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ITAPOKCU3MAJIBHAA HOUYHAA
TEMOIVIOBNHYPUSI

I'Y «Munckuti HayuHO-NPaAKmMuuecKull yeHmp Xupypeuu,
MPAHCNAAHMONIOZUU U 2eMATNOSI02UUS,

YO «Benopycckuii zocydapcmeenivlil MeOUUUHCKUL YHUGEPCUMEm >’

IIpedcmasaeno neonyxosesoe 3abosesanue Kposu NAPOKCUIMALOHAS HOUHAS 2eMO-
27100UunYypUs, KOMOpds pa3eueaemcs 6 pe3yivmame npuoOPemeHHvlx MYymayui 6 zeme
PIG-A. B pesyavmame mymayuu npoucxooum nomepsi KOMNIEMEHM-PezyIupyroujux
6eaxos (GPI-AP) na nosepxnocmu xaemox xkposu (na spumpoyumax — CD55, CD59,
na epanyroyumax — CD16, CD24, na monouumax — CD14, CD48). Obpasyemcs xi0m
KAEeMOK, NO0BEPIKEHHBLX KOMNIEMEHM-0N0CPedo8annomy zemoaudy. lpu enympucocyou-
CMOM 2eMONU3E IPUMPOUUMOE 68 KPOBOMOKE NOABLICMC MHOZO 2eM02100utd, ddjee OH
nonadaem 6 mouy, ona memneem. Paspywaiomcsa u neumpoghunvi, ycuiueaemcs azpead-
yus mpomboyumos. Benosnvie u apmepuanvnvie mpomb0o3vl MO2Ym GO3HUKAMY NO BCEMY
opzanusmy. Onucanvr kpumepuu u opmot I[THI. Oceewenvl Kaunuueckue nposisienus,
3HaAHUE KOMOPLIX HEOOX00UMbL 8PAUAM PAZHLIX CREYUALLHOCMEN, UMoObl 3an0003PUMy
ITHT 6 nauane ee pazsumus. Kozda samsizueaemcs duaznocmuxd, nauuenma ¢ mpomoo-
3amu newam nod pasnvimu 0uazno3amu, epems yxooum... Busenenue nayuenmos epynnoi
pucka cmoxxem noeauamv na ucxod ITHI. Bvicoxouyecmeumenvias npomounds yumo-
mempust nozgoasiem eviseasmo [THI-kaon pasmepom 0,01 % u 6oaee. Tepanus monox.io-
HALOHOIMU anmumelamu uamenuia ecmecmeennoe mevenue IHHI. B cmamve npusede-
Ha ucmopus 6oaeznu nayuenma ¢ ITHI. /uazno3 6vin nocmasien ¢ nawet KAUHUKE
Ha hone cepvbe3nvix MPOMOOMUUECKUX OCILOKHEHUN, NOCIEe O8YX 20CHUMANUIAYUL 6 MOC-
KOBCKUX KAUHUKAX, 20e dannoe 3aboresanue ne ObLI0 3an0003pPeHo.

Katouesnte cio6a: napokcu3maivHas HOUHAs 2eMO2I00URYPUSL, NPUOOPEMEHHbLe MY-
mayuu, depuyum unzubUMOPO8 KoMNIeMeHMA, KOMNIEMEHM-0NOCPEO0BAHNHLU 2eMONU3,
6eHO3NBLE U APMEPUATLHBLE MPOMOOIbL.

N. A. Shulga, V. 1. Kurchenkova

PAROXYSMAL NOCTURNAL HEMOGLOBINURIA.
THE PATH TO DIAGNOSIS (a case from practice)

The non-tumor blood disease paroxysmal nocturnal hemoglobinuria, which develops
as a result of acquired mutations in the PIG-A gene, is presented. As a result of mutation,
there is a loss of complement-regulating proteins (GPI-AP) on the surface of blood cells
(on erythrocytes — CD55, CD59, on granulocytes — CD16, CD24, on monocytes — CD14,
CD48). A clone of cells subject to complement-mediated hemolysis is formed. With intra-
vascular hemolysis of erythrocytes, a lot of hemoglobin appears in the bloodstream,
then it enters the urine, it darkens. Neutrophils are also destroyed, platelet aggregation
increases. Venous and arterial thrombosis can occur throughout the body. The criteria
and forms of PNG are described. The clinical manifestations are highlighted, the knowledge
of which is necessary for doctors of different specialties to suspect PNG at the beginning
of its development. When the diagnosis is delayed, the patient with thrombosis is treated
under different diagnoses, time is running out... Identification of patients at risk can affect
the outcome of PNG. Highly sensitive flow cytometry makes it possible to detect an APG clone
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with a size of 0.01 % or more. Monoclonal antibody therapy changed the natural course
of APG. The article presents the medical history of a patient with PNG. The diagnosis
was made in our clinic at the stage of serious thrombotic complications, after a stay in two
Moscow clinics where this disease was not suspected.

Key words: paroxysmal nocturnal hemoglobinuria, acquired mutations, complement
inhibitor deficiency, complement-mediated hemolysis, venous and arterial thrombosis.

apoKcU3MaAnbHaA HOUHAA remMorno-
6unypusa (MHI, 6one3Hb Mapkua-
¢aBbl-Mukeau, 6one3Hb LUTprobuHra-Map-
KuadaBbl) - TAXEN0e XPOHUYeckoe 3abo-
AEBaAHWE KPOBW, B OCHOBE KOTOPOrO AEXMUT
BHYTPMUCOCYAUCTbIN remoAm3. Bnepsble MHI
OblAa ONMcaHa Kak CaMOCTOATEAbHOE Yrpo-
Xarouee >XU3HM cocTosHMe B 1882 T.
A B 1928 I. UTAAbAHCKKIM NATOAOroaHaToM
E. Mapkuadasa 1 ero yueHUK MuUKkeAn npea-
cTaBvMAM 6onee MOAPOOHYH MHOPMALMIO
o [HI. lokoAeHus Bpayen C MHTEPECOM
OTHOCUAUCH K KAMHWUYECKOMY MPOSBAEHUIO
MHIC - HO4YHOM remorrobuMHypuM (cenuac
M3BECTHO, YTO FrEMOAU3 MPOUCXOAUT HE TOABKO
B HOYHOE BPEMS, HO U B TeUeHUe AHS). B pe-
3yAbTaTe U3y4yeHus 3Toro 3aboreBaHUA ObIA
OTKPbIT aAbTEPHATMBHbLIM MNyTb aAKTMBALIMK
CUCTEMbI KOMMAEMEHTA, ONpeAeneHbl bea-
KW, PEryAUpYOLME CUCTEMY KOMMAEMEHTa
N YCTAHOBAEHbI TEHETUYECKME OCHOBbI 60-
Ae3Hu (Parker, 2008). PacnpocTpaHeHHOCTb
MHI coctaBasieT 15,9 cayyaeB Ha 1 MAH ye-
AoBeK. CpeaHuI Bo3pacT Havana 3aboneBa-
HMA — 30 AeT. MMHI HeCKOAbKO Yalle BCTpe-
Yyaetcsl y MYXYMH, HO MOXET BO3HWKAaTb
y AuL, AOBOro noaa 1 Bo3pacrta [2, 3, 12].
MHr - 310 HeonyxoneBoe 3aboneBaHUe
CUCTEMbl KpOBETBOPEHUSA, MPUUUHOMU KOTO-
poro ABAAIIOTCA NpUoOGpeTeHHble MyTauuu
B PIG-A reHe. [eH reMOn03TMYECKUX CTBOAO-
BbIX KAETOK PIG-A pacrnoAoXeH Ha X-XpoMo-
come, KOAMpyeT HBEeAOK, KOTOPbIN ABASIETCA
rAaBHbIM AAS GOPMMPOBAHMUA TAMKO3UADOC-
datmanamnHosntona (MU nan GPI-AP), Tak Ha-
3bIBAEMOrO AKOPS AN MeMOpaHHbIX b6ea-
KoB. MyTtauuu reHa PIG-A npuBOAAT K Mo-
Tepe 3asiKOPEHHbIX OEAKOB, SBASHOLLMMMU-
CSl KOMIMAEMEHT-PErYAUPYIOLLMMU BerKaMm

