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CUHOICUC - PEOKUIA CNYYAX OPDAHHOIO

COYETAHHOIrO 3ABOJIEBAHUSA. OMbIT NEYEHUA NALMUEHTA

C AMJTIACTUYECKOW AHEMMEA N KNOHOM MAPOKCU3MANBbHOWM
HOYHOW FrEMOINTIOBUHYPUU

Mapokcr3ManbHas HouHas remornobuHypus (MHM) — penkoe knoHanbHoe 3aboneBaHue, NpuobpeTeHHas GopMa reMoNUTUYECKOM
aHeMUK 13 rpynnbl peakux (opdaHHbIX) bonesHen. XapakTepHbiM KIMHUYECKMM NPOSIBIIEHNEM MPY 3Ha4YMTeNbHOM MHI-knoHe (00biy -
Ho 6ornee 10 % oT obLLero Ymcna KNeTok KpoBM) ABASETCH XPOHUYECKUIA BHYTPUCOCYAMUCTBIV TeMOSIN3, MPUBOASLLNIA MPU ero BbICOKON
AKTUBHOCTM K Pa3BUTMIO aHEMWM, MOBbILLEHHOW HAKITIOHHOCTM K TpOMBG03aM 1 psfy OpraHHbIX HapyLeHui. Ans MHE TUnryHb! Takke
NposiBNeHVs KOCTHOMO3rOBOW HE0CTAaTOMHOCTM TOW UM MHOW CTeNeHW, a B pAfe CflydaeB accoLmaums C annactm4eckon aHeMuen,
pexe = MUENOANCTNACTUYECKUM CUHAPOMOM 1 APYTMMU FeMaToNIorMYeckK MM 3a001eBaHUAMM C KOCTHOMO3MOBOM HELOCTAaTOHHOCTBIO.
B npeacTaBneHHON CTaTbe ONMCaH PeaKUIA KIMHUYECKUI Clydait opdaHHOro 3aboneBaHNs — NapoKCM3MasbHOW HOYHOW reMornobu-
Hypuwn (MHI) B accoumaun ¢ annact4eckomn aHemuen.
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SYNOPSIS IS A RARE CASE OF ORPHAN CO-MORBIDITY. EXPERIENCE IN TREATING A PATIENT WITH APLASTIC
AND CLONOXYSMAL NOCTURNAL HEMOGLOBINURIA

Paroxysmal nocturnal hemoglobinuria (APG) is a rare clonal disease, an acquired form of hemolytic anemia from the group of rare
(orphan) diseases. A characteristic clinical manifestation with a significant APG clone (usually more than 10 % of the total number of
blood cells) is chronic intravascular hemolysis, which, with its high activity, leads to the development of anemia, an increased tenden-
cy to thrombosis and a number of organ disorders. Manifestations of bone marrow insufficiency of varying degrees are also typical
for APG, and in some cases association with aplastic anemia, less often with myelodysplastic syndrome and other hematological dis-
eases with cerebral insufficiency.

This article describes a rare clinical case of orphan disease = paroxysmal nocturnal hemoglobinuria (APG) in association with aplastic
anemia.

Key words: paroxysmal nocturnal hemoglobinuria; aplastic anemia; treatment

BHOCJIEZ[HI/IG JlecATUIeTus GOJbIIoe BHUMAHWE Y/ie-
gsiercst opdaHHbIM 3a60/I€EBAHUSIM, B MOHUMAHWUN
MEXaHW3MOB IAaToreHe3a KOTOPBIX JOCTUTHYT 3HAYH-
TEJBHBIN TTPOTPECC U JIJIT KOTOPBIX TOSBUJINCH HOBBIE
s dexruBnbie MeToAbI Tepanuu. OJHO U3 TaKuX 3a00-
JIEBAHUI — TTAPOKCU3MAaIbHast HOUHAST TeMOTTOOIHY PsT
(ITHD).

[TapokcuaManbHast HOUHASI TEMOTIOOUHYPUST — Pe/I-
KOe KJIOHaJbHOe 3a00seBaHime, mpuobperernas ¢opma
reMOJIMTHYECKOH aneMun u3 rpymmsl peaknx (opdan-
HBIX) Gosresneill. B ocHoBe passutms 3a6oJieBaHus Jie-
JKUAT coMaTudeckasg MyTanus reHa dhochaTuInamHo3-
toa rimkana kaacca A (PIG-A), Koaupyionero cunTes
GPI (rimko3uia-hocdaTnanI-mHO3UTONBHBIX ) MTPOTEN-
HOB B TeMONOSTHYECKNX CTBOJIOBHIX KaeTkax (TCK)

[1-3]. PesynpratoM mMyTaruu sBisieTcss GopMIpoOBaHue
1 9KCHaHCHUS OJHOTO 1l HeckKoabkux [ITHI-kmoHOB Co
CHUKEHHBIM UYUCJIOM WJIN TIOJTHBIM OTCYTCTBHEM MeM-
OPAHHBIX TIUKO3UT-POCcHATHANIT-THOZUTOTHHBIX TKOP-
ubix 6enkoB (GPI-porennos) [4-6].

