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Peztome. Ilpedocmasnenvl pe3yrbmamsl UCCAEO08AHUS KIUHUKO-TAOOPAMOPHLIX NOKA3amenetl
nap0Kcu3Ma]ZbH012 HOYHOU 2eM02J106tupuu npu aniacmuyeckou anemuu. Buvisignenvl cmamucmuqecku
3HA4YuUMble Koppeliayuu, npe()ﬂoofcenbz ouazrHocmu4eckue Kpumepuu 3a0601e6aHUAL.

Knrouesvle cnosa: napoxkcusmaibHas HOUHAsL 2eMO2N00UHYpust, Kiacmep ougghepenyuposKil.

Resume. Study results of the clinical and laboratory parameters of paroxysmal nocturnal
hemoglobinuria with aplastic anemia are presented. The statistically significant correlations are
detected, diagnostic criteria of the disease are proposed.

Keywords: paroxysmal nocturnal hemoglobinuria, cluster of differentiation.

AxkTyanbHOcTh. [lapokcusmanbHas HouHas  remoryioownypuss (ITHI) —
3a00JieBaHNE, COIMPOBOXKAAIOIICECS MMOPAKECHUEM MYJIbTUIOTEHTHBIX KPOBETBOPHBIX
CTBOJIOBBIX KJIETOK.

Ha moBepxHOCTH HOpPMaJbHBIX JPUTPOIMTOB HMEIOTCS HECKOJIBKO OEIKOB, HE
JAIOMUX BO3MOKHOCTU KOMIUIEMEHTY JIM3UPOBATH SPUTPOLUTHI. ITO B MEPBYIO OYEpPE.lb
DAF-daktop. DAF — decay accelerating actor, 4to 3Ha4uT (haKkTOp, YCKOPSIOIMIUNA pacma.
Nmeetcs B Buay mpu 3ToM (HaKkTop, YCKOPSIONINI paciaa KOMIUIEMEHTa, €CJIM OH CaJIuTCA
Ha IOBEPXHOCThb 3puTponuTa. Ha HOpMajabHBIX SPUTPOIUMTAX OOHAPYKUBAETCS TAKXKE
daxtop MIRL — membrane inhibitor of reactive lysis, nHrHOUpyOIIN PEAKTUBHBIN JTH3HC
sputporuToB. Oba ¢akTopa JIETKO ONPENENSIOTCS TpPU TOMOIIM MOHOKJIOHATBHBIX
antutes. DAF-daktop oOHapyXuBaeTCs MpPU TOMOIIM MOHOKJIOHAIBHBIX aHTUTENT K
antureny CD 55, a dbakrop MIRL npu momMomiy MOHOKJIOHATBHBIX aHTUTEN K aHTUTEHY
CD 59. Taxxe Ha MeMOpaHe JTeHKOIUTOB pacmosaraercs npotenH CD 14 (oTBedaer 3a
pacmo3HaBaHKWE JIATIONOJMCAxXapuaa HWHPEKIMOHHBIX areHToB), mnpotenH CD 16 B
OCHOBHOM Ha TPOMOOLIMTAaX M MOHOLMTAX ((PyHKUIMEH KOTOpPOro sBJseTca (haroluTo3 U
aHTUTEN03aBUCUMAsT ITUTOTOKCUYHOCTh). DTH OCNKH CBSI3aHBI C TUAPODUIHHONW YacThIO
MeMOpaHbl Kak Obl sikopeM. Takum sikopem ciy:kut GPI — glycosyl-phosphatidylinositol.
[Ipu ITHI' ycranoBneH aehuiuT riOKO3uil-hochaTuIuINHO3UTa U C ITHM CBS3aHO
OTCYTCTBHUE Dsijia OEJIKOB Ha OBEpXHOCTH dpuTporuta, DAF-dakropa, MIRL-dakTopa, a
Takke MenoyHor ¢Gocdaraspl Ha MOBEPXHOCTH HEHUTpodmiioB. B cuHTE3e MOJEKyIbI
TITIOKO3WI-(h0oChaTUIMITHHO3UTA YIaCTBYIOT 9 depMeHTOB. ['pymimnoi AmoHCKUX yueHbIX (J.
Takeda, T. Kinoshita, 1993) Opu10 mokazano, yto mpu [IHI' umeercs myTtarusi reHa,
KOJMPYIOMIETO OJIUH U3 3TUX (DEpMEHTOB. DTOT reH npuHATo 0603Hadath PIG-A, T.e. reH,
HEOOXOAMMBIA  JUIsi  cuHTe3a  (epMeHTa,  y4yacTBYIOLIEro B OOpa3oBaHUU
dbocharnnunrHO3UTa-TIIOKaHa kiacca A. Mmeercs coMmarudeckas MyTalusi TEHa,
pacnonaratomierocst B X-xpomocome (puc. 1). Takoit xe pgedekr oOHapyKeH B
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HeiiTpopmiax U TpomOouutax. OTCYTCTBUE HA MOBEPXHOCTU KIIETOK IMAaTOJIOTMYECKOTO
KJIOHa O€NKOB, (PaKTOPOB, MPEMATCTBYIOMIMX (PYHKIMH KOMIUIEMEHTa, U MPUBOJIUT K
aKTUBU3AIIMH KOMIUIEMEHTA U K JIM3UCY SPUTPOLIUTOB, HEUTPO(DUIOB U TPOMOOLIUTOB.
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Pucynok 1 — Otuonarorenes [THI

