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WHdopmaumnoHHOe NUCbMO 0 peasibHOM KNMHNYECKOM
onbiTe NPMMEHeHUA NIrLeTaKomnaHa
NPU NAPOKCU3MAIbHON HOYHOW reMornoouHypun’

BBepeHue

IMapokcu3manbHast HouHast remormoonHypys (ITHT) —
penkoe MpuodpeTeHHoe 3aboyieBaHuEe, 00YCIOBJIEHHOE
coMaTn4eckoil Mytauueii B reHe PIG-A, 94TO TIPUBOIUT
K nepunnty GPI-3asKkopeHHBIX O€JIKOB, B TOM YHCJIE pe-
TYISATOPHBIX 0e1KOB KoMIieMeHTa CD55 u CD59, 3ammu-
IIAIOIIMX KJIETKU OT KOMIUIEMEHT-OIIOCPEI0BAHHOTO JIM-
3uca. OCHOBHBIC KJIMHUYECKNE MPOSIBJICHUS BKIIIOYAIOT
BHYTPUCOCYIUCTHIA T€MOJIN3, TPOMOO3bI, HEIOCTATOU-
HOCTh KOCTHOT'O MO3Ta, yTOMJISIEMOCTb.

IIpuMeHeHHe TepMUHAIbHBIX UHTUOUTOPOB KOM-
IUIeMeHTa (9KyIm3ymaba, a 3aTeM paBy/Iu3ymMada) Io3Bo-
Js1eT 3(pHEeKTUBHO KOHTPOJIUPOBATH BHYTPUCOCYIUCTHIN
TeMOJIN3, 3HAYUTEIbHO CHU3UTH YaCTOTy TPOMOO30B,
tpaHcopmuponaB [THI B xpoHndeckoe 3abojieBaHueE.
Brokupmiue nipu ITHT sputpouuTsl moaseprarTcst OM-
conmsauuu C3 13-3a mpogorKaperocss oopa3oBaHus
C3-KkoHBepTa3bl aJIbTePHATUBHOTO MIYTH, YTO IPHUBOIUT
K (haromuTosy B cejie3¢HKE WIN IIeYeHH. Y 3HAYUTCIBbHOMN
YacTH NAllMEHTOB Pa3BUBAIOTCS aHEMUSI, TPAaHC()Y3MOH-
Has 3aBUCHMOCTH U CHIDKAETCS Ka4eCTBO XXM3HU, HECMO-
TpsI Ha aAeKBAaTHBIM KOHTPOJIb YPOBHS JIAKTATACTAIPO-
reHassl (JIIT).

IIsruerakomiaH — NeruJaupPOBaHHBIA CUHTETUYECKUIA
nenTtun, nHruoupyomuii C3 Ha MpOKCUMAaJIbHOM YPOBHE
Kackaga KOMIUIEMEHTa. B KJIMHNYECKOM HCCIeTOBaHUHT
III ¢a3er PEGASUS y maneHToB ¢ OCTaTOUHOI aHeMuUel
(ypoBeHb remoriodonHa <105 /1) Ha hoHe IKyIm3ymada
TI3TLIETAKOIUIAH IIPOIEMOHCTPUPOBAII IIPEBOCXOICTBO B OT-
HOIIIEHWUM ITOBBIIICHUS YPOBHS TeMOTJIOOMHA, CHIDKCHUS
MMOTPEOHOCTH B TeMOTpaHC(Y3USIX U YIyJIICHUS KayecTBa
u3H1. Ha OCHOBaHMM 3THX TaHHBIX IIATETAKOILIAH OI0-
open B CIIIA (2021), EBponie u Benmmkoopuranum (2022)

IJ1s1 iedeHus1 B3pocibix nauureHToB ¢ [THI u coxpaHsiio-
mIeiicss aneMue Ha ¢poHe Tepanuy nHruouropamu C3.

OnHakKoO KIMHUYECKHME MCCIICHOBAHUSI MMEIOT PSIII
OTrpaHUYCHUIA: CTPOTUE KPUTEPUU BKIIIOUSHUSI, KOHTPOJIH -
pyeMBIe YCIIOBHSI, HEIOCTATOYHBIN OIIBIT BEACHUS IIPOPBIB-
Horo remonu3a (I1I') mp1 HOBOM MexaHU3MeE NEeCTBUS.
B HacrosieM ucciiefoBaHUM MPOBEAEH CaMblii KPYITHbII
aHaJIM3 IIPYMEHEHUs TI3TIIeTaKOIUIaHA B PeaIbHOM KITH-
HU4YeCKO! TpakTuke B BenmkoOputanun m ®paHuuu
C yJacTHEeM IallEHTOB, KOTOPBIE HE COOTBETCTBOBAIN KPH-
TEePUSIM BKITIOYCHUS B KIIMHUIECKE UCCIICIOBAHNSI, U pac-
CMOTPEHHUEM CITydaeB KOMOMHUPOBAHHOM TepaIiu.

