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Annoramusi. Ilapokcuzmanehas HouHas remorjoOunypus (ITHI) — 10
3a00s1€eBaHUE, YACTOTA BCTPEUAEMOCTH KOTOPOTO cocTaBiseT 1,3 ciyyast Ha | MIIIITHOH
YeJioBeK B roji. YacTo MPUBOAUT K JETAIHHOMY MCXOAY M UMEET TSKeIyro (hopmy
TeueHus: 0osie3Hu. COIMPOBOXKIAETCS BHYTPUCOCYIUCTHIM T€MOJU30M, TPOMOO3aMu
Pa3HBIX JIOKAJU3alUid U TOPaXEHWEM BHYTPEHHHX OpraHoB. boiibHble ¢ 00J1€3HBIO
MapkuadaBsl gaiie BCero oOpallaroT BHUMaHHE Ha 00Jid B 00OJIACTH IOYEK. DTO
o0ycnoBieHO reMocuaepo3oM. He Tak naBHO jyuisi moctaHoBku auardoza I[IHI
HCIIOJIB30BAIMChH JUATHOCTUYECKUE TECThI, TAKUE KaK KUCIOTHBIA TECT X7Ma UITU TECT
Kpocou. B Hacrtosimiee Bpemsi JMAarHOCTHKAa MapOKCU3MaJIbHON  HOYHOM
reMOTJIOOMHYPUHU JOCTHUIJIa BBICOKMX pe3yJsibTaToB. (Ceildac 30JI0TBIM CTaHIapTOM
SIBJISIETCS METOJ] MPOTOUYHON ITUTOMETpUU. IMEHHO STOT METO/I OTPEIEIIIeT HATuIne
oemnoB CD55 u CDS59, xotopele kak mpasuiio, orcyTcTBytoT nipu IIHI'. B nannoi
CTaThe MOAPOOHO PACCMOTPUM OCHOBHBIE MPOOJIEMBI TUATHOCTUKH IMAPOKCU3MATHHOM
HOYHOU Te€MOTJIOONHYPHH.

Annotation. Paroxysmal nocturnal hemoglobinuria (APG) is a disease with a
frequency of 1.3 cases per 1 million people per year. It often leads to death and has a
severe form of the disease. It is accompanied by intravascular hemolysis, thrombosis
of various localizations and damage to internal organs. Patients with Markiafava's
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disease most often pay attention to pain in the kidney area. This is due to hemosiderosis.
Not so long ago, diagnostic tests such as the Ham acid test or the Crosby test were used
to diagnose APG. Currently, the diagnosis of paroxysmal nocturnal hemoglobinuria
has achieved high results. The current gold standard is flow cytometry. It is this method
that determines the presence of CD55 and CD59 proteins, which are usually absent in
APG. In this article, we will consider in detail the main problems of this method of
diagnosing paroxysmal nocturnal hemoglobinuria.

KiroueBble ¢j10Ba: KIMHUYECKUM Ciydal, TApOKCU3MAJIbHASI HOYHAS
FGMOFJ’IO6I/IHypI/IH, AWNArHoCTUKa, IIpOTOYHAA TUTOMCTPUA

Key words: clinical case, paroxysmal nocturnal hemoglobinuria, diagnosis,
flow cytometry

BBenenue

[Tapokcu3malibHas HOUHas TeMOTJIO0MHYPHS - 3TO PEIKOE, HE HACJIEICTBEHHOE
3a0o0JieBaHUE, MOpaXarollee CUCTEMY KpOBH, B XOAE€ KOTOPOTO 3PUTPOLUTHI
pa3pylarTCcs CUCTEMOM KOMIIJIEMEHTA. v OOJIBbHBIX HaOJI0JaeTCs
BHYTPUCOCYAUCTBII TEMOJIN3, YCUJIMBAIOIMKCcA B HO4yHOe Bpems. B 1928 romy
MapkuadaBa omnmcaH JaHHYIO TMATOJIOTHIO KaK “TeMOJUTHYECKas aHeMHUs C
MOCTOSIHHOM reMocuiepunypueii”’. Ha ckaHorpamme spuTponuTa ObU10 OTMEYEHO, YTO
SPUTPOLUT TUIOXPOMHBIM M HMeeT nedeKT MeMOpaHbl B BUIE MOp. MexaHusm
pa3BUTHS  BHYTPUCOCYAMCTOIO  JIM3UCAa  NPU  NAPOKCHU3MAJIbHOM  HOYHOM
reMOIJIOOMHYpHUHM BKIIIOYAeT B ce0si comarudeckyro myTtaruio rena (PIG-A) na X-
xpoMocoMme. B xojzie yero Hactynaet AepUUUT TIIUKO3UI(POCHaTHANINHO3UTOIOBOM
(GPI) nunupHOM cTpyKTypbl. MIMEeHHO OHa momoraeT OenkaMm (QUKCHUpPOBATHCA Ha
MeMOpaHax KJIETOK KpOBU. MyTanusi MOXKET MNPOU30MTH KAk B OJHOM, Tak U B
HECKOJIbKUX CTBOJIOBBIX KiieTkax KpoBH. OtcyrctBue GPI, a umenno CDS55 u CDS59,
BBI3bIBACT HApYyIICHHWE PEryJSIIMU CHCTEMBbl KOMIUIEMEHTa. 3aTeM o0pa3yroTcs
KJIETKH, KOTOPBIE NOJIBEPratoTCsd XPOHUUYECKOMY BHYTPHUCOCYIUCTOMY KOMILJIEMEHT-
00yCJIOBIIEGHHOMY JIU3HCY.