XapakTepHbIM KJIMHUYECKUM TIPOSIBIEHUEM MPU
sHauntesabHoM ITHT-kmone (o6bruno Gosee 10 % ot 06-
MIEr0 YMCaa KJIETOK KPOBH) SIBJISETCS XPOHHYECKHIt
BHYTPHUCOCYANCTBIN TeMOJIN3, TPUBOSIIINI TP €T0 BbI-
COKO¥l aKTUBHOCTH K PA3BUTUIO AHEMUW, TTOBBITIEHHON
HAKJIOHHOCTH K TPOMOO3aM W PSIy OPTaHHBIX HapyIIe-
uuit. g [THD tunmanbr Takke mpogBIeHNS KOCTHO-
MO3TOBOI HE0CTATOYHOCTU TOM WM WMHOW CTEIeHHu, a
B psiJie CJIyYaeB acCOIUAINS C alJIACTHYECKON aneMu-
eit (AA), pexe — MUEJIOIUCIIACTHYECKUM CHHIPOMOM
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OPUTNHAJIbHbBIE CTATBbA

(MJIC) u apyrumu reMaToJOrHYeCKuME 3200 1eBaHusI-
MU ¢ KOCTHOMO3TOBOH HeIOCTATOYHOCTHIO, B CBSI3U C
yeM COBpeMeHHasl Kaaccudukamms, Hapsay ¢ KIacCu-
yeckoit remosmutryeckoir [THT, mpenycmarpusaer u ac-
COIMUPOBaHHbIe BapuaHThl 3aboseBanus: AA/ITHT,
MJIC/TIHT [7, 8].

Hoarne rogapr nedenne ITHI cBogmmoch K cuMmTo-
MaTHYeCKO Toiep:KuBaonieil tepamun. KoMmnerncupo-
BaTh AHEMWIO MO3BOJISLIN TPAHC(Y3UN HPUTPOIUT-CO-
JlepsKaInX KOMIIOHEHTOB W JIOTIOJHUTENbHOEe Ha3Haue-
Hue mpernaparoB kenesa u Qosatos. [Ipu pa3sutun re-
MOJINTHYECKUX KPU30B TPOBOAMIACH MH(PY3UOHHAS Jle-
3UHTOKCUKAIMOHHAS TEPATHS, & B HEKOTOPBIX CIyJasx
MPUMEHSTICh METO/IbI KCTPAKOPIOPAILHON /TETOKCH-
KaI[u#, BIJIOTH JI0 TEMOJNAIN3A MPU OCTPON TOYeTHOM
HemocTatounoctn [9-11].

Teuenue u npornos ITHT kapaunaabHO N3MEHUIICH
mocJie MOSIBJIEHNUST TAPTETHO Tepanuu ¢ UCHOJb30BAHN-
eM IKymm3ymMaba — MOHOKJOHAJBHOTO aHTUTENa, 6J0-
KUPYIONero o6pa3oBaHie TEPMUHAIBLHOTO KOMILIEKCA
aKTUBAINN KOMIJIEMEeHTa Ha Jrtame axktwBaiun CS-
KOMIIOHEHTA.

MATEPUANBI N METOAbI

Hamuenr II., 26 ner, naxomumicsa B Kys6acckoit Kin-
anmyeckoii 6oapHuie nM. C.B. BemsteBa ¢ amarmosom
«ITapokcmaMaabHass HOYHAS TeMOTJIOOUHYPHS B COUETa-
HUU C allJIaCTHYECKON aHeMUeii».

PE3YJIbTATbI N1 ObCYXXAEHUNE

ITammment II, 26 mer. [le6or 3aboaeBaHust
12.2014 r.: mpuctymoo6pasubie 601 B 06IaCTH XIUBO-
Ta, c1aboCTh, ToMOBHBIE Gosn. B suBape 2015 roga mo-
SBHJINCH TeMOpparnvyecKkue BbIChIIAHUS 1O Teay. Ilpu
o6cnenoBannn B KB r. HoBokysmenka B reMorpamMme
BbISIBJIEHA TIAHIMTONEHNs, TpaHcdy3nOHHAST 3aBUCH-
Mocthb (27.01.15).