Iean uccaenoBanus — oLieHUTH 3 GEKTUBHOCTD, 0€3-
OITaCHOCTH M IIEPEHOCUMOCTH II3TIIeTaKOIUIaHA Y ITaIllieH-
ToB ¢ I1HI B peanbHOM KIMHUYECKOM MPaKTUKE, BKIIOYAsT
OLICHKY IMHAMUKHU TeMaTOJIOTUICCKUX ITOKa3aTeIeH, xa-
paktepuctuku I1I" 1 3¢ PeKTUBHOCTY pa3TMYHBIX ITOIXO0-
JIOB K KyIIMPOBAaHUIO JaHHBIX ITU30/I0B.

Marepuanbi u metogbl

ITpoBeneH peTpOCIEKTUBHBIN aHAJIN3 TaHHBIX 48 ma-
LIMEHTOB, MOJIyYaBIIMX II3TLIETAKOIUIAH B IIEPUOI C Mast
2019 . mo aBryct 2023 I. B cieMaIM3MPOBAHHBIX LIEHTPaX
Benuxko6puranum n ®pannun. Cobupanu nemorpaduye-
CKUe TaHHBIE, JIA0OPATOPHBIE MOKa3aTen (YPOBHH FeMO-
robuHa, petukynonuros, JIJII), cBemeHust o pasmepe
kioHa ITHI, pexxumax 1o3upoBaHusl, 4aCTOTE U IPUUIMHAX
I1I, a Takke TaKTUKE €ro KynupoBaHUs. AHAINU3 HOCUI
ONnMcaTeJIbHBIN XapakTep.

[IpopbIBHOIT TeMOJIN3 OIPEACIISUTH TIPU TOBBIIIICHUI
ypoBHs JIJII" 6oee yeM B 2 pa3a OTHOCUTENIBHO BepXHeit
rpaaunsl Hopmel (BI'H) y manmeHTOB ¢ MCXOMHO KOHT-
poaupyembiM ypoBHeM JIAT (<1,5 x BI'H) B coueTanuun

*[1pu moaroroBKe MHMOPMALMOHHOIO MUCbMa MCMOJb30BaHbl MaTepuaibl ctathb Griffin M., Kelly R., Brindel I. et al. Real-world experience
of pegcetacoplan in paroxysmal nocturnal hemoglobinuria. Am J Hematol 2024;99(5):816—23. DOI: 10.1002/ajh.27242
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85S Thrombosis ypoBHa JIAI >2 BIH + 3HauMmoe CHUXeHne ypoBHA YPOBEHb reMornobuHa Npu NoBbILLEHNN YPOBHSA
5 % remornobuxa >20 r/n / Reappearance of PNH symptoms + NAT / Absence of PNH symptoms and stable
£ 2 significant increase in LDH level >2 ULN + significant decrease hemoglobin levels with an increase in LDH levels
g S in hemoglobin level >20 g/L
AHTUKOArynsiHTHas BapuaHTbl neueHus naryeTakonnaHom / Pegcetacoplan treatment options
Tepanusa / B 3aBMCUMOCTM OT YpOBHSA
Anticoagulation OpHoKpaTHas MofKOXHO exefjHEBHO AT neveHne OCHOBHON
BHYTpVIBEHHasA fo3a B TeueHue 3 gHen (MoxeT MPUYMHbI 1 TLLaTENbHOE
Y 1080 mr B 20 mn BBOAUTb CaM MaLMeHT, eXeNHEeBHOE HabMIofeHMe
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Da/ Yes KnuHnyeckoe yxyaLueHne unm yrpoxatollee KunsHu asneHne? /

Het/ No

Clinical deterioration or life threatening event?

Y
PaccmoTpeTb LenecoobpasHoCTb NpMMeHeHus nHrnbutopa C5
(opHoKpaTHaA fosa) / Consider C5 inhibitor (single dose)

Y

Y

pexuma fo3MpoBaHmsa uepes 3 mec /

V3meHWTb HTepBan A03MpoBaHMA NarLeTakonnaHa Ha 1 pas B 3 iHA WKW, eCNK NaLUeHT yXKe NpuMeHsaeT
npenapat 1 pa3 B 3 gHA, NepenTy Ha NpYMeHeHne 3 pa3a B HeAenio
Ecnu NI o6ycnosneH AHbIM KAC, paccmMoTpeTb BO3MOXXHOCTb YMEHbLUIEHNA YacTOTbl AO3MPOBaHNA 1O UCXO[HOIO