Taxke mpu MapoKCU3MaJIbHOM HOYHOW TeMOTJIOOMHYPUH CIEAYyeT YICIHUTh
BHUMaHUE MEXaHW3My pa3Butusi TpomOo3a. [locie TOro kak OCHOBHbIE MYyTU
KOMILJIEMEHTa akKTUBUPYIOT (C3-KOHBEpTa3y, MNPOUCXOAUT JudPepeHrpoBKa
komnoHeHTa C3 Ha C3a u C30. C3-koHBepTasa npeacranisieT codoi komreke u3 C4b
u C2a (B ciydae kinaccuueckoro mytu) uiam u3 C30 u BO (B ciiydyae albTepHATUBHOTO
nytu). Torga C36 aktuBupyer C5-KOHBEpTa3y U ydacTBYeT B €€ quddepeHupoBke
Ha C5a u C56. B Hopme oOpasyercss KOMIUIEKC COCTOSIHUM, a MNP MaTOJOTUH
MeMOpaHOATaKYIOIUA KOMILIEKC 00pa3yeT TpoM003. PaboTy crucTeMbl KOMILIEMEHTA
KOHTPOJIUPYIOT MHTHOUTOPHI B IJIa3ME KPOBU, KOTOPbIE OJOKUPYIOT M30BITOUHYIO
peakimio. UHruOuTopaMu SIBISIOTCS OCIKU-PETYJISTOPHI HA MeMOpaHe, Takhe Kak
CR1, DAF, CD55 u CD 46. AkKTuUBaTOpbl MOYHO pAa3JeiIUTh HA BHEUIHUE -
WH(DEKITMOHHBIC areHThl, XUPYPrUYECKHUE BMEIIATeIIbCTBA W HA BHYTPEHHUE -
OepeMeHHOCTh, cTpecc. B HopMe MHTMOUTOPBI U aKTUBATOPHI TOJKHBI HAXOAUTHCS B
paBHOBecuu. B HopMme Ha MemOpane sputporuta npucyTcTByroT CD59 u CDS5S5 6enku.
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CD59 orpannymBaeTr 3pUTPOLUTHI OT KOMIUIEMEHT-UHAYLIMPOBAHHOTO JIU3UCA H
octanaBnuBaeT cOopky MAK. A 6enoxk CD55 B cBO odepe/ib CHIXKAET aKTUBAIUIO
KOMIUJIEMEHTA Ha paHHeM dTane. OTCyTCTBUE JaHHBIX OEIKOB MPUBOAUT K MOTEPU UX
skcnpeccud. [lpu  mapokcu3MaiabHOM HOYHOM TIeMOTJIOOMHYPUH  MPOUCXOAUT
TeHETUYECKUN JIe(PUIUT WHTUOUTOPOB, ITO NPHUBOJUT K TMOXKU3HEHHOMY PHCKY
Pa3BUTHUS CUCTEMHOU KOMILJIEMEHT-3aBUCUMON TPOMOOTHYECKON MHUKPOAHTHOMATHH
(TMA). Taxxe nipu ITHI" moxkHO 3ameTuTh cocymiectBoBanue mytantHoro (GPI-) u
HopmaisHoro (GPI +) remonon3a. [4,5]

XPpOHUYECKUN TE€MOJU3 SBISIETCS OCHOBHOM IPUYMHOM CMEPTHOCTH IIPU
MapOKCU3MAIBHOM HOYHOW remorjgoOunypuu. M3-3a pepumura NO mnpoucxoaut
obOpaszoBanne Tpomba. Tpom6o3bl mpu ITHI' morytr ObITh Kak BEHO3HBIMH, TaK W
aprepuanbHbiMu. OTCYTCTBHE TMpU3HAKOB ManurHuzanuu pAenaet [IHI-kmon
0ocoO0eHHBIM. OTCYTCTBYET aKTUBHBIM POCT M pa3BUTHE, a 3HAYUT y OonbHbIX [THI -
KJIOH MOXET OCTaBaThCi CTAOWJIBHBIM  JIOJTOE€ BpeMs W HOPMaJIbHOM
muddepenumpoBathes. He uckmoueno, uro [THI -kimoH cnontanHo mcuesaer. Puck
pa3BUTHSA OCTpOro muenouHoro yeiko3a u3 ITHI cocraBnsget 3%. [3]

