy unTakomaHoM [26]. ITpu atom
nenosuist C3d Ha ITHT spurpormrax He npesbimrana 1%.

Bce mainueHThl O Hayajaa Tepamyuy MITAKOIAHOM ObUIN
BaKLMHUPOBAaHbI IPOTUB Streptococcus pneumoniae, Neisseria
meningitidis Tunios A, C, W, Y u Haemophilus influenzae, Tumn B.
B onHOM crydae B TedeHue 2 Hef, IPOBOAMIACH AHTUOMOTUKO-
npodUIAKTIKA, TOCKONbKY Ha MOMEHT MHMIVALNYU JIeUeHMs
He IIpouwto 14 gHeit oT maTbl BakuyHanym. Cpefu OMMCcaHHBIX
B APPLY-PNH HZI, cBA3aHHBIX C IprieMOM IIpernapara, IpeBa-
nvpoBay ronosHast 607 (16%), pexxe — guapest (15%) u Tom-
HoTa (10%), KOTOpble HOCU/IM KPaTKOBPEMEHHBIII XapaKTep 1
He TpebGOBa/MN CrieiMaabHOrO nedeHns. Hu oguH manmeHT He
IpeKpaTui nedenne nmo npuunde HS m He 6bIT BhIBefieH U3
UcCIefoBanMsA. B Halmeil rpyie Ha TekylleM orare Heba-
TONPMATHBIX COCYAMCTBIX COOBITMII M CIIy4aeB IIPOPBIBHOTO
remMonusa He 3apuKCUpoBaHO. BraronpuATHbI Mpoduib 6e3-
OIACHOCTY UIITAKOIIAHA JO/DKEH OBbITh IIOATBEPIK/EH TP AJIN-
TeJTbHOM IIPUMEHEHNUI.

3akAloueHune

KpynHeiiiee K HAacTOsAIIEMY MOMEHTY VCCIEOBAaHUE pe-
a/IbHOI KIIMHUYECKOIT ITPAKTUKM HOATBEPAIIO 9B PeKTUBHOCTD
unrnburopa daxkropa B kommiemenTa y narmentos ¢ ITHI. Tle-
PEBOJ Ha TEPAITNIO UIITAKOIAHOM Yy MAI[VIeHTOB C EPCUCTEHIIN-
eil aHeMuy Ha MHruOMTOpe KoMivieMeHTa C5 JIEMOHCTpUPYET
BBICOKYIO JACTOTY M CKOPOCTDb JOCTVIKEHVA IéMaTO/IOrmM4eCcKo-
Iro OTB€TA — IIOBBILIEHNE YPOBHA I‘eMOI‘TI06I/IHa " OOCTVIKEHUE
TpaHCY3MOHHOI HE3aBUCUMOCTH 3a cdeT 3¢ HeKTUBHOro KOH-
TPO/ISL KaK BHYTPUCOCY[MUCTOrO, TaK U BHecocyaucroro C3-o-
nocpegoBaHHOro remomusa. OIleHKa IIPENMKTOPOB OTBETA,
BonrocpovHo addexTuBHOCTI 11 6€30IIaCHOCTH UNITAKONAHA 1
APYTUX HPOKCHMA/IbHBIX MHIMOUTOPOB KOMIUIEMEHTA TO3BOIUT
chopMMpoBaTh TepPANEeBTUYECKYI0 CTPATETMI0 Ipu CybOnTH-
Ma/IbHOM OTBETE Ha I/IHFI/I6I/ITOpr komriemenTa C5.

Packpsitue unrepecos. VLK. Tonry6osckas, F0.H. Kysue-
1108, A.JI. Kynarus: goxnasbl Ha KoH(epeHIMAX IpY MOfepPK-
ke komnanuy «Hosaptuc ®apma». OcTanbHble aBTOPbI AEK/Ia-
PMPYIOT OTCYTCTBME SBHbBIX M IOTEHLUATbHBIX KOHQIMKTOB
MHTEPECOB, CBA3AHHBIX C ITyO/IMKaluell HacToAIell CTaTby.
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