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Peztome. Jlannas paboma nocesweHa onpeoeneHuro KIUHUKO-1a00pamopuvix nokazamenetl
napozcczwmaﬂbHoﬁ HOYHOU 2eM02ﬂ06tupuu Yy nayueHmoe c aniacmuyeckotl aHeMueﬁ, a makoe
06Hapy9fceHu;0 cmamucmu4ecku 3HaYuMou Koppesiyuu Meofcdy 6bIAB/IEHHbIMU noKasameisimu.

Knroueewvie cnosa: napoKCcusmaibHaAd HO4YHAas 2€M02Jl06tupu}l, npomodHas yumomempus.

Resume. This work is dedicated to determing the clinical and laboratory parameters of
paroxysmal nocturnal hemoglobinuria in patients with aplastic anemia and detecting the statistically
significant correlation between the identified indicators.

Keywords: paroxysmal nocturnal hemoglobinuria, flow cytometry.

AxkTtyanbHOcTh. [lapokcu3manbHas HouHas remorioOunypus (ITHI) —
3a0oJjieBaHuEe,  OOYCIOBJIEHHOE  MPUOOPETEHHBIM  KJIOHAJIBHBIM  PacCTPOMCTBOM
reMOIIO3TUYECKUX CTBOJIOBBIX KJETOK M  XapaKTepU3ylolleecs HeCTaOMIbHOCTHIO
KJIETOYHBIX MEMOpaH KJIETOK KJIOHA (IPUTPOIUTOB, HEHUTPO(DUIOB U TPOMOOIIMTOB) C
MOBBIIIEHHON WX YYBCTBUTEJIBHOCTBIO K KOMIUIEMEHTY, OCHOBHBIM HPOSIBICHUEM
KOTOPOTO SIBJISIETCS XPOHWYECKUA BHYTPUCOCYIUCTHI TEMOJU3 C TEeMOTJIOOMHYpPUEH,
reMOCHepUHYpUEel U pa3BUTHEM aHeMUH. boje3Hb Hepeako ocnokHseTcss TpomMOo3aMu
nepudepruyeckux BeH U COCY10B BHYTPEHHUX OPraHOB.

AKTYyanbHOCTh JaHHON paboThl oOycinoBieHa Tem, yto IIHI' sBnserca penkum
3a00€BaHUEM C PACIPOCTPAHEHHOCTHIO OT 5 10 16 ciydaeB Ha MWJUJIMOH HACEJIEHUS;
MIPUMEPHO YETBEPTH BCEX CIY4YaeB MAPOKCHU3MATbHOM HOYHOM IreMOTJIOOMHYpPUH CBsI3aHa C
ariacTuueckot anemueit (AA), mu6o Bo3HuKaeT u3z AA, mubo B Hee MepexoauT; 00Ie3Hb
MOpaXKaeT JIOACH pa3IMyHOrO BO3pacTa; BCTPEUYAETCS HECKOJIbKO Yallle y *EHUIUH W, B
L[EJIOM, SBJISIETCSI MAJIOU3YYEHHBIM 3a00JI€BaHUEM.

[Tapokcu3zmainbHast HOYHAs  TEeMOMVIOOMHYPHUS —  3T0 3a0oJieBaHue,
XapaKTEPHU3YIOLIEeCs NOpaKEHUEM MYJIbTUIIOTEHTHON CTBOJIOBOM KJIETKH-
npenuecTBeHHUIBI. [IpuunHoil 3a001eBaHus SBISETCS MOPAKEHUE TeHA, OTBETCTBEHHOTO
32 CHHTE3 TIHMKO3WI(POCHOTUIUINHOZUTONBHOTO SKOPS, JIOKAIM30BAaHHOIO Ha X-
XpOMOCOME. OJTOT SIKOPb MPHUCOEIMHSET K 3pEJIbIM KIE€TKaM psJ [POTEHHOB:
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TITMKO3UI(HOCPOTUMITNHOZUTON-3aIKOPEHHBIN TJIMKOITPOTEUH CD14,
AKCIIPECCUPYIOIIMKCA Ha JelKomuTax (MPerMYIIECTBEHHO HeWTpoduiax) u ciabee Ha
MOHOIIMTaX MW Makpodarax, OTBEYaeT 3a paclo3HaBaHUE JUIOIMOJIKUCAXapua
MHQEKIMOHHBIX areHTOB; TIMKO3MWI()OCHOTHININHOZUTON-3asIKOPEHHBIM WHTETPaTbHBIN
meMmOpanHsiii 6eok CD16, skcrpeccupyromuiicss B OCHOBHOM Ha 3pEIIbIX €CTECTBEHHBIX
KJIeTKax-KWlepax, HEKOTOpbIX T-kieTkax, HeilTpodunax um makpodarax, (yHKIHeH
KOTOpOTro  siBisgercs  (aromuro3 W AHTHUTENO03aBUCUMas  IIMUTOTOKCHUYHOCTB;
TITUKO3WI()OCHOTUANINHOZUTO-3asIKOPEHHBIN TJIMKONPOTEUH KJIETOYHOW TMOBEPXHOCTH
CDS55 sxcnpeccupyeTcss HA MHOTHX TKaHSIX, B TOM YHCJI€ Ha DPUTPOHMIHBIX KIETKAaX U
npeAcTaBiIsier coboil  (QakTop, YCKOPSIOMMKA  pacraf KOMIUIEMEHTa;  TaKxkKe
TITUKO3UI(OCPOTUANITNHOZUTON-3aAKOPCHHBIN TJIMKOMPOTEHH KIJIETOYHOW MOBEPXHOCTH
CD59, wuHrunOupyromuii peakTUBHBIA JU3UC SPUTPOIMTOB, HKCIPECCUPYETCS Ha
SPUTPOLIUTAX.

