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Ileanb uccaedosanus — onucanue cay4as OuaeHOCMUKU NAPOKCUBMANbHOU HOYHOI eemoenobunypuu (ITHT).

Mamepuaavt u memoost. boavroil, 50 rem, obpamuacs 3a MeOUUUHCKOU NOMOWBIO C JHCAN00AMU HA NOSBAEHUE JCeAMYUHOCIU CKAeD
U KOJicu, NOMeMHeHUe MOHUL, He8bIpaANCEHHYI0 000 caabocmy. Bviiu nposedensl 06caedosanus: KAUHUMECKUT U OUOXUMUMECKUT AHAAU-
36l KPOBU U MOYU, MUEA02PAMMA, ONpedeseHle UHOeKca ChepUHOCIU 3pUmpoyumos, c60000H020 2eMo2A00UHA NAA3MbL KPOBU U MOUU,
2eMOCUOCPUHYPUU, UMMYHODEHOMUNUPOBAHUE KPOBU MEMOOOM NPOMOUHOU YUMOMEMPUU,; UCCAC008AHUE UMMYHOLOSUHECKUX MAPKepOs8
pesmamuueckux 3a001e6anUll; UHCMPYMeHmMAanbHoe obcaedosanue u op.

Pesyavmamot. Ha ocHoéanuu #canob, KAUHUHECKOU Kapmutbl 3a001e6aHUs, OAHHbIX 006eKMUBHO20 U UHCMPYMEHMAAbHO20 00CAe008AHUI
nocmaenen 3axkarouumensvuulii ouaenos: [THT, kaaccuueckas eemoasumuueckas gopma, kpusoeoe meuerue (no Mescdynapoouoii kaaccu-
@ukayuu 6oae3neil 10-e0 nepecmompa D 59.5). Conymcemeyroujue 0uaeHo3vl: 6mMoputHas aHeMus majiceaoll Cmenenu; mpancqy3uoHHas
3a8UcuUMocmy,; mpom603 NOOKAIOUUYHOLL 6eHbl chnpasa (¢ Hosopsa 2011 2.); jcenuekamennas 604e3Hb; XPOHUUECK UL KAAbKYAE3HbII X0AeUU -
CIUM, PeMUCCUs; XPOHUHECKULl 2enamum CMEUaHH020 2eHe3a (aNK020AbHbLI, MeMmAadOAUYecKull), YMePeHHOU Cmenenu aKmueHOCmU.
OcHOBHbIM CROCOOOM 6epuduKayUuU OUACHO3A ObLA0 UMMYHODEHOMUNUPOBAHUE KPOBU MemOodoM NPOMOUHOLL yumomempuu. Eeo pesyrsmamot:
apumpoyumst 1 muna (nopmansras sxcnpeccus CD59) — 87,0 %, I muna (vacmuunsiii decpuyum CDS9) — 0,3 %, 11l muna (noanwiii
deqpuyum CD59) — 12,7 %; monouumot ¢ degpuyumom FLAER/CD14 — 93,3 %; epanyaoyumot ¢ depuyumom FLAER/CD24 — 97,7 %.
HmmyHnogpenomunuposanue gviaeuno Haruuue [1HI-kaoua cpedu spumpoyumos, epanyaouumos u moHoyumos. C yuemom 0epomHo2o pas-
Mmepa kaona (Ha epanynroyumax 97,7 %) moxcro coerams 661600 0 mom, 4mo 604bHOU Haxoouacs 6 3oue pucka ITHI-kpu3oe.
Saxarouenue. [Ipakmuueckuii UHmMepec 3Mo20 KAUHUMECKO020 CAYYas 00YCA061eH PeOKOCIbI0 OGHHO20 2eMaAmMON02UHeCK020 3a001e6a U,
AHANUZOM COBDEMEHHBIX 803MONCHOCEN OUACHOCMUKU U CAOJICHOCMBIO 8b100pa MAKMUKU Aeuenus. B kavecmee mepanuu, no3eoiuguieti
YMEHbUUMb KOAUMECBO 2eMOAUMUUECKUX KPU308, NPUMEHSACS IKYAUZYMAD.