50

Ha MOBEPXHOCTU KAETOK KPOBW. ITO Cneuu-
aAbHble 3aLUMUTHbIE MapKepbl - WMHIMOUTO-
pbl KOMMNAEMEHTa (Ha aputpoumTax — CD55,
CD59, Ha rpaHynoumtax - CD16, CD24,
Ha MoHouuTax - CD14, CD48). B pe3yabTta-
Te 006pa30BaHMA KAOHA FeMOMO3TUUYECKOM
ctBonoBOM KAeTKkM (TCK) ¢ HepocTaTkoMm
GPI-AP B opraHu3ame uyenoBeKa MOABAAKOT-
CSl KAETKM KPOBU (3PUTPOLNTLI, AENKOLMUTbI
1 TpoMboLMTbI) ¢ HepocTaTkoM GPI-AP. Knet-
K1 C AeOUUMTOM MHIMOUTOPOB KOMIMAEMEHTA
NOABEPXKEHBI KOMMNAEMEHT-0NOCPEAOBAHHOMY
reMmoAmn3y. K Tomy xe otmevaercs n3bbiTou-
Hasi akTMBaUMS pPsiAa KOMMNOHEHTOB CUCTEMBbI
komnAaemeHTa. Cbb obpasyer membpaHoata-
KYHOLLMM KOMMAEKC, KOTOPbIM 00yCAOBAMBAET
BHYTPUCOCYAUCTbIN FTEMOAU3 3PUTPOLMUTOB,
B KPOBOTOK BbICBOBOXAaETCA BOAbLLOE KO-
AMYECTBO reMornobrHa, 3aTemM OH MonapaeT
B MOUy, OHa TEMHEET, MHOrAa npuobpeTaer
YepHYH OKpacky. PaspyLuatotcs Takxe 1 Heu-
TpoduAbl. CHa akTUBUPYET arperaumio TPOM-
60unTOB, B UTOTE MO BCEMY OPraHM3my BO3-
HUKaOT BEHO3HbIE U apTepUanbHble TPOM-
603bl [1-4, 9, 11].

OCHOBOM KAacCUPUKALUU NMapPOKCU3-
MaAbHOM HOYHOW reMOrAnO6UHYpPUU ABAAIOT-
CAl CAeAYIOLLME KPUTEPUM: BbIIBAEHUE Na-
TOAOTMUYECKUX KAOHOB B KPOBW, HAAUYME UAU
OTCYTCTBME IEMOAMN3A, a TaKXe BO3MOXHOE
conytcTBue 3aboneBaHW C KOCTHOMOS3IO-
BOW HEAOCTATOYHOCTbIO - 3TO anAacTuye-
ckast aHemus (AA), MMENOANCIAACTUYECKUN
cuHapom (MAC), muenodnbpos (MAD).

Pasanuarot Tpu dpopmbi MHT:

Knaccuueckas, npu KOTOPOM MMEIOTCA
KAMHUYECKME U AaDOpaTOpHbIe NPU3HAKK re-
MOAM3a, NEPUOAMUYECKME 0BOCTPEHNA BCAEA-
CTBME MMNEPUYBCTBUTEABHOCTM K KOMMNAEMEH-
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Ty, TAKXXE NOPaXaTCA AEMKOLUUTBI U TPOMOO-
UMTbI, OTCYTCTBYHOT ABAEHUSA HEAOCTATOUHOCTH
KOCTHOro moara.

MHT npu 6oAe3HAX KPOBWU. BbicTaBAsIEeT-
CSl B CAyYasix, koraa y naumeHtos ¢ AA, MAC
nam MA® otmeuaroTca MPU3HAKKU FreMOAU-
3a, @ B KPOBU OMpeAenieTcss KAOH KAETOK
¢ MHI-beHoTUNOM.

CybKAMHMYECKaS. AnarHoctmpyercs
¢ 60nbHbIX AA, MAC A MAD, y KOTOpbIX
B KPOBW OOHAPYXMBAKOTCA KAETKU C PEHO-
tmnom [MHI, HO OTCYTCTBYIOT NPU3HaKK re-
MOAM3a [2, 3].

KanHunueckue npoasaeHus MNHI.

Hauano 6one3Hu nocteneHHoe. OCHOB-
Hble CUMNTOMbI CBSA3aHbl C reMOAN30M. [10-
ABASleTc obuwaa cArabocTb, HEAOMOraHue,
rOAOBOKPYXEHUE. XKeATYLLHOCTb KOXW, CAU-
31UCTON NOAOCTU pTa, CKAep. MNauneHTbl MoryT
UCNbITbiBaTb 3aTPYAHEHWUSA TAOTAHUA U Abl-
XaHusA. B HOYHOE UAM B yTpeHHee Bpe-
MS 3aMETHO U3MEHEHUE LIBETA MOYM OT MO-
TEMHEHUS A0 YEPHOro. Y MYXUMH ABAEHUS
SPEKTUABHON AMCOYHKLIMU. AMcdarnto, cnasm
MULLEBOAA, IPEKTUABHYH AUCOYHKLIMIO 0ObAC-
HSIFOT MAAAKOMbILLEYHON AUCTOHUEN, 0BYCAOB-
AEHHOW CHWXEHWEM YpPOBHA OKCMAA a3oTa
Ha ¢GOHEe MOBbILWEHHOW KOHLUEHTPALUMK CBO-
6oaHOro remornobuHa B KpoBu. Y 1/3 60Ab-
HbiXx ¢ [MTHI pa3BuBaeTca reMOAN3-acCoLMK-
poBaHHaA AeroyHasa runepreHausa. OCHoB-
HOM XXanoboK y Taknx NaumMeHTOB ABASIETCS
oAbllKa. [prMunHamMu pasBUTUS AETOYHOM
rMNepTEH3UU CAYXMUT Ca3M AErOYHbIX apTe-
pUn BCAEACTBME, YXE YKa3aHHOro, UcTolle-
HUA MNyAa OKCMAa asoTa U XPOHUYECKUe
TPOM603bl MEAKMX BETBEM AErOYHOW apTe-
puu [2, 3,9, 11, 12].

C pa3BuTMEM TPOMDOO30B CBA3AH HBone-
BOM CMHAPOM. CMMMTOMAaTHKa OnpeAeAseTca
AOKaAmM3aumen Tpombo3a. BeHo3Hble TpOM-
603bl BCTPEYalOTCA Yalle apTepUaNbHbIX.
Mpu TpomboO3ax BEH MeYeHU pasBMBaETCA
cuHApoMm bappa-Kuapu, nossasetca 60Ab
B MPaBOM noApebepbe, XEATyXa, yBEAMUMBAET-
CS1 XXMBOT 3a CYeT renatoMeraAmm u acuuTa.
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[onoBHast 60Ab — NpY TPOM6B03ax BEHO3HbIX
CMHYCOB FOAOBHOro mMo3ra. M3-3a tpom6o-
30B MOTYT NOABUTBLCHA OTEKU PYK MAU HOT.

Bo3HMKHOBEHUIO TPOMOO30B CMnocob-
CTBYHOT psiA $aKTOpPOB: HEKOHTPOAMPYEMAS
aKTMBauua KOMMAEMEHTa, BHYTPUCOCYAUC-
Tbi FEMOAW3, AU3UC AEMKOLMTOB U TPOMOO-
LMTOB, aKTMBaLMS TPOMOOLMTOB, HapyLle-
HMUe GUMOPUHOAM3A U IHAOTEAMAAbHANA AMC-
byHKkumMsa [2-5, 11].