Hean: [Ipoananu3upoBaTh KIMHUKO-IA00paTOPHBIC MTOKA3aTEIU MApOKCHU3MaIbHON
HOYHOM TeMOTrJI00MHYpUH Y MAIIUEHTOB C aIJIACTUYECKON aHEMUEH.

Marepuan u metoabl. MatepuanioM AJisi UCCIIECIOBAHUS SIBUJIUCH MEIUIIMHCKHUE
KapThl CTAllMOHAPHOTO TMAalMEHTa |7 TAIMEHTOB YYPEXKACHUS 3ApaBOOXpPAaHCHUS “‘9-4
ropojcKasi KIIMHU4YecKas 00apbHUIA” T. MUHCKa ¢ muarHo3oM AA Tspkenoit ctenenu, [THI,
3a nepuog ¢ 2002 mo 2014 roxwl. beutn mpoaHanu3upoBaHBl aHaMHE3 3a00JEBaHUA,
pe3ynbTaThl OOIEro aHajiu3a KPOBH, OMOXMMHYECKOTO aHallu3a KPOBH, MPOTOYHOU
uToMeTpun (ypoBeHb comepxkanus mosekyn CD 14, CD 16, CD 55, CD 59). OcuoHo#t
METOJ/I UCCIIEJIOBAaHUSI — aHaIM3 UCTOpHUM Oo0JIe3HEH, TUTEepaTypHBIX JaHHBIX, 00paboTKa
JTAHHBIX OCYIIIECTBIICHA C MTOMOIIbIO cTaTUCTHYECKOoro nakera "Craructuka". s orneHku
KOPPEJAIMOHHON 3aBUCUMOCTH HCIOJIb30BaICH KO3 UIMeHT Koppesiuuu CrupMmeHa.
3nauenue P<0,05* cunraercs CTaTUCTUYECKU JOCTOBEPHBIM.