Karouesnle caosa: anemusi, 6HympucocyOUCmblil 2eMOAU3, HCEAMYXA, MPOMO03, 2eNamum, NaApoKCUSMAAbHAS HOYHAS 2eMO2A0OUHYPUS,
NPOMOUHAS UUMOMEMPUSL, IKYAUYMAD, 2eMOMPAHCHY3US, CUCEMA KOMHACMEHMA
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CHRONIC HEPATITIS OR «DISGUISE» PAROXYSMAL NOCTURAL HEMOGLOBINURIA?
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Objective is description of a case of diagnostics of a paroxysmal nocturnal haemoglobinuria.

Subjects and methods. The male patient of 50 years asked for medical care with complaints to emergence of yellowness a skin, urine darke-
ning, not expressed general weakness. 1o the patient examination was conducted: clinical and biochemical blood tests, urine, miyelogramm,
definition of an index of sphericity of erythrocytes, definition of free hemoglobin of plasma of blood, urine, gemosiderinuriya, flow citometry,
immunological markers of rheumatic diseases, tool inspection, etc.

Results. On the basis of complaints, a clinical picture of a disease, data of objective and tool inspections the final diagnosis is made: a parox-
ysmal nocturnal haemoglobinuria, a classical haemolytic form (on the International classification of diseases of the 10th revision — B 59.5).
The comorbid diagnoses: anemia of heavy degree; transfusion dependence; thrombosis of a subclavial vein on the right (11.2011); choleli-
thiasis; chronic calculous cholecystitis in remission; chronic hepatitis of the mixed genesis (alcoholic, metabolic), moderate degree of activ-
ity. By the main diagnostic method which allowed to verify the diagnosis became flow citometry. According to an flow citometry erythrocytes
I Tip (normal expression of CD59) — 87,0 %, 1l Type (partial deficiency of CD59) — 0,3 %, 111 Type (full deficiency of CD59) — 12,7 %,
monocytes with deficiency of FLAER/CD14 — 93,3 %, granulocytes with deficiency of FLAER/CD24 — 97,7 %. Flow citometry was re-
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vealed by availability of APG-clone among erythrocytes, granulocytes and monocytes. Judging by the huge size of a clone (on granulocytes
97,7 %), it is possible to draw a conclusion that the patient was in the highest zone of risk of APG of crises.

Conclusion. Practical interest of this supervision is caused by a rarity of this hematologic disease, the analysis of modern opportunities
of diagnostics and complexity of a choice of tactics of treatment. The medicinal therapy which allowed to reduce quantity of haemolytic cri-

ses — application of a preparation eculizumab is picked up.

Key words: anemia, intra vascular hemolysis, jaundice, thrombosis, hepatitis, paroxysmal nocturnal haemoglobinuria, flow citometry, ecu-

lizumab, hemotransfusion, system of a complement

BsepneHue

IMTapokcuszmanbHast HouHas remorynoounypus (ITHT)
SIBJIIETCSI OMHUM 13 M3BECTHBIX 3a00JeBaHUI, KOTOPOE
MMEET XapaKTePHbIM KIMHUYECKUA CUMIITOM — T€MHbIA
LIBET MOYY B HOYHOM TTEPUOI.

3avacTylo BHUMaHUe Bpadell IpUBJIeKaeT He JaHHbII
IMTATOTHOMOHUWYHbIV NIPU3HAK, a APYTUE MPOSBIEHUS, TAKUAE
Kak 00JI1 B 3KMBOTE, JKEJITyXa, PEIUANBUPYIOIINE TPOMOO-
3Bl 1 @aHEMUsI, UTO IPUBOAUT K nudbepeHIInaTIbHO-a1ar-
HOCTMYECKUM OIITMOKaM, HECBOEBPEMEHHOM MTOCTAaHOBKE
BEPHOTO A1arHo3a M 3aIio31ajoMy JICUSHUIO.