MaumeHTbl ¢ MHI MMEerOT BbICOKMI PUCK
nopa)xxeHus noyek. HapyweHue GyHKUMKU No-
yeK MOXET ObITb Kak OCTPbIM U 06PATUMbIM,
Tak 1 NPUBOAUTb K PA3BUTUIO XPOHUUYECKON
6one3HU nouek (XBI). Bbicokast KOHLEHTpa-
LMS reMOrAobMHa B MOYEUHbIX KaHaAbLAX
NPUBOAMT K OCTPOM MOYEYHOM HEAOCTaTOu-
HOCTU, TaK Kak rantorn0buH npu XpPoHWYe-
CKOM BHYTPUCOCYAMCTOM FeMOAU3E HE MO-
XEeT cBsi3aTb BECb CBOOOAHbLIV reMOrAobuH
N AOCTaBWUTb ero Makpodaram AAA YTUAU3A-
UMK, Apyrne Gpaktopbl MOBPEXAEHUS MOYEK —
3T0 TPOMO03bl MMKPOCOCYAOB MOYEK, MUKPO-
MHGAPKTbI U UHTEPCTULMAAbHBLIN GUOPO3.
Y naupeHToB 60AM B MOACHWUYHOM 0BAACTH,
TemMHasa moua [2, 3, 5, 9, 12].

Pasbepem coCTaBHble 4YacTU aHEeMUW,
KOoTOpan pas3BuBaeTca y Bcex O0AbHbIX MHI
B Pa3AMYHOM CTeneHu TaxecTu. OHa MoxeT
ObITb TAXXEAON C HEOOXOAMMOCTBIO 3aMECTU-
TEAbHOM Tepanuu, MOXET NpoTeKaTb B KOM-
neHcupoBaHHOM dopme. ABE raBHble Npu-
YMHbl aHeMun npu MHI-BHYTPUCOCYAUCTbIN
reMOAM3 U HEAOCTATOYHbIM 3PUTPONO33. Bbi-
pa)XeHHOCTb reMOAU3a 3aBUCUT OT MPOLIEH-
Ta MHI-KAETOK BOCMPUMMUMBbLIX K AEUCTBUIO
KOMMNAeMeHTa. BblAeAeHbl ToM TUNa 3pUTPoO-
umtoB: MHI-3putpoumnThl | TMNA 6€3 AedULK-
Ta GPI-cBSI3aHHbIX 6EAKOB M C HOPMAAbHOM
MPOAONKUTEABHOCTBIO XU3HM (A0 120 AHEN),
MHM-aputpoumThl Il TMNA C YaCTUUYHBLIM AedU-
umtom GPI-cBAA3aHHbIX 6EAKOB M MPOAOAXMK-
TEAbHOCTBHO XW3HU 45 aHen, MHI-apuTpoLmUThI
[ll Tina ¢ noAHbIM oTcyTcTBUEM GPI-cBA3aH-
HbIX 6EAKOB M MPOAOAKUTEABHOCTbIO XM3HU
17-60 aHen [2, B].
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MHI 6biBaeT cBsizaHa ¢ AA. B 50 % 60Ab-
Hbix ¢ AA obHapyxuBatoT KAoHbI [THI. Takxe
MHI moxeTt Bo3HWKaTb Ha ¢oHe AA. Anpac-
TUYeCKasi aHeMMSA Yallle BCEro ABASETCS pe-
3yAbTaTOM ayTOMMMYHHOMW arpeccumu B opra-
HU3Me nNpotMB CK 1 KAETOK-NPEeALLECTBEH-
HULU. HapyweHus remonoasa MNpPUBOAAT
K KOCTHOMO3roBOW HEAOCTAaTOYHOCTU U Aa-
A€€ K MaHUUTONEHUU. K KAMHUYECKUM NPO-
ABAEHUSIM NPU HEAOCTATOUYHOM paboTe KOoCT-
HOro MO3ra NPUCOEeANHAETCA remopparnye-
CKMW CUHAPOM — HOCOBblE KPOBOTEUYEHMUS,
KPOBOTOUMBOCTb AECEH, MNETEXMAAbHbIE Bbl-
CbiNaHUA Ha Koxe [2, 4, 9, 11].

EctectBeHHoe TeyeHme TMHI 1pyaHO npea-
CKa3aTb 13-3a BapnabenbHOCTU KAMHUYECKUX
NPOABAEHUA U HU3KOW PacnpOCTPaHEHHO-
¢t 3aboneBaHuA. Kpuabl npu MHI, umetot-
CSl BBMAY FEMOAUTUYECKME KPU3bl, MOryT
NPOBOLMPOBATLCHA TAaKUMU TPUTTEPAMMU, KaK
MHOEKLMSA, NEPEOXAAXKAEHUE, TPAHCDY3UH,
BaKUMHaLMA, MEHCTpyauus.

Mcxoasa M3 BCEX KAMHUUYECKUX NPOSABAE-
HWK, MOXHO CAEAaTb BbIBOA, YTO MPW HE CBOE-
BpPEeMeHHOMW noctaHoBKke amnarHosa [MHI, na-
LMEHTY yrpoxaeT 60AbLLOE KOAMYECTBO Onac-
HbIX OCAOXHEHMWI. Tpomb0o3bl B 35-45 %,
13 HUX 55-60 % NPMUBOASIT K CMEPTU BCAEA-
CTBUE UHbApPKTa MUOKapAa, MHCYALTa, TPOM-
605MO0OAMN AETOYHOM apTEPUU, UHTPaabAO-
MWHaAbHbIX TPOMO030B. Kak yxe yka3biBa-
AOCb BbILLE, U3-3a TOKCMUYECKOrO AEMCTBUA
reMorrnobmMHa Ha MnoYyeyHble KaHaAbLbl AO
65 % OOAbHbIX UMEKT XPOHUYECKYID 60-
A€3Hb MOYeK, KOTopasi CTaHOBUTCA MPUYK-
HOW A€TaAbHOIO UCXoAa B 8-18 % cayuaes.
BcaeacTBME KOCTHOMO3rOBOM HEAOCTaTOu-
HOCTM MauMeHTbl NOrnMbatoT OT MaCCUBHbIX
KpOBOTEUEHUIM U MHbeKumMM [2, 3, 11].

PaHHAA AMAarHoCcTUKa, a Tak)Xe BbIfB-
A€HMe NauUueHTOB rpynnbl pUcKa cmMoryT
BAUATb Ha Ucxop 3aboneBanusa MHT. K unc-
AY NaLUMEHTOB rpynrbl BbICOKOrO PUCKa OTHO-
cATCs OOAbHbIE C LMTOMEHUAMU HESICHOrO
reHesa, anAacTMYECKOW aHeMUEN, MUENO-
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AMCTNIAACTUUYECKUM CUHAPOMOM, TPOM6O030M
HESICHOIo reHe3a, reMOAUTUYECKOM aHEMUEN
C oTpuLLaTeAbHOM Npobor Kymbca, 60AbHbIX
c reMornobuHypuen [2, 9, 11, 12].