Change pegcetacoplan dosing interval to every 3 days, or, if already on every 3 days, switch to 3 times a week
If BTH due to a clear CAC, consider reducing to baseline dosing regimen after 3 months

| Mocnepytoulee HabnopeHwne / Follow-up |

/

}

Mpwn peungunsupyiowem HeobbACHNMOM NI paccMOTPETb BO3MOXXHOCTb ABOMHONO MHIMOMPOBaHMsA
E E KOMMIEMEHTa UK BEPHYTLCA K NPUMEHEHUIO NHIMbuTopa C5
2 E O6cnepoBaHye Ha HanMume NoTeHUManbHbIX OCHOBHbIX KAC, HanprmMep 310KayeCTBEeHHbIX
g % HOBOO6Pa30BaHNI/XPOHNYECKUX NHPEKLMIA /
Qe If recurrent unexplained BTH, consider dual complement inhibition, or revert to a C5 inhibitor
Investigate for any potential underlying CAC e. g. malignancy/chronic infection

MpeBeHTVBHOE NeyeHne
ABNEHWNIA C BbICOKMM PUCKOM
B GyAyLuem, Hanpumep
C NOMOLLbIO BaKLMHaLmMmn /
Pre-emptively manage
high risk events
in future e. g. vaccinations

Puc. 1. Cxema neuenus npopwignoeo eemonusa (I11) y nayuenmos, noayuarowux naeyuemakonian (co30ana c NoMoublo npoepammuo2o odecneuenus: Biorender).
KAC — xomnaemenm-axmusupyioujee cocmosnue; IIHI — napokcuzmanvhas nounas eemoenobunypus; JIJII' — aakmamoeeudpoeenasza; BIH — eepxuss
2panuya Hopmol

Fig. 1. Management of breakthrough hemolysis (BTH) for patients on pegcetacoplan (image created using Biorender). CAC — complement activating condition;
PNH — paroxysmal nocturnal hemoglobinuria; LDH — lactate dehydrogenase; ULN — upper limit of normal
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¢ peunauBoM cumnToMoB ITHI wiau TpomOGoTuyeckum
COOBITUEM.

Pe3synbTarthl

MenuaHa IpoOIOJLKUTEIBHOCTH JISYCHUS TIATIETaKO-
wiaHoM coctaBuia 20,2 (1—52) mec. ¥V 12 maumeHToB Te-
panus THALIMMpoBaHa B pamkax rccienoanust PEGASUS
C MOCJICAYIOIINM IIPOAOIKEHNEM B KOMMEPUECKOM PO~
rpamMme.

CpenHuil ypoBeHbh IeMOIVIOOMHA B Havalle JICYCHMUS
TMAreTaKoIIaHOM cocTaBisin 91 (62—122) /a1 (n = 47);
yepes 3 Mec nociie Hadana tedeHus — 115,8 (71—150) r/n
(6 ToYyeK DAHHBIX OTCYTCTBYIOT), YTO COOTBETCTBYET
cpenHeMy M3MEHEHUIO YPOBHS reMorjioonHa Ha +22,3
(=6...+57) /1 (n = 41).

CpenHee KOJTUYECTBO PETUKYJIOLIMTOB B HAYaJIE JIeue-
HUSI II9TLeTaKOIUIaHOM cocTaBisuio 205 (61-513) x 10°/x
(n=38), agepe3 3 Mec nocie Havaja JedeHus — 107 (52—
407) x 10°/1 (n = 30).

Cpenumii ypoBenb JIAI' B Hauase iedeHUsT TISTIETA-
korutanoM coctapisii 0,82 (0,7—-2,2) x BTH (n = 44),
a yepe3 3 mMec 1ocie Havazia jedyenus — 0,82 (0,5—5,7) x
BT'H (n = 40) (y 1 maumenTa yepe3 3 Mec mociie Havdaia
neuenus otmevancs I mpu yposue JIIAT 5,7 x BI'H).

Cpenssist mojs obmero konumdectsa (tumsl 11 u 111,
BMmecte B3sgThie) [THI-apurponinToB B Havaie JedeHUs
II3TLIETAKOILIAHOM Y 27 MAaLIMEeHTOB, 110 KOTOPHIM MMEIOTCSI
JaHHbIe, cocTaBuia 59,3 %. Y 23 u3 27 nalueHToB ObLIn
JIOCTYITHBI JAaHHBIE ITOCIICAYIONIECTO HAOMIONEHYSI B TCUCHHE
He MeHee 3 Mec JIeYeHUsI TIATLEeTaKOILUIAHOM, IIPU 3TOM
cpennsis gons sputpouuToB ¢ [THI cocrasnsiia 84 %.