C 26.01.15 mavata Tepammsa NHUKJIOCTAPHHOM
300 w™r/cyr B MoHOpexkuMe. TpemanoGuorncus
(27.01.2015 r.): B cpesax KocTHbIE GANKN, yTOJIIEHNE
3a CYeT OTJIOXKEHUsT ocTeonia. B MexGaIouHbIX TIpOMe-
JKYTKax KpaiiHe CKy/IHbIIl KOCTHOMO3TOBOIi COCTaB KJIe-
TOK. B CBsI3M ¢ HEJIOCTATOYHBIM OTBETOM, NPHHSTO pe-
[IeHUe O TPOBEIEHNH NMMYHOCYIIPECCHBHON TepaIuu:
ATTAM Ne 1 — 40 mr/kr (10.03-14.03.2015 r.). Ha
5-it leHb Pa3BUJIACH CHIBOPOTOYHAsST (GOJIE3HD, B CBSI3H C
4eM IUKJIOCIOPHH ObLT oTMeHeH. Tepamus 1uK/JI0CIIo-
puroMm 400 wmr/cyr Boso6uosmena c¢ 30.03.2015.
JIOCTUTHYT YaCTUYHBII PErpece MAHIUTOIIEHUH, JOCTHUT-
HYTa PEMUCCHSI.

B ampene 2017 r. penmaus 3a6onesanus (passurne
TPOMOOIMTONIEHNN ), PENMANBUPYIONIeil nHpEKINn MO-
4YeBbIJENTENbHOI nH(eKn Ha (poHe Teparnuu IKJI0-
cnopunoM. Hauara tepamust Takpoammycom (0,3-0,5 mr/
KI') ¢ IOJTOKUTETbHBIM apeKkToM Ha Tepanuio. [ToBTop-
Hag tpemanobuorncus (12.2017 r.): mMopdomornyeckas
KapTuHa amazun. [IpuHATO perieHie 0 BO30GHOBIEHNH

NMMYHOCYTPECCUBHON — Tepamuu:  IUKJIOCTApPUH
400-300 wmr/cytr, ATTAM XNe 2 40 wr/cyT
-
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(23.04-26.04.2018). C gocruKeHHEeM YaCTUYHONH peMuc-
cun Ha 3-i MecsIl Tepalin, He3aBUCUMOCTDb OT TpaHcdy-
3un KoMmioHenTamMn KpoBu. Ha ¢one tepanun Bepudu-
IPOBAHO PA3BUTHE MIOYEYHON TOKCHYHON TOKCHYHOCTH,
BBU/LY Y€ro /103a IUKJIOCIOPHHA ObLIa PeLylnpoBaHa.

UYepes 101 OT MOMEHTA PAa3BUTHS KJIMHUYECKOIl T1a-
POKCU3MaJIbHOI HOYHOI reMOrJIOGHHYPUH, CBOGOHDIIT
remorsio6uH mrasmer 0,3 v/, [THT-ka0m: Ip. cymmap-
Ho — 48 % (2-tun — 2,5 %, 3-tun - 45,5 %);
Ipanyiorutel — 66,5 %; Monorurer — 76 %; II'U:
46XY. Hauara Tepamnusi 9Kym3yMaboM, Ha 3TOM (hoHe
reMOJINTHYECKIX KPU30B HE OTMEYaJIOCh.

B mae 2021 r. pexoMeHJ0BaHa OTMEHa ITHKJIOCIIO-
pHHA, IPOJOJIKEHA Cliel(rIecKast Teparnust HapoKCu3-
MaJbHOH HOYHOMH TeMoriobunypun. Ha ¢one oTMeHBI
mukgocnopraa B 04.2023 T. oTMedeHa yTpaTa reMaro-
JIOTUYECKOTO OTBETA — CHIZKEHHE YPOBHSI TPOMOOIH-
TOB, pPa3BUTHE AHEMHU W HEHTPOIEHUH, BBHJY 4Yero
mpueM mpenapara Bo3o6HoBJeH. Ha pone Bozo6HOBITE-
HUST TEPANUK C TOJOKUTETbHBIM 3 (PeKToM, B KINHU-
YeCKOM aHa/ln3e KPOBU MPOCJIEKUBAJICS POCT YPOBHS
TPOMOOIIUTOB, TeMoriobuna u Heiirpodunon. [To man-
HBIM TICCTIEIOBAHNSA KOCTHOTO Mo3ra ot 27.06.23 r. Ka-
puotnn 46XY, B MuesorpamMMe — paciimpenne 3puTpo-
Ha Ge3 npusHakoB Muesoauciiazuu. Ilo ganHbiM Tpe-
nano6uorncun ot 09.23 1., o6pamaer Ha cebsd BHUMa-
HUEe OTCYTCTBHE METraKapHOIUTOB M M3GBbITOK JKUPOBOIL
TKaHM, YTO MOKET CBH/IETEJbCTBOBATH O IMPOTPECCUU
KOCTHO-MO3TOBOI HEJOCTATOYHOCTH — PeIH/IBe alljia-
cruyeckoil anemuu. Hccnepoanne ITHI-kmaona —
97,93 %, aprpormrapibiii 87,39 %, 4TO CBUETEIBCTRY-
eT 00 YJOBJIETBOPUTEIBHOM KOHTPOJIE BHYTPHCOCY/IH-
CTOTO TEMOJIN3a, HO He MCKJII0YaeT BHECOCY/HCTDIl re-
MOJIN3 U PEIUIUB AlJIACTUYECKON aHeMUN.