Takum oOpazom, GopMupyeTcsl NMaTOJOTHUYECKHA KJIOH KJIETOK Ha MOBEPXHOCTH
KOTOPBIX CHIDKEHA OKCHOPECCHs KOMIUIEMEHT WHAKTHBUPYIOMIMX NPOTEMHOB U
YBEJIMYUBACTCS UYBCTBUTEIHHOCTh KJIETOK KJIOHA K KOMIUIEMEHTY HOpPMAaTbHON
aKTUBHOCTH. B CBOIO odUepenpb 3TO MPUBOAUT K TEMOJU3Y 3PUTPOIUTOB, TPOMOOIIUTOB,
HEUTPOPHUIIOB U TPOMOO3aM.

3a0osieBaHWE HAYMHAETCA MWCIOABOJb, B psae ciayyaeB octpo. OOocTtpeHue
3a00JIeBaHUsl BOCIIPUHUMAETCS MAllUEHTOM, KaK Hauajio 0OJIE3HH.

OnHa 13 nepBhIX ka0 — royioBHas 00Jb, 00JIb B AKUBOTE Pa3IMUHON JTOKAIU3ALHH,
pBOTa, 3aTéM MPHUCOEIUHSIOTCA TEMOIVIOOMHYpHsT M TeMocuaepuHypus. YacTbl
OCJIOKHCHHS B BHJIE TPOMOO30B.
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Pucynok 1 — Otuonarorenes ITHI'

Hean: Ilpoananu3upoBaTh KIMHHUKO-JIa0opaTtopHble Xapakrtepuctuku I[IHIT y
MMAlIMEHTOB C arJIaCTUYECKON AHEMUEH.

3agaumn:

1. IIpoana3upoBaTh COCTAB IPYMIIBI 10 TIOJIy M BO3PACTY.

2. Onpenenenne KIMHUKO-1a0opatopHbix nokasareneit [THI mpu AA.

3. BeisiBiIeHHE KOPPETSALUHA MEXAY OTACIbHBIMU N3Yy4Ya€MbIMH MOKA3aTEISIMH.

4. Bo3M0OXHOE MpeJIoKeHne Auarnoctuiaeckux kpurepues [THI.

Marepuaa u Meroabl. beuta mpoBeaeHa pabora ¢ MEIUIIMHCKUMHU KapTamu 17
manpeHToB 9 I'Kb r. Muncka ¢ muarHozom AA, ITHI', c¢ 2002 mo 2014 ronpl. beuin
MPOAHAIM3UPOBAHbl aHaMHe3 3a00JeBaHUs, PE3yNbTaTbl OOIIEro aHaliu3a KPOBH
(KOIMYECTBO TPOMOOLIMTOB, 3PUTPOLUUTOB M JIEUKOLIMTOB), OMOXMMHUYECKOTO aHaIu3a
kpoBu (ypoBeHb JIJII' m ranrorioOuHa), NaHHbIE NPOTOYHOM LUTOMETPUHU (YPOBEHD
coaepxkanus Mmosekyin CD 14, CD 16, CD 55, CD 59). O6paboTka JaHHBIX OCYIIIECTBICHA
C TMOMOULIBI0 cTaThcThueckoro makera "Cratuctuka'. sl OLEHKH KOPPEISIUOHHON
3aBUCUMOCTH HCTOJb30BajICs Koddduiuent koppensiuuu Crnupmena. 3Hauenue P<0,05*
CUMTAETCS] CTATHCTUYECKH JIOCTOBEPHBIM.

[IpyuHuMno  MeTola MPOTOYHOM  IUTOMETPUM OCHOBAH HA  PETHCTPALIMU
(hITFOOPECHICHITUN 1 CBETOPACCESIHUS OT KaKJIOW OTACIBHO B3STOM KJIETKH B KIIETOYHOM
cycnen3un. CycrneH3us KIETOK MOJ JaBJICHHEM IOJAETCS B MPOTOYHYIO SYEHKY, TIe 3a
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CYET Pa3HOCTHU JIABJICHUN MEXKIy 00pa3iioM U 00TeKaromel KUIKOCTHIO KIIETKH, HAXOSCh
B JIAMUHApPHOM IOTOKE >XUJKOCTH, BBICTPAMBAIOTCS B IEMOYKY JPYyr 3a JApyrom (Tak
Ha3bpIBaeMoe TUApoANHaAMHUYecKoe ¢GokycupoBanue). KieTku ogHa 3a Ipyrol mpoXomsT
yepe3 JIa3epHbIM JIyd, a BBICOKOUYBCTBUTEIBHBIE JETEKTOPHI, PACHOJIOKEHHBIE BOKPYT
MPOTOYHOM SUYEHKH PETUCTPUPYIOT (PIFOOPECIIEHIIUIO U PACCESHHOE JIa3ePHOE M3IyUCHHE
Kaxaon kieTkd. [lomydeHHBIM CUTHaAN mepemacTcss B KOMIIbIOTEp, oOpabaThIBaeTcs, W
MOJTyYEHHBIE JaHHbIE 0TOOPaXKar0TCs B BUJIC PA3IMYHBIX TpaQUKOB U ructorpamm|3].