Hean ucciaegoBanus - pa3d0p KIMHUYECKOTO Clydas MallMeHTa C IUarHO30M
npuoOpeTeHHas WAMONATUYECKasl aruiacTU4Yeckas aHeMHs, CBEpXTshKenas dopma.
JlaHHBI ~ KJIMHUYECKUM cliydall oTpaxkaeT mnpoOiembl auddepeHimaibHoi
JMAarHOCTUKU TapOKCU3MAIbHOW HOYHOM TeMOTJOOMHYpUU U TAKTUKU BEACHUS
MalueHTa.

Onucanue ciayyas:

Ocenbto 2018 1. 6osbHOM B., 23 roga, ObUI TOCIUTAIM3UPOBAH B OTJEICHUE
rematosiorud u xumuotepanuu ['bY3 Ilepmckoil kpaeBol KIMHUYECKON OOJIBHUIIBI.
KanoOwl mpu MOCTYIJICHUU: BbIpaXKEHHast 00111ast CJ1a00CTh, OJIBIIIKA TPU PU3UUECKUX
Harpy3kax, r0JIOBOKPY>KE€HHE, KPOBOTOUHUBOCThH JIECEH.

N3 anamHe3a u3BecTHO, 4uTo nauueHT ¢ 2015 r. cTpamaer mapokCU3MalIbHOM
HOYHOU remorsioounypueil. [lomydan kypc KOMOMHUPOBAaHHON UMMYHOCYTPECCUBHOM
Tepanuu (TuMorioOynuH + mukiocnopud A) B 2016 r. beiia mpoBenena aioreHHas
POJCTBEHHAs TpaHCIUIaHTaluss KocTtHoro wmosra 14.06.2016 r., mocie dero
Ha0Ir0AaJ1Iach PEMUCCHS OCHOBHOTO 3200JIEBAHMS.

[Ipu ocMmoTpe: KOXHBIE TOKPOBBI Cyxue, Ojie[Hble, HAOMIOAACTCS MeKast
MeTeXrajibHas ChIllb BHU3Y KMBOTA U HAa HIDKHUX KOHEYHOCTsX. Ilepudepuyeckue
auMdaTruuecKue y3ibl He yBeandeHbl. AprepuanbHoe nasienue - 100/60 mm pr. cr.,
MyJIbC PUTMUYHBIA, CAMMETPUYHBIN, CJIA00r0 HamoJHEHUs — 62 ynapa B MHUHYTY.
I'panuna cepama B npenenax HopMbl. TOHBI cepAlla sICHblE, pUTMHYHbBIC. JlpIXaHue
BE3UKYJISIPHOE, TPOBOIUTCS BO BCE OTACIIBI, XPUIIOB HET. SI3BIK BIQKHBIN C HAJIETOM Y
KOpHs. JKMBOT MSTKUH, HECKOJIBKO OOJIE3HEHHBIM B SMUracTpalibHOM 00JacTH,
HaOrOaeTCs MmeTexuaabHas Chillb HIKe mymnka. [ledenb +1 cm oT kpas peGepHOU
TyTH, MsATKast, 0e300JIe3HEHHAs, CeJIe3eHKa HEe yBeInueHa. MBIIIIIBI TpH MalblIaluu
0e300JIe3HEHHBIE, CHJIa 3HAYUTEILHO CHUKEHA.

B remorpamme spurpouutsl 1,32*10'%/11, remorno6un 49 r1/1, TpoMOOIMTHI
16*10%n, neiikoumter 2,66¥10%n, B dopmyne - nanoukosgepHele 1 %,
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cermenTtosiiepubie 4 %, mumbounTtsl 87 %, MOHOIUTHI 7 %; peTUKYIOIUTHI 72,5 %,
chepountos, arperamusi spurporuroB, COD 52 mMm/u. Muenorpamma: MyHKTatT
3HAYUTEIBHO CHUKEHHOW KIETOYHOCTU. METaKapHOLMTHl B MYHKTAT€ HE HAWJECHBI,
0J1acTOB HeT. 3aKJIl0YeHUE TPENaHOOMONCUU: M3MEHEHHUS OTPa)KaloT THUIIOIUIA3UI0
KOCTHOMO3rOBOTO  KpoBeTBOpeHus. [Ipoba KymbOca (mpsimas, Hempsmas) —
oTpuriaTenbHas. B OMoxuMHuUeckoM aHajau3e KpPOBU: JakTaTaeruaporesasa- 1194,0
En/n (N mo 450 En/n), OunmupyOun oOmuii 22,2 MMoJIb/11 (IpsiMO — 5,6 MMOJIB/JI,
HenpsiMoii 16,6 mmosne/n). I[THI -kiton BeisiBneH: cpenu rpanynonutos (FLAER-CD24)
— 52,72 %, cpenu moHonutoB (FLAER-CD14) — 58 %, Ha sputporutax 11 %.