[raH nccaeaoBaHWi NaLMEHTOB C MOAO-
3peHnem Ha [NHI BKAOUYaEeT U3yvyeHue py-
TUHHBIX AaDOPATOPHbIX MOKA3ATEAEN C LIEABIO
AVWArHOCTUKM  TEMOAUTUYECKOM aHEeMMUM,
AN KOTOPOM XapaKTEPHO MOBbILLEHWE YPOB-
HA HENPSIMOro BuAMpybUHa, AaKTaTAErMAPO-
reHasbl, CBOOOAHOIro reMorrnobmHa NAa3mbl,
Manoe KOAMYECTBO ranTornobuHa, NosiBAEHWe
reMocuaepuHa B moue. CtaHAapTOM Amar-
Hoctuku [HI aBASieTCA npoToyHas UMTOMET-
pUS, NO3BOAAOLLASA BbIIBUTb MPOLEHT KAE-
TOK C AEPULMTOM UAK NMOAHBIM OTCYTCTBUEM
GPIl-cBazaHHbIX rAMkonpotenHoB (GPI-AP):
Ha MmembpaHax aputpouunto CD55 1 CD59,
npu UCNoAb3oBaHUKN peaktuea FLAER (dpayo-
PECLUEHTHO MEUYEHbIN MHAKTUBUPOBAHHbIN
6aKTepranbHbi a3POAM3MH) OMPEAEASET-
ca aednumnt CD24 Ha rpaHynoumtax, CD14
Ha MoOHouuTax. O Tpex TMnax 3pUTPOLIMTOB
(cM. no TeKkcTy Bbiwe). NabopaTtopua AaeT
OTBET B BUAE NMPOLIEHTHOIO COAEPXKaHUA TOro
WA UHOTO TUMNA KAETOK B Nepudepmruyeckon
KpoBU. MMetoTCca pekoMeHAaLMU MeXAYHa-
POAHOrO 00LLECTBA KAMHUYECKOW LIMTOMET-
pun (ICCS) ot 2018 1., COrAaCHO KOTOPbIM
IMHI-KAOH oLEeHMBAETCH N0 HECKOABKUM KAE-
TOYHbIM AUHUAM (3PUTPOLNTLI, HEUTPODUADI,
MOHoUMTbI). OnpepeneHne GPl-AePULUTHbBIX
HEWTPODUAOB M MOHOLIMTOB SIBASIETCA Bonee
TOYHbIM TECTOM AASl OLEHKM UCTUHHOIO pas-
mepa [MHI-kAOHa. BbiCOKOUyBCTBUTEALHASA
NpPOTOYHas UMTOMETPUA MO3BOASET BbIAAB-
AaTb MHI-kKAOH pasmepom 0,01 % n 6onee.

NHCTpyMEHTaAbHble MCCAEAOBaHUS NpPU
MHI NpoBOAATCA AAA AMArHOCTUKM OCAOX-
HEHWW, a TaKXe BbIABAEHWUS] CONYTCTBYIOLLEN
natonornn. K HuMm otHocsTea Y3W opraHoB
OPHOLLIHOM MOAOCTH, IXOKapPAMOTrPadUst U INEK-
Tpokapanorpadusa, KT roAoOBHOro MmMo3ra,
OPraHoB FPYAHOM KAETKU W BPIOLLHOM MOAO-
CTWU C KOHTpPacTMpOBaHMEM MO NoKaszaHUAM
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¢ obocHoBaHWeM. UccaepoBaHWE KOCTHOMO
MO3ra AAA UCKAKOUEHUSA APYrOW NaTtoAOrnwu
NPOBOAMUTCA TaKXe Mo nokasaHuam [3-5, 9,
10, 12].

AnddepeHumpoBatb MHI Heobxoanmo
OT APYyrvx 3aboAeBaHWI, COMPOBOXAAMOLLMX-
CA reMOAM30M - BPOXAEHHbIX M Mprobpe-
TEHHbIX ayTOUMMYHHbIX TEMOAUTUUYECKMX aHe-
MWK, remorrnobuHonaTtui. B cayuae Tpom6o-
30B CAEAYET MPOBOAUTL AnddEPEHUMANbHbIN
AMarHo3 ¢ aHTMGOCHOAUMUAHBIM CUHAPOMOM,
AEPULMTOM @aHTUTPOMOUHA, TOMOLMCTEUHE-
Muen. Mpu ocTpor abpOMUHAABHON OOAM
N aHeEMUKN TPebyeTcss MCKAKOUEHUE OCTPOM
nepemMexaroLwemncss nopeupmum 1 XpoHuye-
CKOro oTpaBAeHMWA cBMHLOM [3, 11].

Y10 M3BECTHO O NPOAOANKUTEABHOCTH
YXXU3HU nauueHToB ¢ MNMHI? Y opAHUX OHa co-
CTaBASIET HECKOABKO AECATUAETUN, Y APYTUX
C CaMoro Hayana 3aboAeBaHUSA BO3HUKAKOT
yrpoxaroLime X13H1U OCAOXHEHUSA. Tepanus
MOHOKAOHaAbHbIMW @HTUTEAGMU IKYAU3Y-
Mab (Toprosble Ha3BaHua Coanpuc (Soliris)
n Inmzapus (Elizaria) usmeHunaa ectecTBeH-
Hoe TeueHue MHI. 3kyandymab nopaBAsieT
TEPMUHAABHYIO aKTMBHOCTb KOMMAEMEHTA,
obnrapaeT BbICOKOW adpPUHHOCTBIO K €ro
C5-KoMnoHeHTY. bAoKMpyeTes pacluenaeHre
koMnoHeHTa C5 Ha C5a 1 C5b 1 obpasoBa-
HWE TEPMMUHAABHOIO KOMMAEKCa KOMIMOHEHTA
C5b-9. B pesynbrate 3kyAusymab ocyLecT-
BASIET PEryAiLMI0 aKTUBHOCTU KOMMNAEMEH-
Ta B KPOBM M MPeAOTBpaLLaeT BHYTPUCOCY-
AMCTbIN reMoAn3 y 60oAbHBIX IMHI, uTo No3BO-
ASIET YMEHbLUUTb BblPaXXE€HHOCTb CUMMTOMOB
60Ae3HW, NPEAOTBPATUTb PA3BUTUE OCAOX-
HEHWUI U CTAaBUAM3MPOBATb KAuYeCTBO XM3HU
OOAbHbIX, @ MPOAOAXKUTEABHOCTb XU3HWU Na-
umeHToB ¢ IMHI, npn TakoM AeYEeHUU, AOCTU-
raet nokasaTtenen, xapakTepHbIX AAS MOMNY-
AAUMK B UeAOM. MU3BecTHO, uTo Aeduumt
TEPMUHAABHOM YaCTU KOMIMAEMEHTa COMnpo-
BOXAQETCSA NOBbILLEHHOW YaCTOTOM pa3BUTUA
MHOEKLMN MHKANCYAMPOBAHHLIMW MWKPO-
OpraHnM3mMammu, 0COBEHHO MEHMHTOKOKKOM.
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lNoatomy 3a 2 HepeAuM A0 Hadana npuema
npenaparta AOAXHa ObiTb BBEAEHA MEHWH-
rOKOKKOBas BakuUMHA. MNpu HEOOXOAUMOCTH
CPOYHOrO UCMOAL30BaHWA AEKAPCTBA Y HE Bak-
LMHUPOBAHHOIO OOABHOIO Ha3HauyaeTcs
Ha ABE HEAEAU KYpPC MPOPUAAKTUKKU aHTU-
O6uoTMKaMu, akTMBHbIMK NpoTuB Neisseria
meningitidis (6eH3UANEHUUMAAMH). K cBe-
AEHUIO, N0 WHPOPMALMOHHBIM AAHHbBIM,
B 2010 roay ato 6bIA cambii AOPOron npe-
napaT B MMpe, @ CTOMMOCTb TEKYLLIErO AeYe-
HUSA B roA, Hanpumep B BeankobputaHum,
coctaBasina 340 200 ¢yHTOB CTEPAMHIOB
(okono 430 000 espo) [2-4, 7-10]. B Pb
npenapar He 3aperncTtpupoBaH, HO BEAYT-
CS KAMHWYECKKE UCNbITaHWUS, npenapar no-
AYYarOT HECKOAbKO 4YenoBeK. B autepatype
UMEKTCA AaHHble MO pe3yAbTaTaM KAUHU-
4YeCKOro UCCAeAOBaHUA HOBOIO npenapara -
paByAM3ymMaba (Ultomiris). Y Hero noxoxmm me-
XaHU3M AENCTBUSA C IKYAU3yMabom, HO BOAb-
LM NepuoA MOAYBbIBEAEHMS, T. €. bonee
AANMTEABHBIN AeYebHbIM 3addeKkT [2, 6, 9.
Ha HauyanbHOM 3Tane pa3paboTka MCKyC-
CTBEHHbIX SAKOPHbIX CTPYKTYp (Prodaptin),
CMOCODOHbIX BOCCTAHABAMBATb 3KCMPECCUIO
MHIMOUTOPHbIX 6EAKOB, B YacTHOCTM — CD59
Ha MOBEPXHOCTU MeMOpaH KAETOK KPOBW
N 3aLLUUTUTb UX OT KOMNAEMEHTa [3].