ITHT — penkas ¢popMa nmpruodpeTeHHOI TeMOJIUTHYE-
CKOM aHEeMMH, CBSI3aHHAsl C W3MEHEHUEM CTPYKTYpbI
SPUTPOLIUTOB, HEUTPODUIOB, TPOMOOIIUTOB U TIPOTEKAIO-
masi ¢ MprU3HaKaMy BHYTPUCOCYIMCTOIO FeMOJIM3a, TpU
KOTOPOM HaOJII0Aal0TCSl TEMOTJIO0OMHYPUSI, TEeMOCUIEPH -
HypUSsl, OBBILIEHWE CBOOOIHOIO reMOIIOOMHA T1a3Mbl
kpoBu. Hazpanue ITHI majo cooTBeTcTBYET CyTU 3a00J1€-
BaHUs, TaK KaK IIpYU HEM HeT HU TTapOKCU3MOB, HU 00s13a-
TeJIbHOM reMorioounypuu [1].

Dmunemuojorusa. [THI 00bIMHO quarHocTupyercs y rma-
IMeHTOB B Bo3pacTte 20—40 j1eT, HO MOXKeT BCTpedaThCs
1y TOXWIBIX [2, 3].

Hcropuueckas cnpaBka. Briepsrie [THI 6b11a oncana
P. Strubing B 1882 1., KOTOpBIiT 3aMeTUIT CBSI3b MEXIYy Ha-
3HaYEHUEM XeJie3a U pa3BUTHEM remoriaoouHypun. E. Mar-
chiafavau A. Nazari B 1911 &. u E Micheli B 1931 1. yrounwu
KJIMHUYECKYIO KapTuHy 3a0oseBaHust. B 1964 1. S. Yachnin
o0paTuJl BHMMaHKe Ha poJib ppakunn C3-KoMIuieMeHTa
B mpoliecce pacranga sputpouurtos npu [THT [4].

DTnonaroreHe3. B ocHOBe maToreHesa JeXXKUT COMaTH -
gyecKasi MyTallus B CTBOJIOBBIX KPOBETBOPHBIX KJIETKaX
reHa PIG-A (phosphatidilinositol glycan complementation
class A), pacriojaraloiierocst Ha X-XpoMOoCOMe 1 OTBET-
CTBEHHOI'O 3a CUHTE3 TIMKO3WIPOoCHaTuaANINHO3UTO-
nosoro (I'®U) sxops [5—7]. B pe3ynbrare pa3BuBaeTcs
XPOHUYECKUI BHYTPUCOCYAUCTBIN remonu3. Jedekrt
MeMOpaHbI 3PUTPOLIMTOB O0YCIOBJIEH HApYIIEHUEM CUH-
Te3a MIMKOJUINAA, KOTOPBIN «3asIKOPHUBAET» B MeMOpaHe
SPUTPOIIUTA MHOXECTBO B3aUMOJACHCTBYIOIIUX C KOM-
IJIeMEeHTOM 0eJIKOB: mpoTeKTuH (CD59, nHruburop Mem-
OpaHoaTaKylollero Komriekca), (akTop yCKOpeHUs
pacnaga (CDS55) u C8-cBsa3bIBalOIIMii OEI0K, a TaKxXKe
CD358, menouyHas ¢ocdaraza u HuU3KoaOUHHBIN pelier-
top Fc-pparmenrta JgG (FcyRIII) [6, 8—10], CDI14,
CDI16 u gp. [11]