29.11.23 r. TMaMeHT BHOBb TOCTUTATU3UPOBAH B
CBSI3M C PA3BUTHEM TeHEPATM30BAHHON MEHMHTOKOKKO-
Boil undexuuu (Menunrosuiedanur), CEpoOTUI WIP
135. (panee Bakiuuanus «Menakrpa» 08.08.2023 r.),
Ha 3ToM (poHe pasBHJICS MPOPBLIBHON reMosn3. Ha Bpe-
Msi mH(EKINN Tepanusi [UKJIOCIOPUHOM OTMEHeHa,
MPOIOJIKA TePAIHIo IKYIN3YMaGoM.

20.02.2024 r. manmenT rocuurtamusupoBad B HUU
JIETCKOI OHKOJIOTHHU, TeMaTOIOTNU W TPAHCIIAHTOJOTUH
nMm. PM. Top6auepoii (r. Cauxr-IlerepGypr), BbIIOJ-
HEHO PeCTa/IMPOBAHIE: OKA3aTeJ KPOBH COOTBETCTBY-
10T XOpollIeil YacTUYHOI pPeMUCCUU allJIaCTUYECKOH aHe-
MHH, JIAHHBIX 32 MUEJOIMCIIACTHYECKUN CHH/IPOM HET
(kapuoTun HOpMaJbHbI MyKCcKoi, MIU otp.).
Bomosmen 3a6op nepudepmieckoit kpon Ha HLA Tn-
[IPOBaHKe /IS IaJIbHEIIIIero moncka BO3MOKHOTO J0-
nopa g nposefenns Ao TITCK. Anemus 1 cremenn
B paMKax cyGONTUMAJIbHOTO KOHTPOJISI TeMOJIN3a acCo-
nuuposata ¢ passurueM C3-remonusa (Monocuenudu-
yeckass peakiusi KymGca ++.) B nacrosiiee Bpems
PUHSITO pelieHie 06 YBeJNYeHn J03bl 9Ky In3yMala.
B nganpuetimem mrannpyetcs nposegenne ammoTTCK.

3AKNIOYEHUE

CoBmectHas pabora c¢ corpyanmkamn HUUW mer-
CKOIl OHKOJIOTMH, TeMaTOJOTHU M TPAHCIUIAHTOJIOIUN
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uMm. P.M. TopGauesoii (r. Cauxr-TlerepGypr), cBoes-
peMeHHasi BBICOKOKBAN(DUIIIPOBAHHAS MArHOCTUKA
COBPEMEHHDII MOXO0/] K TePAIni HO3BOJNIN OOUTHCS
y HalMeHTa JOCTUKEHUs] XOPOoIeil 4YacTHIHON peMuc-
CHM aIJIACTHYECKOH aHeMHM ¥ Y/IOBJIETBOPUTEIBHOTO
KOHTPOJISI BHYTPUCOCY/IUCTOTO TeMOJIN3a, 00YCJI0BJIEH-
HOTO MapOKCU3MAJIbHOI HOYHOW TreMOrj00HHYypHeil.
TpaHcranTanmst TeMonodTHYECKUX CTBOJIOBBIX KJIETOK
(TTCK) B HacTosmiee BpeMs SIBJSETCS €INHCTBEHHBIM
PAINKATBHBIM CHOCOO0M JICUEHHNS MapOKCH3MATbHOM
HOYHOI TeMOTTo6nHYypHu, ogHako mposegenne TTCK
B3POCJIBIM GOTHHBIM ACCOIMIPYETCS ¢ BBICOKON YacTo-
TOIl TSIKEJBIX OCJIOKHEHHH M, COOTBETCTBEHHO, BBICO-
koil seranbHocTblo. IIpm mocrynHocTu maroreneruye-
ckoro sedenus (IKymsymal), «Kiaaccudeckas» popma
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