B HacTosLlee Bpemsa AOCTYMNHa CUMMTO-
MaTuyeckasi KoHcepBaTMBHasA Tepanua AAA
NOAAEPXAHUA OOLLLEr0 COCTOAHMA NaLMEH-
Ta, YMEHbLLIEHUA UHTEHCMBHOCTU rEMOAM3A,
AGYEHUA U MPODPUAAKTUKM TPOMOO30B, Mo-
YeyHoOn HepoCTaToYHOCTW. lNpu coueTaHuu
MHI ¢ anAacTMyeckon aHeEMUEN U MUENOAN-
CMNAACTUUYECKUM CUHAPOMOM UCMOABL3YHOT LIK-
TOCTaTUYEeCKyHo Tepanuio. AAAOTpaHCNAaHTa-
LM CTBOAOBbIX KAETOK ¢ HLA-TUnMpoBaHWem
AASE NOABOpa AOHOPa MO3BOASIET AOOUBATL-
cAa noAHoro usnedeHusa IMHIL MNepecaaky pe-
KOMEHAYIOT NMpU PE3UCTEHTHOCTU K KOHCEp-
BaTMBHbIM METOAAM AeYeHus, npuberarot
K HEW He 4acTo, T. K. caMa OHa CBsi3aHa
C BO3MOXHbIMUW, YrpOXaroLWMMKN XKU3HW,
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OCAOXHEHUAMMU (peaKkums TPaHCMAaHTaT npo-
TMB X035IMHA, BEHOOKAKO3MOHHAsi GOAE3Hb
neueHn) [2-4, 9, 12].

MpuBoauMm cobcTBEeHHOE HabAloAeHUEe
MHT.

MNaumneHT C., 34 AeT, NOCTYMUA B ractpo-
3HTeponormyeckoe otaeneHune Iy «MmHckum
Hay4YHO-NPAKTUUYECKMI LEHTP XUPYPrnK, TPAHC-
NAQHTOAOTMK U remartonornmn» 09.06.2022 r.
C AMArHO30M: LIMPPO3 NEYEHU HEYTOUHEHHOM
3TMOAOTUK, KAAcC B no Yanaa-Tbto, Bnepsble
BbIIBA€HHbIW. CUHAPOM NOPTaAbHOM rnnep-
TEH3UKU: CMAEHOMEraAus, acuut. Bropuu-
Hast aHemus. dnubpo3 neveHn F4 no wkane
METAVIR ot 25.05.22 r. AaHHbIX AMArHos
yKazaH B KOHCYAbTATUBHOM 3aKAQYEHUU
Bpaya ractpoaHTeporora ¥3 «MormaeBcKom
006AACTHOM KAMHUYECKOW BOAbHULLbI.

[Mpn noctyrnAeHmum xarobbl Ha BbICTPYHO
YTOMASIEMOCTb, MNEPUOANYECKME CYAOPOTU
B CTOMax, FOAOBHble BOAW, yBEAUUYEHWNE XUBO-
Ta, NOABAEHUE 3yASLLIMX BbICbIMAHWUIW Ha CNK-
HE N KOHEUYHOCTSIX.

Cumtaet cebsi 60AbHbIM C OKTAOpsA 2021 T,
B TOT NEPMOA NOBbILLAAACh TEMNepaTypa Tena
A0 38-39 °C (Ha KapOHaBUPYCHYIO UHOEK-
MO HEe NpoBepAAcSH). Yepes noatopa mecs-
La OoTMeYaAn yxyAlleHue obuiero camouys-
ctBuA. Co cepeanHbl aHBapa 2022 r. no-
fIBUAACb HapacTaroLllas 60Ab B 3NUracTpum,
B3AYTUE XMBOTaA, NPOCbINaAca B NoTy. B yka-
3aHHbIN NEpPUoA NPOXUBaA 1 pabotan B Moa-
MocKoBbe. lNpu obpalleHnn K racTpoaHTe-
POAOTY, NPOBOAUAUCH nCCAepoBaHUA: OTAC,
Y3W OBI1, nabopaTopHble (BCe CO CAOB BOAb-
HOro), A@BaAUCb PEKOMEHAALMM MO AUETE.
K KOHUy mMapTa obpaTMACSA K racTpO3HTe-
POAOTY APYrOM MOCKOBCKOW KAMHUKM, T. K.
OTMeYaA NOCTOAHHYK YCTAAOCTb M YyBCTBO
nepeytoMmaeHus. B TeueHue AByX HepeAb
AEYUAU B AHEBHOM CTaLMOHAPE BHYTPUBEH-
HbIM BBEAEHWEM renaToTpOornHbIX (CO CAOB),
PYKOBOACTBYSICb MPEABIAYLLIMMWU pe3yAbTaTa-
MW. MocAe KOHTPOABHbIX UCCAEAOBAHWUK, Na-
LIMEHT BMNEPBbIE YCAbILLAA OT Bpaya 0 nNpob-
AEMax C nedeHblo. 1,5 mecsaua AeuYnAcs
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B YAaCTHOW MOCKOBCKOW KAMHWKE, OTMeYan
HEKOTOPOE YAydllieHMe OOLLEero camouys-
CTBMSA, HO, KaK BbIPa3nACA MaumneHT, BbI3AO-
paBAeHUA He Obino, AabopaTopHbIE UCCAe-
AOBaHWA 6€3 MOAOXKMTEAbHOW AMHAMMKM.
Mo paHHbIM Y3W OBI, B 3TOT NepuoA, 6bIA Bbl-
CTaBAEH AMarHo3 - uMppo3 rneyeHu. B mae -
AO NEPBbIX YNCEN UHOHA AEUMACH ELLE B OAHOM
M3 YaCTHbIX KAMHWK MOA Kypauuen renatono-
ra, NOCAe Yero BEPHYACS Ha MeCTO MOCTOSH-
HOro NpoXuBaHWs B MOrmaeBckon obaacTy,
FA€ Y MOAYUYMA, YKa3aHHOE BbllLEe HanpaBAe-
HWE B Halll LEHTP.

BupycHbIMK renatutamm He 6oAen (Mceae-
AOBaHUA MoATBepxAatoT). B 2021 r. 6eran
eXeAHEBHO 7-8 KM, He ycTaBaA. 3a NoCAeA-
HUe 2 mecsua NoXyAeA Ha 3 Kr.

N3 06bEKTUBHbIX AQHHbIX — BEC 78,5 Kr,
pocT 177 cm. KoXHble NMOKpoBbl BAEAHO-
BaTbl, CKAEPbl CyOUKTEPUYHbI. XXMBOT yBe-
AMYEH, MPUTYNAEHUE MEPKYTOPHOro 3BYKa
B OTAOTMX MecTax, Npu naAbnauun MArkun,
6e360Ae3HEHHbIN. epKyTOpHO M MaAbna-
TOPHO HUXHAA rpaHuLUa NeyYeHn Ha ypoBHe
Kpaa pebepHoi Ayru, AeBasi AOAS YBEAUYe-
Ha. [NepndpepryecKknx OTEKOB HET...

AHaAU3 pe3yAbTaTOB MCCAEAOBaHWM,
Nno Mepe MUX BbINOAHEHMUS.