Kimnuyeckas kaptuHa M auarHoctuka. KivHudeckoe
teyeHue [THI BapnabebHO — OT MATKOTO JOOPOKAUECTBEH-
HOTO JI0 arpeCCUBHOTO [2] B BUJIE TeMOJIUTUYECKIX KPU30B,
KOTOPBIE MOTYT ITPOBOLIMPOBATHCS MTOBBIIIICHHOMN (hr3nue-
CKOI1 Harpy3Koii, NH(PEeKIMSIMU, BAKLIMHALIMSIMUA, ITPUEMOM
HEKOTOPBIX MpernapaToB (aCKOpOMHOBOW KUCJIOTHI, TIpe-
rnapaToB KeJie3a U renapuHa) u T. 1. [5]. [Tpuctynsr 6oam
B XXMBOTE — TUMUYHBIN TTpU3HAK 3a00J1eBaHUsI, KOTOPHIA,
BEPOSITHO, CBSI3aH C TPOMOO30M ME3eHTEepHUATbHBIX COCY-
1oB [1]. ¥ MHOIMX TallMeHTOB HAOJIOAI0TCS PELIUINBU-
pylolye BeHO3HbIe TpoMOO03HI [8]. [l1aBHYIO pojib B TTaTo-
reHe3e TPOMOOTUYECKUX OCJIOXHEHUM IPUITMCHIBAIOT
BHYTPUCOCYIVCTOMY paclaay 3PUTPOIIMTOB M CTUMYJISI-
LIMM CBEPTHIBAHUS (haKTOpaMU, OCBOOOXKIAIOIIUMUCS
13 KJIeToK npu ux pacraze [1]. [TpumepHo B 15 % cityyaes
Havayio [THI' xapakrepusyercs MosiBJIeHUEM arjacTuue-
ckoit anemuu [1, 4]. I1pu kimaccuuyeckoit popme reMmoan3
MPOVICXOAUT B MIEpHOI CHa O0JILHOTO (HOYHAsI TeMOTJIO0M -
HypUsI — BBIIEJCHHE MOUYM YEpPHOTO IIBeTa HOYBIO),
YTO MOXKET OBITh O0YCIOBIEHO HEOOIBIIIMM YMEHBIIICHUEM
Houblo pH KkpoBu [2] n akTUBU3aLMEl TTPOIIEPIAUHOBOM
cuctemsbl [5]. Yucno neiikouutoB nipu [THI cHuxeHo
M3-3a YMEHBIIIEHUS KOJIMUeCcTBa HelTpoduos [1], KoTo-
pble TakKe 001a7al0T MOBBIIIEHHON YYBCTBUTEILHOCTHIO
K JUTUYECKOMY ACHCTBUIO KOMIUIeMeHTa. HapyiieHa
(byHKIIMOHATbHAS aKTUBHOCTb HEUTPOMIIHHBIX I'PaHyJIO-
LIUTOB CO CHIKEHUEM CITOCOOHOCTH K (haroimrosy, XeMo-
Takcucy. B ¢BsI3u ¢ 3TUM MallMeHTHI TTOIBEPKEHBI pa3JINy-
HBIM MH(PEKIIMOHHO-BOCTIATUTEILHBIM 3a00/1eBaHUsAM [5].
C TIOMOIIBIO 3JEKTPOHHOIO MMKPOCKOIIA YCTaHOBJICHO
U3MEHEHHEe MeMOpaHbl 3PUTPOIIUTOB, COCTOSIIIEE B TO-
SIBICHUU HEOOJBIINX TSATeH, OTBEPCTUM WM pacCIIeIuH
[4]. Pe3ynsraTthl MOp(hOJIOrMYeCKOTO UCCIEIOBAaHUS KOCT-
HOTO MO3Ta 3aBUCST OT TOr0, Ha KAKOM 3TaIle HaXOTUTCSI
3a0oseBaHue. Ha 1-M aTare HabmomaeTcst 00raThbliii 1 mo-
JIMMOPGHBIN KOCTHBII MO3T C OTYETJIMBOM TMIIepIIa3ueit
KPacHOTO POCTKa, Ha 2-M — TIOSIBJISIIOTCSI OYaru OITyCTO-
LIeHUsT U Hactymnaetr nuddysHas amnasus. [8]. B memsax
JUArHOCTUKU MCTob3yioT TecT XaMma (Th.H. Ham) u ca-
xaposHblii Tect Taptmana (E. Hartmann) [2]. JluarHo3
MOATBEPXKIACTCsS TakKe BBISIBJICHHMEM MYyTallMd TeHa
PIG-A n n3yyenueM skcrpeccun ['DU-cBsI3aHHBIX TIPO-
TEMHOB Ha KJIeTKaxX KpoBH [ 1 1] MeTO0M ITPOTOYHOI LIMTO-
METPUM C MOHOKJIOHAJbHBIMU aHTHTedaMu K [DOU-
SIKOPHBIM IpOTerMHaM (MMMYHO(hEHOTUIIMPOBaHME).
PannuM u nmocroBepHbIM Tipu3HakoMm [THI-genoTuma
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apisiercs akcnpeccust DU -cBsI3aHHBIX TPOTEMHOB: DKC-
npeccuio CD14 u CD48 onpenensioT Ha MOHOIWTAX,
CDI16 u CD66b — Ha rpanynonurax, CD48 u CD52r —
Ha Jumporurax, CD55 u CD59 — Ha spurpoumTax,
CD55, CD58 1 CD59 — Ha TpoMbonuTax [5].