Jlmarso3: TmapoKCHU3MallbHasi HO4YHAs TemorjoOunypus. IlpumoOpereHHas
UIUOMAaTHIeCKas aIjlaCTUYeCKas aHeMHs, CBepXTsbkemas ¢opma. BropuuHsrii
reMOCHUIEPO3.

O6cyxnenne. Knunuueckass kaptunHa [IHIT Bkirouaer oOuryro cnabocTs,
MpUCTYNOo0Opa3Hbie abJIOMUHATIBHBIC, MOSCHUYHbIE O0JIM, TTOTeMHEHHEe MouH. J[iis
AKTUBHOI'O BHYTPUCOCYAMCTOTO IreéMOJIn3a XapaKTepHO NOBbIIeHUuE akTuBHOCTH JI/IT,
obmero ounupyOnHa 3a cueT HenpsMon GhpakIuu, CBOOOHOTO TeMOTI00MHA I1J1a3Mbl,
a TakKe UCTOIICHHE TamnTorIoOMHAa W TOSBJICHHE TEeMOCHJIEpMHA B MOYE,
nonoxutenbHas mpoda KymbOca. [Ins moctanoBku nuarnHoza I[THIT neobxommmo
PYKOBOJICTBOBAThCSA MPOTOKOJIOM, PEKOMEH0BAaHHBIM MeEX1yHapOAHBIM O0IIIECTBOM
KJIMHAYECKUX TUTOMETPUCTOB [1]. OCHOBHOM JUAarHOCTUYECKUI METOJ — MPOTOYHAS
uToMeTpus (CHKeHHas dKcripeccust GPI-cBsA3aHHBIX OCITKOB Ha KJIeTKax KpoBH) [6].
B kadyecTBe OCHOBHOTO MATOT€HETUYECKOTO JICUCHUSI IPUMEHSIOTCS MOHOKIIOHATIBHBIE
aHTuTeNna (3Kynu3ymad), CHUKAIOUMI 4acTOTy TPOMOOOOpa30BaHus U PUCK Pa3BUTHUS
TpoM0030B. ECTh puck Tpanchopmalyu B OCTPOro MUEIOUTHOTO JielKo3 B 3%. [3]. Y
JAHHOTO TIAIIMEHTAa Pa3BWIOCh HE COBCEM TUNMYHOE ocnoxkHenue [IHIT -
UIMONAaTHYECKasl ariacTU4ecKas aHeMHsl, NPUYMHOM KOTOpPOM MOrjla CTaTh
aJUIOT€HHAasl POACTBEHHAas TpAaHCIUIAHTAlMs KOCTHOTO MO3ra WM  KypChl
XUMHUOTEpAIUU, KOTOPYIO MOTy4all NalueHT.

BoiBoabl: OCHOBHOM IMarHOCTUYECKUM METOJI MpU MocTaHOBKe AuarHosa [THI
ABJISIETCA MPOTOYHAS] LIUTOMETPHS, MO3BOJSIONIAS OINPEIEIUTh HaJuyue U pasMep
[THT -xnoHa, a Take MPOBECTH CKPUHUHT JIUII U3 TPYIIIILI prcKa. Bo3MokHbIE OMIMOKH
npu auarHoctuke ITHIT moryT OBITh CBsi3aHBI C HENPaBUJIIBHOM OLIEHKOW U
HMHTEpIIpeTalneil reMoiu3a Wik TpoM003a, UTHOPUPOBAHUE OTPUIIATEIBLHON MPSIMOI
AHTUTJIO0YJIMHOBOM TPOOBI, HU3KOM OCBeAOMIICHHOCTHIO Bpaueit o [IHI' B cBsizu ¢
pEIKON Y4acTOTOM BCTPEUAEMOCTH JAaHHOTro 3abojieBaHusl. Bpau MokeT mocuuTaTh
ocnoxxHeHus: [THI" kak camocTosITeNnbHYIO 00J€3Hb, TEM CaMbIM MAlUEHT MPOXOJUT
Tepanuro 0e3 HabroAeHus y remarosiora. Takue AuarHoCTU4eCKUe OMMOKY TPUBOAST
K HEIPaBUJILHOW TEPANIMU U PA3BUTHUIO OCIOKHEHUM.
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