3xo KI 10.06.2022r. KnanaHHbIM anna-
paT He M3MEHEH, aopTa U CTBOA AErOYHOM
aptepun He paclumpeHbl. lNprU3HakoB Ae-
rOYHOM rMNepTeH3umn HeT. Macca M1okapAaa
AEBOI0 XeAyAOUKa He yBeAndeHa. [peacep-
AMS He pacluMpeHbl. AHOMaAbHbIE XOPAbI
B 00AaCTM BEPXYLUKM AEBOI0O XEAyAOUKa.
HapylweHne AokanbHOWM M TAOBAAbHOM CO-
KpaTUTeAbHOM OyHKUMK AXK He BbISBAEHO.
OB - 65 %.

laeBpanbHblie NOAOCTU cAeBa — 10 MM,
cnpasa — HeT. AcuumT.

Y3U OBI1, noyek. leyeHb C POBHLIMM,
AOKAAbHO MEAKOBYrPUCTBIMU KOHTYpaMu,
yBeAanyeHa: KBP n.a. - 18, 6 cm. Cocyauc-
Tbih PUCYHOK 0OeAHEH. MeyeHOUYHbIE BEHBbI
PE3KO CYXEHbl: CPEAHSIS U AeBas NMPOXOAU-
Mbl Ha NPOTAXEHUN 5-6 CM, B NPaBOW KPO-
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BOTOK He kapTtupyetcs. HIMB He paclumpeHa.
B BOpoOTHOWM BEHe TPOMbOO3 B CTBOAE U BET-
BAX, B BOpoTax pekaHan d 5 mm. B pekaHa-
AM3UPOBAHHOW MyNOYHOM BEHE KPOBOTOK
He perncTpupyetcs.

BHyTpuneyeHouHble NPOTOKM He pac-
lnpeHbl. CteHkn XI1 A0 6 MM, B NOAOCTH
6e3 obpaszoBaHMi. Y3-komnpeccua 6e360-
AE3HEeHHa.

CeneseHka 173*53 mM. KpynHbIX LWYyH-
TOB He BMAHO. ACUMT BO Bcex otaenax bll,
obwuin V He meHee 1,5 A. BblpaxeHHas
MHOUABTPALMA MATKUX TKaHen Bl n cteHok
XKT. MNoaxenyaouHas xxenesa, napaoapranb-
Hasa 30Ha OCMOTPY HEAOCTYIHbI.

N3MeHEeHUIM B NOUYKax HE OTMEYEHO.

3akAoueHne: nopo3peHne Ha bonesHb
baaaa-Knapu, Tpom603 B cucteme BB. Ou-
6p0o3 ¢ BepoATHON TpaHchopmaumen B L.
CouetaHHas . AcuuTt, BUCUeponaTus.

Pesynbtatbl KT-aHrnorpaum rnoaTBepAm-
AU AaHHbIE Y3M: N0 Hapy>XHOM NOBEPXHOCTU
neyeHn XMAKoCTb choemMm 20 mm. lNeyeHou-
Hble BEHbl HE 3aMnOAHAKTCH KOHTPACTHbIM
BellecTBOM. BUMAEH yyacTOK LEeAeBUAHOIO
CY)XEHWUSI HWXHEW MNOAOW BeHbl. BopoTHas
BEHa He pacluMpeHa, BUAHbI AEPEKTbI ee Ha-
NMOAHEHUS C PacnpoCTpaHEHUEM Ha BETBM.
Bapnko3HOe pacluMpeHUe BEH NULLEBOAA.
PekaHaAn3aumsa nyno4yHon BeHbl. Ceneseh-
ka 50*107*146 mm. [llepuAMeHaAbHO -
XUAKOCTb cAoeM 26,5 mm. ®opma 1 pas-
Mepbl NOYeK He wu3MeHeHbl. CBobopHas
XMAKOCTb B OOKOBbIX KaHaAax C pacrnpo-
CTPaAHEHMEM B MaAbli Ta3. B 3aKAHOUEHME:
KT-npusHakn cuHapoma bapaa-Kuapu, acup-
Ta, TPoMmb03a BOPOTHOM BEHDI.

MocAe MOAYUYEHUA AQHHbBIX 3aKAKUEHWUM
6biAa HA3HAUYEHa KOHCYAbTALIMS TEMATOAOra
AASI COTAACOBaHWUS AaAbHEMLLErO MAAHa UC-
CAEAOBAHUM C LEABbK YTOYHEHMSA MPUYMHDI
Tpombo3a 1 NPOBEAEHUS AuddeEpPEHLNAND-
HOro AMarHo3a.

KoHcyAabTauusa remartonora.

B cBSI3M C HAAMUMEM AAHHbIX B MOAb3Y
cuHppoma bappa-Kuapu Heobxopnmo po-
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obcAepOBaHUE AAS MCKAKOUEHMS TPoM6OO-
duanu:

- YPOBHM aHTUTPOMOMHa lll, npoTenHoB
Cus;

- MyTaumm reHoB ¢. Il u ¢. V (Aenpen);

- ADC (ADNA + BA);

- UMMYHOGEHOTUNNPOBAHUE SPUTPOLLU-
TOB U HentpodunoB Ha MNHI-KAOH B CBS3U
C HaAMYMEM MPU3HAKOB BHYTPUCOCYAUCTO-
ro reMoAmM3a U UMTONEHUMN.

Aanee pe3yabTaTbl AabopaToOpHbIX UC-
CA€AOBaHUMN.

O6LLMI aHaAM3 KPOBMU:

NeikounTbl — 3,58*10%A; apuUTpOLMTHI —
3,07*%10%2 A; Hb - 83,6 /A; remMaToKpuT —
27,79 % (N 38-49 %); MCV 90,58 ¢a; MCH
27,24 nr; TpoMbouuTbl — 48,52*%10°%. CO3
2 MM/M. B 061LEeM aHaAM3€e KPOBU LIMTOMNEHMS.

Bbuoxummyeckum aHaAn3 KpoBH.

06wmn 6enok - 53,4 1/A; anbOYyMUH -
31,3 1i/A; 6UAMPYOUH 06N — 54,1 MKMOAb/A;
OUAMPYOUH Npsimon - 25,59 Mkmonb/A; ACT
125 E/n; ANT 73,3 E/N; NAT - 1672 E/A
(N 125-220 E/A); HBDH (AAlM) - 1673 E/A
(N 53-168 E/A); C-peakTuBHbI 6enok
13,2 Mri/a, rantornobuH - 1,36 mr/an (N 14-
258 wmr/an), homocysteine - 5,51 umol/I
(N 5,46-16,2 umol/l); Folate 5,5 ng/ml
(N 7-31,4 ng/ml); active B,, 256,1 pg/ml
(N 25,1-165 pg/ml); Fe 5,6 MKMOAb/A; deppu-
TMH 32,1 HI/MA; TpaHcheppuH 237,71 MI/AA;
o1-aHTUTPUNCUH 206 MI/AA; LEPYAOTAA3MUH
39 MI/AA; MoueBUHA 4,6 MMOAb/A; KpeaTUHKUH
70,7 MKMOAb/A; XOAeCcTepUH 2,03 MMOAb/A.
Cpean npeACTaBAEHHbIX BUOXMMUYECKMX NO-
Ka3aTener BbIAEASETCS MOBbILWEHHbIN YPO-
BEHb AAKTATAErMAPOreHasbl U ero usodpep-
MEHTa - GEPMEHT AOKAAU3YETCH BHYTPU KAE-
TOK, B CAyYae MX NOBPEXAEHUSA OH aKTUBHO
BbICBOOOXAAETCH B KPOBb. KAETKU KPOBM
Takxe copepxat AAlL B poaHHOM cayyae no-
BbllWeHne ypoBHA AAI NOATBEPXAAET re-
MOAK3.