Jnddepenmmansias muardoctuka. JuddepeHiansHyo
JIMAarHOCTUKY MIPOBOJAT C APYTUMU BUAAMY TEMOJIUTUYECKIX
aHEeMMUI1, OCTAIbHBIMU BUIAMU TEMOTJIOOMHYPUH, OUPMEPOB-
CKOM aHemueit, a pu uurorneHndyeckom Bapuante [THI —
¢ aractuueckoii aHemmeir [2, 5]. Ocoboe BHUMaHUE
pY IUATHOCTUKE CIEAYET YIEJISITh OCTPOU XUPYPIUUECKOM
MaToJ0ruu (TPOoMO03 Me3eHTEPUAIBHBIX COCYIOB U 11p.) [4],
HaJIMUYMIO 00pa30BaHMUIl B XKETyIOUYHO-KUIIIEYHOM TpaKTe
1 3a0oeBaHMSIM Touek [ 1]. B iurepatype onmcaHsl onepa-
uun y 6onbHBIX [THT B ¢BsI3M ¢ TTOmo3peHreM Ha OCTpPhIi
aMmneHIUIINT, XeTYeKaMEHHYI0 OOJIe3Hb, SI3BY XKETylKa,
BIUIOTH 10 ractpakromuu [1]. I[THIT cnemyeT 3amomo3puthb
y HaIlEeHTOB ¢ HEOOBSICHUMBIM I'eéMOJIM30M B aHaMHE3e,
HaKJIOHHOCTBIO K IIUTOIEHUU Y KOCTHO-MO3TOBOM TMIIO-
IU1a3un, TPOMOOTUYECKUMU 3MU304aMH [5].

Jleuenne. OCHOBHBIM METOIOM JICUCHUSI 10ITOE BPeMsI
SIBJISITIACh CUMITTOMAaTHUYeCKasl TeMO3aMeCTUTeIbHAsI Tepa-
s [1]. TlpeanpuHUManch MOMBITKY JIeYSHUS OOJTbHBIX
AHTUTUMOILIUTAPHBIM TJI00YIUHOM, 3(PHEKT OT KOTOPOTO
ObLT HEMOJIHBIM U HECTOMKUM. MIMEeIoTCs CBEAEHUS O M0~
JIOXHUTEILHOM OIbITe IIPUMEHEHUS LIMKJIOCIIOprHa A [5].
CriieHOKTOMUS MPAKTUIECKU HE TIPUHOCHUT YIyJIIeHUS
npu [THI [1]. ETMHCTBEHHBIM palMKaIbHBIM CPEACTBOM
Teparuy CUMTAeTCsl TPAaHCILIAaHTALMSI KOCTHOTO Mo3Ta [5].
Ha ceronnsmnuii neHs B mupe ais geyeHus: [THI pu-
MEHSIOT TIperapaThl Ha OCHOBe 3Kynau3ymaba. CD55+
perynupyeT oopazoBaHue 1 cTadbmibHOCTh C3- 1 C5-KoH-
BepTas, B To BpeMs Kak CD59+ 6iokupyeT (hopMupoBaHue
MeMOpaHOaTaKyIOIIEro KOMILIEKCa, COCTOSIIETO U3 KOM-
noHeHToB C5b, C6, C7, C8 u HecKoJbKux Mojekysa C9.
DKynu3ymao SBISIeTCS YeJI0BEUECKUM MOHOKIIOHAIBHBIM
AHTUTEJIOM K KOMITOHEHTY KoMruieMeHTa C5, KOTOPBIiA,
MpenoTBpalias ero akKTuBaluio 1 mnpeBpaiieHue B C5b,
MPEISITCTBYET 00pa30BaHUI0 MEMOPaHOATAKYIOIIETO KOM-
IIeKca 1 TeMon3y sputpouuTos [12, 13].