Pe3yabrarbl U ux o0cyxkaenue. Cpequuii Bo3pacT BO3HUKHOBEHUsI AA 32.4 rona
(min=19, max=55; 95 % JAN=26,7-38,2). lnutenprocts AA mo0 passutus ITHI' 3,3 roma
(min=1, max=6,3; 95 % [1=2,4-4,2). CoOTHOILICHUEC MEKAY MY>XUMHAMH U JKCHIIIMHAMU
cocraBuio 1,4:1,0. Cpennuii Bo3pact BosaukHoBeHHs [THI y myxunn 37,8 et (Min=22,
max=58; 95% JIN=26,7-55). Cpennuii Bo3pact Bo3HuKkHOBeHus [IHI y xeHmuu 35 ner
(min=25, max=45; 95% JN=30-40). ITlpu AA+IIHI": cpennuii ypoenn JIJAI' - 2053,2
En/n (95% JA1=1207,3-2899,1; min=372; max=5595), cpennuii ypoBeHb ranTorioonHa -
0,0453 r/n (95% AHU=0,0262 — 0,0644; min=0; max=0,1253), cpenHuii ypoBeHb
TpomOoTOoB - 94,2x1079/n (95% JAN=65,2—-123,3; min=13; max=195), cpenuuii
YPOBEHB IPUTPOLUUTOB - 2,9%1072/1 (95% [AN=2,4 — 4,6; min=1,93; max=4,7), cpenuuii
ypoBeHb JekonmuToB - 3,5%x10"9/m (95% JdN=2.4 - 4,6; min=0,62; max=9,3),
CD14=34,2% (95% AN=17,1-51,3; min=0,6; max=93,7), CD16=44,6% (95% JAN=25,7 —
64,1; min=0,8; max=94,3), CD55=62,4% (95% JAW1=47,3—77,6; min=13,7; max=95,9),
ypoBeHb CD59=65,9% (95% J1=51,6 —80,2; min=16,1; max=97,3). Otmeuaercs
HaJU4Me CTAaTUCTUYECKU 3HAUYUMBIX Koppemsiui (kodpdunment CrnupMeHa) Mexmy
ypoeaem JIJII' u CD14 (R=-0,461; P*= 0,04, N=17), JIAI' u CD16 (R=-0,424; P*=0,04,
N=17), JIII' u rantornoounom (R=0,411; P*=0,04, N=17).

Taxum o6pazom, mexxay ypoBHeM JIJII' u CD14 umeeTcss CTaTHCTHYECKH 3HAYMMAs
yMepeHHasi OTpulaTelbHass CBs3b; Mexay ypoBHeM JIJIIT m CD16 ycranosnena
CTaTUCTUYECKM 3HAYMMas yMEpPEHHas OTPHULATENbHAs CBs3b, Mexay ypoBHem JI/II' u
ranToryIoOMHOM BBISIBJIICHA CTATUCTUYECKHU 3HAUUMAasi yMEpPEHHas MOJI0KUTEIbHAs CBSI3b.

BbiBoabI:

1. BoigBieHbI cnenytounme KIMHuKo-1abopatopublie npusHaky [THI': noBbimeHHbIiM
ypoBenb JIJII'; moHMKeHHBIH ypoBeHb TanTtorjoomna, CD14, CD16, CDS55, CDS59,
TPOMOOITUTOB, SPUTPOLIUTOB, JICUKOIIUTOB.

2. Ha ocHOBaHMM cTaTUCTHYECKH 3HAauMMOM koppessamuu mexay JIII' u CD14,
JIAT m CD16, JIAI' u ranToramoOMHOM MOYHO CJeaTh BBIBOA 00 mcmoyib3oBanuu JIJII'
Kak 3HauuMoro kputepus st nuarnoctuku [THI npu AA.

3. B uccnenoBanuu ObUIO TOATBEPIXKACHO, YTO MPOTOYHAS IIUTOMETPHS SIBISCTCS
“30J10TBIM cTaHgapToM” B aguarHoctuke [THI'.

4. Ilnsa panepHedmero uszydenus [IHIT mpu AA HeoOXoauMo HcclieoBaTh BCEX
MalKeHTOB ¢ AA HAa MOMEHT YCTaHOBJICHHS JUarHO03a METOJIOM MPOTOYHOMN IIUTOMETPHUH C
onpenenenremM ypoHs CD14, CD16, CDS55, CD59 u nanee uepe3 paBHbIE POMEKYTKH
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