[antormobuH - 310 anbda-2-rMKOMPOTENH
(anbda-2-rnobyAnH), CBSI3aH C reMOrnobMHOM
(TEPMUH «ranTorA0bMH» MPOUCXOAMT OT Aa-
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TUHCKOro «hapto» - cBA3bIBAThb). [AnToOrAo-
OUH cBA3bIBAET remMornobuH 1 dopmupyet
AVCMEPCHbBIN KOMMNAEKC, KOTOPbIM HE CNOCO-
6eH NponTK yepesd KAyboUKKM NoYek, He no-
3BOASIA XEAe3Y, LEHHOMY 3AEMEHTY, MOKK-
HYTb OPraHnU3m Yepes3 MOUYEBbIAEAUTEABHYIO
cuctemy. feMoAM3 NPoBOLMPYET CHUXEHME
YPOBHS ranTtorn0bMHa, UTo MOXHO BUAETb
Nno pesyAbTaTaM aHaAM3a: HUXKHASA rpaHuua
HOpMbl 14 MI/AA, B HallEM CAyyae BCEro
1,36 MI/AA.

YpoBEeHb rOMOLIMCTEMHA B aHaAM3e B npe-
AEAax HOPMbI (MOBbILLEHHbIN YPOBEHb FOMO-
LUMCTEMHA aKTMBMPYET npouecchbl TPOoM6o-
obpasoBaHus, HaMboaee YacTon NMPUUNHOM
rMNEProMoUUCTEMHEMUN ABASETCA AeDUUUT
$GOAMEBOM KMCAOTbI, KOTOPbIW, MO Pe3yAbTa-
TaM UCCAEAOBaHUA, B YMEPEHHOM CTEMNEHM
nmeeTcs).

O6LMIi aHaAM3 MOYM: YAEAbHbIM Bec
1,021; npo3payHas; UBET opaHxeBblt; pH 6;
ypobuanHoreH 1,6 MKMoAb/A; 6enok 0,1 1/A;
aputpoumntbl 5 RBC/ul (N O-1 RBC/ul).

MccaepoBaHue cucTeMbl  remMocTasa:
AUTB, cek 26,9; NB, % 62 (N 70-140 %);
MHO 1,36; ¢ubpuHoreH 2,46 r/a; TPOMOU-
HoBOe Bpems, cek 17,9; AT Ill (@HTUTpOM-
O6uH) - 73 % (N 83-128 %); pS 103,3 %
(Hopma AAS MyXunH 74,1-146,1 %); pC 28 %
(Hopma 70-140 %); A-anmmep 4,54 MKr/MA
FEU (N 0-0,5 mkr/mA FEU). B atom uccae-
AOBAHWM BUAUM CHUXEHWE YPOBHSA aHTUTPOM-
6u1Ha, yBEAMYEHHOE KOAMYECTBO \-AMMEPOB.
MpoTtenHbl S n C npeacTaBAsoT cobor ABa
6enka, OCHOBHas POAb KOTOPbIX 3aKAOYaAET-
CA B NPEAOCTBPALLEHMM U3ObITOUHOM KOaryas-
UMK, OHU UHAKTUBUPYIOT dakTopsbl Va u Vlllia
B KaCkaAe CBepTbiBaHMA KpoBW. HepocTa-
TOYHOCTb OAHOTO M3 3TUX BEAKOB MOXET CMO-
cobCcTBOBATH COCTOAHUIO TMMEPKOATryAALMMN.
B pesyabtatax Hallero nauueHTa cylle-
CTBEHHOE CHUXEHWE YpOoBHS npoTenHa C.

Mapkepbl aHTUPOCHOAUNUAHOIO CUH-
Apoma:

AT Ig M K KapanoamnuHy...1,3 CU N 0-20 CU
AT Ig G K kapanoAnnuHy...84,6 CU 0-20 CU
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AT Ig M K b2-ra 1 CU 0-20 CU
AT Ig G K b2-rA 6,3 CU 0-20 CU

AvarHo3 AOC obazatenbHO NpeAnoAaraet
HaAMYME KakK MUHUMYM 1-ro NOAOXKMUTEABHO-
ro AabopaTtopHoOro u 1-ro NOAOXMTEABHOTO
KAMHUYECKOIO KPUTEPUSI.

Mpu 3TOM AabopPaTOPHbIA KPUTEPUI MO-
XKET CUMTaTLCHA NMOAOXKUTEABHBIM TOABKO B TOM
CAyYae, ECAU MOAOXKMTEAbHbIN Pe3yAbTaT ObIA
NMOAYYEH ABaXAbl, C MPOMEXYTKOM HE Me-
Hee 12 HepeAb.

AASl OLEHKM CTEMNEHWU PUCKa pPasBUTUS
Tpomb03a y NaLMEHTOB, MOAOXKMUTEAbHbIE AA-
6opaTopHbIx TecToB Ha ADC cAepyeT Knaccu-
drumnpoBaTb NO KaTeropusam.

MaKCUMaAbHbIN PUCK Pa3BUTMUA TPOM-
603a UMEIOT NaLUMEeHTbl KaTeropuu .

K rpynne cpeaHero pucka OTHOCATCS
kateropuu llb n llc.

AAa kateropuu lla puck pa3BUTUA TPOM-
603a HE3HAYUTEABbHbIN.

| - npucytctByeT 6oree uem 1 nabopa-
TOPHbIN KpUTEPUI (AH06as KOMOUHALIMSA)

lla — npucyTtcteyeT TOAbKO BA (BOAYaHOU-
HbIM @HTUKOAryAsiHT)

[Ib — NPUCYTCTBYHOT TOALKO aHTUTEAA K Kap-
AVOAUMUNHY

[lc - NPUCYTCTBYHOT TOABKO @aHTUTEAa K b2-
FAMKOMPOTEUHY.

BoAuaHOUYHbIN aHTUKOAryASIHT:
dRVVT-S 1,09 ratio N 0-1,2 ratio
1,18 ratio 0-1,2 ratio
dRVVT-S/ dRVVT-C...0,92 0,8-1,2

SCT-S.erieeeieeeeeeeeen 0,85 ratio 0-1,16 ratio
SCT-Ceeeeeeeeees 1,16 ratio 0-1,16 ratio
SCT s/ SCT c........... 0,73 0,84-1,16

Bbille npeactaBAeHbl $OCHOAUNUA-3a-
BUCUMbIE KAOTTUHIOBbIE TECTbI, YAAUHEHUE
KOTOPbIX MPOUCXOAMT TOABKO MpPU TAYOOKOM
AedULNTE OTAEABHbBIX GAKTOPOB CBEPTLIBA-
HUA. (Y AaHHOro naumeHTa GakTopbl CBEp-
TbIBaHUA, CAEAYHOLLUE:

LY/ 1| 318,2 % N 50-150 %
), GO 95,5 % 65-150 %

) IR 70,7 % 65-150 %

.| IO 103,7 % 50-150 %).
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Ecan npu pobaBAEHUM K UCCAEAYEMOM
nAa3Me HOpMaAbHOM NAa3Mbl BpeEMS CBep-
TbiIBaHWS MPOAOAXKAET OCTaBaTbCA YAAUHEH-
HbIM, 3TO FOBOPUT O NMPUCYTCTBMMU B UCCAE-
AYEMOW NAA3Me MHIMOUTOPOB CBEPTLIBAHUS,
B TOM UYMCAE, BO3MOXHO, 1 BA.

KAMHUKO-AABOpPATOPHOE  3aKAKUEeHUe
A@HHOIO UCCAEAOBAHUA: OTCYTCTBYIOT AaH-
Hble 3@ HaAMYMEe BOAYAHOYHOrO aHTUKOA-
FYASIHTA.

Mapkepbl AOC y naumeHTa oueHUBaKTCa
BNnepBble, Ha GOHE UMEIOLIMXCA TPOMOO30B
B CUCTEME BOPOTHOW BEHbI WU CUHAPOMA
bapna-Knapu. N3 Bcex nokasatenein noBbl-
lweH ypoBeHb AT Ig G K KapAWUOAUIKHY, YTO
MOXHO pacLEHMBaTb, Kak eLle OAMH GaKTop,
CnocobCTBYOLLIMI TPOMB00HPA30BaHMIO.

MMmyHOremaTtorornyeckoe MCCAEAOBa-
HUEe nNeprupepmnyecKor KpPOBWM Ha HaAuume
KAoHa [MHI (napoKkcnu3manbHOWM HOYHOM re-
MOIAOBMHYpMM!) y NepBUYHOro nawuueHTa.