IIporno3 ITHI 3aBucUT OT xapakTepa €€ TE€YEHUS:
JaCTOTBI M TSKECTU TEMOJUTUYECKUX KPU30B, HATMYMS
ocnoxHeHuii [5]. CpenHsii MeanaHa BBIKMBA€MOCTU —
10 neT. B penkux ciayyasx HaOJItomaeTcs MoJiHas peMUCCHUS
U BBI3IOPOBIICHUE, YTO TOBOPUT O BOZMOXKHOCTH ITOJTHOTO
obpaTHOTO pa3BuTHA Tpoliecca [1]. 3aboieBaHNe MOXKET
TpaHCc(OPMUPOBATLCS B OCTPBIN JIEUKO3 WIN MUEIOIN-
crutacTUYeCKuii cuHapowm [2, 5, 14, 15].

Onucanue cnyyas

boavnoii, 50 aem, 6 nosope 2010 e. nocmynua 6 npuem-
HOe omadeneHue CMayuoHapa ¢ Hcar00amu Ha JHCeAmyuHOCmMs
CKAED, KONCHBIX NOKPOBOG, NOMEMHEHUE MOYU, HeBbIPANCEH -
HYH 00wyt c1abocms, KOMopble NOABUAUCH He3a00420 (0KO-
A0 2 Hed) do eocnumanuzauuu. YcuneHue dceamyuHocmu
cmano no8odoM 015 00pauleHus 8 CMauUoHap.
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U3 anamnesa uzeecmno, umo nayueHm 310ynompeonsin
ankoeonem. boln eocnumanusupoean 6 2acmposHmeposoU-
yeckoe omoenenue ¢ OUAzHO30M XPOHUHECKUI eenamum an-
Ko2onbHo20 eeHesa. B pamkax odughgpepenyuanvroii Ou-
A2HOCMUKU CUHOPOMA JHCeamyXu Obiau UCKAIOYEHbl GUPYCHblE
eenamumol, oHkonamonoeus. Ilpu yaempazeykoeom uccie-
dosanuu opeanos bPWHOLU noaocmu 0bl1 0OHAPYICEH KOH-
KpemeHm 8 dceauHom nyswvipe 0o 15 mm, umo moeno bvl cay-
JHCUMb NPUHUHOU PA3BUMUS MEXAHUYECKOU Jceamyxu,
00HAKO KOHKpeMeHm 0bla Henoo8UNICHbIM, OAHHbIX 00 00-
CMPYKYUU HCeAe8bl800UUX Nymell He 0bl10, U MUNUYHO20
npucmyna neueHouHol KoAUKU 6 aHamuese y 004bH020 He Ha-
omodanocsy. B obuem ananuze Kpogu omme1anacs MaKkpouumap-
Has (cpedHuil obsem spumpouumos — 114 ¢on), eunepxpomuas
(cpednee codepaicanue eemoenobuna 8 spumpoyume — 34,4 ne)
aHemus (yposeHvb cemoenobuna — 74 /1), ymepenHo 8vipa-
acennblil aetikoyumos (16 < 10°/1) co cosueom aetikoyumap-
Holl ghopmyabl 6160 (naroukosidepHole HeUmpopuivl —
12 %). Coieopomouroe xcenezo cocmaguno 20,17 mkmonsv/n
(Hopma 10,7—28 mrmonv/n). [lo dannbim 6uoxumuueckozo
aHanu3a Kposu 8visi8aeHbl 2unepouupyouHemus (0wl ouiu-
pyoun — 50,3 mmons/n, npamoil 6usupyoun — 7,7 MmMons/1)
u eunepghepmenmemus (aranunamunomparcgepaza — 50 Ed/n,
acnapmamamurompaucgepasa — 54 Ed/a, rakmamaoeauopo-
eenasa (JIAT) — 1026 Ed/n). Yposens eumamuna B, , 6 kpo-
eu — 200 ne/mn (nopma 200— 1000 ne/man). Jannvie uzmere-
HUsL OblaU pacuenensl Kak nposerenus B, ,-Oeuyumnoi
aHemulu ¢ yuemom ank0201bH020 2eHe3a XPOHUHECK020 cenda-
muma. [layuenmy Obina pekomendogana 3amecmumensHas
mepanus eumamutrom B, u goauesoii kucromoi, na gone
Komopoil nabarodasack caabonoaoNcumenvHas OUHAMUKA
6 8uUde yMeHbUeHUs HCAMYUHOCMU KOXICU, CKAep U yeeauye-
HUs YposHs eemoenobuna 0o §4 2/x.