V¥ 13 u3 48 mauneHTOB 3aperucTpUpOBaHO 32 SABJIICHUS
IIT. Y3 Hux 14 mpou3olId B paMKaX KIMHUYECKUX HUC-
cienoBaHuii, 18 — B peaibHOM ITpakTUKeE. Y 6 MaleHTOB
otMmeueHo 18 sarmmzonoB I1I" BHe uccnenoBanus. B 7 ciy-
yaax I1I' 61 CBsI3aH ¢ KOMILJIEMEHT-aKTUBUPYIOIIUMU
COCTOSTHUSIMU (MH(EKIINY, BaKIWHALKA). YpoBeHb JIJIT
npu 1T moBenmancs B cpenneM ¢ 1,1 no 5,4 x BTH; cau-
>KEHME YPOBHS TeMOITIO0MHA COCTABWIIO B CpeaHeM 22 T/11.
JleyeHune BKITIOYAJIO €XETHEBHOE IMOIKOXHOE BBEICHUE

II3TIETAaKOIUIaHA B TeUeHUE 3 OHEM, OMHOKpaTHBIE JO3bI
9KyIn3ymMada, a B psle CIydaeB — YBEJIMUYCHHE TTOIACpP-
KUBAWIIEeH H03bl IarieTakoraHa. CpeaHee BpeMms
IO pa3pelieHus] TeMOJIUTUYECKOTO 3IU30/1a COCTABIIIO
15,6 (7—28) nus. IIpekpatwin Tepanuio 6 malnueHTOB
(2 — 13-3a HEIOCTATOYHOI'O OTBETA, 2 — ITOCJIC TPAHCIIAH-
TallMM KOCTHOTO MO3TIa, 2 — YMEPJIU IO IIPpUYMHAM, HE CBSI-
3aHHBIM ¢ [THT).

KoMbunMpoBaHHas Tepanusl (OMHOBPEMEHHOE ITPH-
MeHeHne uHruouropa C5 u marueTakoriaHa) morpebo-
BaJIach 5 MAIIMEHTaM B CBSI3U C XPOHMYECKUM TeMOJIU30M
wnu peuunuupyromum I1T.

MpaKTuyeckuin anroputm
Ha ocHoBe 1Moyfy4eHHOTO OITbITa aBTOPBI MPEUTOKUIN
anroput™ Begenws [T (puc. 1).

3aknioueHue

IIsrueraxkoruiad odecrieyrBaeT 3HaYMMOE U YCTOMYMBOE
ITOBBIIICHNE YPOBHS TeMOIJIOOMHA (B cpeaHeM Ha 22,3 1/1),
CHIDKCHHME PETHKYJIOIMTO3a M COXpaHEHME KOHTPOJIS
HaJI BHYTPUCOCYIVCTBIM M BHECOCYIMCTHIM I'e€MOJIU30M
y nauueHToB ¢ ITHI. B peanbHOIi KIIMHUYECKOU TIpaKTH-
K€ 3HAYMTEJIbHAsI 9aCTh MAIIMEHTOB ITPOIOJIKAIM TEPAITHIO
B TeUEHUE JUIMTEILHOTO BpeMeHU (MemuaHa 20,2 mec),
YTO ITOATBEPXKIACT MPUEMIIEMBIN ITPOGIIIb 0€30IMaCHOCTH
II3TIIeTAKOIUIaHA.

[IpopbIBHOI TeMoJIn3 3aperucTpupoBaH y 27 % mnaim-
€HTOB, HO B ITOAABJISIIOIIEM OOJIBIITMHCTBE CIYIaeB YCICIII-
HO KOHTPOJIMPOBAJICS C TIOMOIIBIO YBEIMUECHUS 9aCTOTHI
BBEICHUSI TIpeTiapara Wik 100aBJICHUSI OMHOKPATHOM TO3bI
nHruouTopa C5. Hanmmyme KoMIieMeHT-aKTUBUPYIOIITAX
CcOCTOSTHMI (MHDEKIINY, BaKIIMHAIINS ) SIBJISUIOCHh BAXKHBIM
TPUTTEPOM.

[IpencraBiaeHHBIe JaHHBIE U MPEIJTOXKECHHBIM aJIro-
putMm BeneHus I1I" MOTyT Cay>XWTb PYKOBOICTBOM IJIsI
reMaToJIOTOB, MCITOJIb3YIOIIMX MATIEeTaKoIUIaH B CBOC
KJIIMHUYeCKOM TpakTuke. HeobxoauM TiaTeabHbIA MO-
HUTOPUHT NAIIMEeHTOB, OCOOCHHO B IIEPBHIC MECSIIIBI Tepa-
ITUY ¥ TIPY UHTEPKYPPEHTHBIX MHQPEKIIMSIX.
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