Pesynabrarbl M HMX 00Cy:XIeHHMe. YCTaHOBJEHO, 4YTO CpPEOHUU BO3paCT
Bo3HUMKHOBeHUsA AA 32,4 roma (min=19, max=55; 95 % JAN=26,7 — 38,2). IIuTenbHOCTh
AA no passutusa ITHIT 3,3 roma (min=1, max=6,3; 95 % JAU=2.4 — 4,2). XeHII1HbBI
ooneror B 1,4 pasa yamie. Cpennuii Bo3pact Bo3HuKHOBeHUs [THI' y myxuun 37,8 ner
(min=22, max=58; 95% JAWN=26,7 — 55), cpenuuii Bo3pact Bo3HMKHOBeHHs [THI y
eHuH 35 et (Min=25, max=45; 95% JA1=30 — 40).
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[Tpu AA+ITHI" yposens JIJII' 2053,2 Exn./n (95% AM=1207,3 — 2899,1; min=372,
max=5595), yposenn ramronmoomra 0,0453 v/ (95% AN=0,0262 — 0,0644; min=0,
max=0,1253), kommgecTBO TpombOoIuToB 94,2x10"9/11 (95% JAN=65,2 — 123,3; min=13,
max=195), kommdecTBO H3puTporuToB 2,9x10"2/m (95% AU=2,4 — 4,6; min=1,93,
max=4,7), KoIu4ecTBO JerkouuToB 3,5%10°9/1 (95% AN=2,4 — 4,6; min=0,62; max=9,3),
ypoBenb CD14=34,2% (95% OW=17,1 — 51,3; min=0,6; max=93,7), yposenr CD16=
44,6% (95% JN=25,7 — 64,1, min=0,8; max=94,3), ypoBenp CD55=62,4% (95%
=473 — 77,6; min=13,7, max=95,9), yposenr CD59=65,9% (95% JAN=51,6 — 80,2;
min=16,1; max=97,3).

[lo pe3ynbraTam aHaidM3a OTMEYACTCS HAJMYME CTAaTUCTUYECKH 3HAYMMBIX
Koppessiuit (koadpduuent Crnupmena) mexay 3nadenneM JIII' u CD14 (R = -0,461; P =
0,04; N =17), JIAI' u CD16 (R =-0,424; P = 0,04; N = 17), JIAI" u rantormoouna (R =
0,411; P=0,04; N = 17).

3akiouenue. [lo pesynbraram mpojieinaHHoOM pabOThl MOXKHO CII€TaTh CIEAYIOIIHE
BBIBOJIbL: BBISIBJIEHBI CIEAYIONINE KIMHUKO-TabopaTtopHble npusHaku [THI': moBbImeHHbIM
ypoBeHb JI/II'; moHmxkeHHbI ypoBeHb ranrorioduna, CD 14, CD 16, CD 55, CD 59,
TPOMOOITUTOB, JIPUTPOIUTOB, JICHKOIIMTOB; HA OCHOBAHUM CTATUCTUYECKH 3HAYUMOU
koppemsinuu Mexay JIJII' u CD 14, JIAI' u CD 16, JIAI' u rantorioOMHOM MOKHO
caenath BbIBOJ 00 ucrnonb3zoBanuu JIJII kak 3HaunMoro kpurepust Juist auarnoctuku [THT
npu AA; B HCCIIEIOBaHUU OBLIO MOJTBEPKJICHO, YTO MPOTOUHAS] [IUTOMETPUS SIBIISACTCS
“30710TBIM cTaHAapToMm” B auarHoctuke [THI; ps mansueimero uzydenus [THI pu AA
HEOOXOJMMO HCCJIEIOBATh BCEX MAIlMEHTOB ¢ AA Ha MOMEHT YCTaHOBJICHHS JHArHo3a
METOJIOM MPOTOYHOM HUTOMETpUH ¢ onpeaenenuem yposus CD 14, CD 16, CD 55, CD 59

" aaJICC YCPEC3 paBHBIC ITPOMCIKYTKH BPCMCHHU.

HNudopmanusi 0o BHeApeHHM pe3y/JbTAaTOB HccJenoBaHus. [lo pesynpTaraM HacTOSIIETO
HCCIIEIOBaHMs ONyOJIMKOBaHO 1 cTaThs B COOpHMKAX MaTepUaloB, 5 TE€3UCOB JOKJIAAOB, MOJyYeH | akr
BHeIpeHUsT B oOpas3oBarenbHbIM mporecc (2-1 kadenpa BHYTpeHHHX Oose3Hel, benopycckuit
roCy/1apCTBEHHBI MEAUIIMHCKUI YHUBEPCUTET).
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CHARACTERISTIC CLINICAL AND LABORATORY PARAMETERS
PAROXYSMAL NOCTURIAL HEMOGLOBINURIA IN PATIENTS WITH
APLASTIC ANEMIA
Tutor associate professor V. I. Kurchenkova
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