Ilocae e6vinucku coxpausanace ’ceaAmyuiHoCms cKaep
U KOJICHbIX NOKP0608. TIpu s3mom 604bHOL ommeyan nepuoou-
ueckoe nosieaeHue mouu yepHoeo yeema. llockonvky omcym-
cmeosan aghghexm om npogodumoil mepanuu, 6 mapme 2011 e.
oH ObL1 NO8MOPHO 20cnumanu3uposar 6 cmayuonap. Coxpa-
HAAACH MAKPOUUMAPHAS U 2UNEPXPOMHASL AHEMUSI C MAKCU-
MAAbHbIMU 3HAYEHUAMU YPO8HsL 2emoanobuna 93,5 2/ Ha go-
He 3amMecmumenbHoil 2eMOmMpPaHc@Y3UOHHOI mepanuu,
Aetikouumos 0o 22 < 10°/4, makoice noSGUACS peMUKYAOUU -
mo3 0o 5,8 %. Ilo pezysvmamam 6GUOXUMUHECKO20 AHAAU3A
Kpoeu Habadanuce cunepousupyouHemus, npeumyulecmeeH-
HO 3a cuem ppaxyuu Henpsamoeo OUAupyouHa, u eunepgep-
menmemus. Hndekc cghepuunocmu apumpoyumos cocmasun
2,3 (nopma 3,4—3,9). Jlannvle muenoepammoi Oblau Hecheui -
Guunbl.

Xapakmepnas KAuHuueckas KapmuHa C GblpadiCeHHbIM
CUHOPOMOM JICeamyxu, He CONPOBONCOAIOUUMCI KOICHbIM
3ydom, a makice danHble AAO0PAMOPHBIX UCCAE008AHULL CBU-
demenbcmeosan 0 HAAUMUU Y NAUUEHMA 2eMOAUMUYECK Ol
avemuu. B pamkax onpedenenus aymoummyHnozo npouc-
XooicleHus nocaedneil  xode 06¢1e008anUs ObLAU UCKAIOYEHbL
peemamonoeuyeckue 3aboneeanus (anmumena Kk JAHK —
4 ME/ma, 6044aHOUHbLI QHMUKOAYASHIM — OMPUUAMENb-
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Houil, LE-kaemku, peemamouodrslii pakmop He 0OHaApydiceHbl,
aumucmpenmoausun-0O — 165 ME/ma, uyupkyaupyrowue
ummyHHole Komnaexcol — 3 EJl, ummyrnoenodyaunot A, Mu G
6 Hopme u m. 0.). Ilpu nopmanvrom ypoere eumamuna B,
u poaamos 6 kposu, omcymcmaeuu dgpgexma om 3amecmu-
menvHoll mepanuu He noomeepounace B, ,-porueso-
Oehuyummuas amemusi Ha (POHe ANKO20NBHO2O NOPANCEHUS.
neueHu. 3HauumenvHoe CHUMNCeHUe UHOeKCa coepuvHOCmu
10380AUA0 NPEONOA0ICUMD HAAUYUE Y O0AbHO20 HACAeOCH-
BEHHOU MUKPOCPHEPOUUMAPHOLL AHeMUlL.