OTBeTt

MOHOKAOHaAbHbIE aHTUTEAA:

- AMHeWHo cneunodunuHble CDA5 PerCP,
CD15 PE, CD64 PE Cy7, CD235a APC Cy7;

- GPIl-6enkn FLAER Alexa Fluor488,
CD14Krome Orange, CD24 Pacific Blue,
CD59PE.

Pe3yabTtar:

Knetku GPI-HepocTatouHoCTb (%)

Aputpoumntbl Tun Il (vacTMyHas HepoCTa-
TouHocTb CD59) 1.4

Tun Il (noaHoe otcyTcTBHE CD59) 9.7

CymMMapHasa BEAUYMHA 3PUTPOLIUTAPHO-
ro MHI kanoHa 11.1

lpaHyroumTbl FLAER-/CD24-66.1

MoHouutbl FLAER-/CD14-61.4

KAMHUKO-AabopaTOpHOE 3aKAIOUEHME.

Cpean 3pUTPOLMTOB U AEMKOLMTOB (rpa-
HYAOLIMTOB, MOHOLMTOB) BbIABAEH [THI-KAOH.

Takum obpas3om onpepeneHa npuymHa
TPOM6030B Y AQHHOrO MauMeHTa - 310 3a-
6oneBaHue MHI.

KOHCYABTAHTOM reMaToOAOrOM-TPAHCMAAH-
TOAOTOM ObINO PEKOMEHAOBAHO BbINMOAHEHUE
TPENaHOOMOMNCUN AN UCKAKOUEHUSA BO3MOX-
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HOrO COYETaHUs C anAacTMYECKOW aHEMUEN,
BbISIBAEHUA XXMPOBOro 3aMeLLLEHUA KPOBET-
BOPEHUS, a Takxe Grbpo3a KOCTHOro Moa3ra.
Takxe pekoMeHAOBaHO OAHOMOMEHTHOE Bbl-
NOAHEHME MOPPOAOrMYECKOrO UCCAEAOBA-
HWA KOCTHOIO Mo3ra (MUeAorpamma).

KAnHUKO-AnabopaTopHOE 3aKAOUEeHUe
MMMYHOreMaToAOrM4ecKoro UCCAeAOBa-
HUA KOCTHOro Mo3ra:

- KAETKM B-AumbonpHoro pspa (CD19+)
6e3 NpM3HaKOB KAOHAAbHOCTH;

- bnacTHble KneTku (CD34+) npeacTas-
A€Hbl AMMGOUAHBIMU U MUEAOUAHBIMU NPEA-
LLIECTBEHHUKaMMU;

- onpeaensietcs 0,4 % naasmaTUYyeCcKux
KAeTOK ¢ dpeHotunom CD45 + CD138 +
CD38braight + CD19 + CD56-.

AaH MccAep0BaHWM BbINOAHEH. Mceaeno-
BaHUA Ha MyTaumu reHoB o. Il u ¢. V (Nen-
AEH) B 3TOT MNEPUOA HE BbINMOAHSAUCH. Bbille
NpeACTaBAEHbl BCE pe3yAbTaTbl C KOMMEH-
TapuUsMMu.

Becb neprop npebbiBaHUS B CTaUMoHape
NPOBOAMAACH Tepanusa, BKAOUYaBLUAA rena-
TOTPOMHbIE NpenapaTtbl, MOYEroHHbIE, TPaHC-
dy3un anbbyMuHa, MHIMOUTOPLI NPOTOHHOM
NOMIbl M @HTUKOAryAsiHTHasi Tepanus, NoAu-
BUTAMWHbI.

3aKAlOUUTEeAbHbIM KAMHUYECKUN Aua-
rHO3:

MNapokcramanbHasi HOYHas reMornoOUHy-
pus (MMMYyHODEHOTUMUYECKU: Hannume [HI-
KAOHa 66,1 % no rpaHyrouMTapHOMY Map-
kepy FLAER-/CD24-), knaccuueckasi dopma.
CuHapom bappa-Kuapu (noctrpomboTtuye-
CKasi OKKAKO3USI BCEX TPEX NEUYEHOUHbIX BEH
HEOMNPEeAENEeHHOM AABHOCTM, MO AAHHbIM
KTA OBI1 ot ntoHsa 2022 r.). Tpom603 BOpOT-
HOoW BeHbl, Yerdel 4. Hap- noaneyeHoYHas
dopma nopranbHOW runeprteHsunn. Pedpak-
TepHbI acuut. CnaeHomeranms. CMHAPOM
NEYEHOYHO-KAETOUHOM HEAOCTATOYHOCTU: Na-
PEHXMMATO3HAA XEATyXa, rMnoanbbymuHe-
MUS, koaryaronatus. fenatopeHanbHbIA CUH-
APOM. CuMNTOMATUYECKas aHemMus Cpea-
HEW CTeNneHU TaxXecTU. TPOMOOLUTONEHUS.
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26.06.2022 nepeBepeH Ha ambyaaTtop-
HOe AeueHune. Yepes mecsul, B NeEPUOA roc-
nUTaAM3aumMm B OTAEAEHWE NOPTAAbHOW M-
nepTeH3uu, npun Y3M KOHTpoAe — OTpULaTeAb-
HaA AMHaMWKa (KPOBOTOK MO NEeYEHOYHbIM
BEHaM He peructpupyetca. B ctBone u BeT-
BAx BB - Tpom603. lNopTanbHbI NPUTOK
B MapeHxnuMme He perncrpupyetca. YBeau-
ynaacb MHOUABTPALMA MSATKUMX TKaHen BIl.
Ha npeactaBUTEABHOM XMPYPrUYECKOM KOH-
CUAMYME peLlanca BOMPOC BO3MOXHOM Ae-
4yebHOM TaKTUKMU.

3akAloueHHue: nauMeHTy nokasaHa no-
ctaHoBKa TIPS - HeBO3MOXHa 13-3a OTCYT-
CTBUSAA @aHAaTOMMUYECKMX YCAOBUM (MPOTSXKEH-
Hasi MOCTTpoMbOOTUYECKasa OKKAO3MA BB,
BCEX NeYyeHOUHbIX BEH); MALUMEHT MOXET pac-
CMaTpuBaTbCA KakK PELMMUEHT AAS TpaHC-
NAAQHTaALMK NEeYeHU — Ha MOMEHT OCMOTpa
HEBO3MOXHa M3-3a OTCYTCTBUA aHaTOMUYe-
CKMX YCAOBUHW. [1popoOAXKaTb MPOBOAUMYHO
CUMMNTOMATUYECKYHIO Tepanuio.

Takum obpasom, B cTaTbe NpeACTaBAEHa
coBpeMeHHas nHGopMaLUms O NapOKCU3MaNb-
HOM HOYHOM reMorrobuHypun, 3aboreBaHm
C HEnpoCTbIM NaTOreHe30M, O CEPbE3HbIX,
C HEeW CBA3aHHbIX, OCAOXHEHMSIX. B HacTos-
lee BpemMs ecTb BCE BO3MOXHOCTU Auar-
HOCTUKM M MPOBEAEHUA Tepanuu, No3BOAS-
OLLEN XWUTb TAKUM BOABHbIM.

OnncaHHbIN KAMHMYECKMA caydan [MHT,
OCNOXXHEHHOM MPOrpeccupyrowmMm Tpomoo-
3aMK COCYAOB NeYyeHu, NnpoBeaeHne andoe-
PEHLMAAbHOrO AMarHo3a 1 NocTaHOBKa AMar-
HO3a Ha 6a3e HaleW KAMHUKK, appeCcOBaH
Bpayam BCEX CMeLMarbHOCTEN AASA MOBTO-
PEHWUST AU 3HAKOMCTBA C 3TOM MHTEPECHOM
60AE3HbIO.
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