B urone 2011 2. Ha gone noanoeo baazonoayyus y na-
Yuenma nosieUAUCh 00bIWKA, NYAbCAYUs 8 YUlax u oH Obin
NOBMOPHO 20cnUmManu3uposat ¢ cmayuonap. Habawdaroce
nadenue ypogHs eemoenobuna 0o 53 e/a, Hapacmawnue pe-
mukynoyumosa do 9,2 %, yeeauuenue codepxycanus JIAT
do 2180 Ed/a. Jlannas cumnmomamuka coomeemcmaosand
KAUHUHECKOU KapmuHe 2eMoAumu4eckoeo kpusa. Heoowno-
KPamHo Oblau noayHeHsv OmpuyamenbHole pe3yavsmamol on-
pedenerusi c60000H020 2eM02A00UHA NAA3MbI KPOBU U MOYLL,
eemocudepuna 6 moue. [losmopHuvie pe3kue yxydutenus co-
CIMOSAHUS 8 BUOE YCUNCHUS HCEAMYUHO20 CUHOPOMA, AUXOPAO-
KU U BbIPAINCEHHBIX NPUSHAKO8 2UNOKCeMUU O0AbHOL OmMeHan
6 urone u aseycme 2011 e. Bo épems naxoixcdenus 6 cmayuo-
Hape 3apecucmpuposansl. mpom603 NOOKAOUUUHOU 6eHbl
cnpasa, a makice 2emocudepuHypusl.

Peyuodusupyrowue eemorumuueckue Kpusbl, emocude-
DPUHypUsl, mpom603 HOOKAHUHHOU 6eHbl, UCKAUEHUE AYMO-
UMMYHHOU U ANAACMUYECKOl aHemMuu no360auau npeonono-
JACUMb HaAUMUe Y RAYUEHMA NPUOOPEMEHHOL 2eMOAUMUYECK Ol
anemuu — ITHT. Jlns noomeepicdenus 3moeo 3a004e6anus
0bL10 NPOBEOCHO UMMYHODEHOMUNUPOBAHUE KPOBU MEeMOO0OM
npomouroi yumomempuu. Ilo eco dannwvim: spumpouyumaot I mu-
na (nopmanvhas sxcnpeccus CDS9) — 87,0 %, 1l muna
(wacmuunbiii depuyum CD59) — 0,3 %, 111 muna (noanuwiii
Oechuyum CDS9) — 12,7 %; monoyumoi ¢ depuyumom FLAER/
CD14 — 93,3 %; epanyroyumoi ¢ degpuyumom FLAER/CD24 —
97,7 %. Ummyrnopenomunuposarue evis6uno naruque ITHI -
KAOHA cpedu apumpoyumos, epanyiouumos u MOHOYUMOE.
C yuemom 0epomMHO20 pazmepa KAOHA (HA ePaHYAOUUMAx
97,7 %) moxucro ceaamv 861600 0 MOM, YMO OOAbHOI HAXO-
duacs 6 Kpaiine evicokoil 3one pucka IIHI-kpu3zos, a 3na-
YUMeNbHas PAHUUA 8 KAOHE MeNCOY SPAHYA0UUMAaMU U 3pu-
mpoyumamu, cKopee ceeo, 6blia 00yCA061eHA MACCUBHBIM
eemonuzom nocaeonux. Taxum obpazom, noomeepounocs
Haauuue y nayuenma Kaaccuueckou gopmot IIHI ¢ vipa-
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