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IpencraBieHHplii ciyyail 1eMOHCTPHPYET BRKHOCTh KOMIUIEKCHOTO aHAIIM3a BCEX JAHHBIX OOCIEI0BaHMsI IMAllKeHTa ¢ Tapo-
KCH3MAJIbHOM HOYHOM remoroounypucii (ITHIT), B ToM urciie ¥ COMOCTaBIICHUE PE3yJIbTaTOB TAHHBIX aHAMHE3a, KITMHIUICCKOM
KapTUHBI 3a00JICBaHUsI, PE3yJIbTaTOB OWOXMMHYECKOTO aHaiu3a KPOBH W JAaHHBIX T'eMaTOJIOTMYECKOr0 aHAIM3aTopa
¢ MOP(OJIOTUYECKOIl OIIEHKOH KIIETOK B OKpalIeHHOM Ma3ke KpoBH. MHTepec AaHHOro ciy4as IUisl JieyallluxX Bpauel-rema-
TOJIOTOB Y COTPYIHUKOB KJIMHHUKO-JHArHOCTUYECKHX J1abopaTopuii 00ycIIOBIIEH He TOJBKO PEJKOCTHIO TAHHOTO 3a00JIeBaHMs,
CJIOXHOCTSIMU B €r0 JIMATHOCTHKH, HO HAIMYUEM JIBYX BUJIOB T€MOJIH3a, OCOOCHHOCTSME MOP(OIOTHICCKHX M3MECHEHHIH dPHT-
POIMTOB MEePUQEPUICCKOI KPOBH, a TAKKE aHATIM30M TMHAMUKH TIPOSIBIICHUI, B TOM YucCie Ha (hoHe TapreTHow Teparmu [THT.

KaioueBble ciioBa: napokcu3MmalbHasi HOYHAsh TeMOIJIOOMHYpHs, remMonu3, Oone3nb MapkuadaBsi—Mukenu, oOummii
aHaJM3 KPOBH, TEMATOJIOTMYECKUIl aHAIM3aTOP, Ma3KH neprdepuieckoi KpoBH, MOP(OIOTHS SPUTPOLIUTOB.
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The presented case demonstrates the importance of a comprehensive analysis of all the examination data in a patient with
paroxysmal nocturnal hemoglobinuria (PNH). A comparison was made of anamnesis data, the clinical picture of the disease,
the results of biochemical blood analysis and hematological analyzer data with morphological assessment of cells in a stained
blood smear. The interest of this case for hematologists and laboratory specialists is due to the rarity of this disease, difficulties
in diagnostics, the presence of 2 types of hemolysis, features of morphological changes in peripheral blood erythrocytes,
as well as analysis of the dynamics of manifestations, including against the background of targeted therapy of PNH.
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BBepgeHue

HecMoTpst Ha OTHOCHTENBHYIO JIETKOCTh BBISIBIIC-
HUSl aHEMUil, OCHOBaHHYIO Ha OOHApy>KEHUH CHUKEH-
HOW KOHIIEHTPALlMU TeMOrJo0MHa B aHaju3e KPOBH,
muddepeHnnanpHas AUarHOCTUKA KOHKPETHBIX MpHU-
YMH U HO30JIOTUYECKUX (OpM aHEMHU MO-TIPEKHEMY
NpEeACTaBIsAeT COOOH aKTyalbHYIO 3a/1a4y KakK B MpaK-
TUKE Bpadell TEpameBTOB, TaK M U1 COTPYAHUKOB
KITMHUKO-TMarHOCTUYeCKuX  Jaboparopuit  [1 —3].
OnmHoit 13 Hanbolree CIIOKHBIX MpodieM B muddepeH-
[IAaIBLHOW AWArHOCTHKE aHeMHH sBisgercs audde-
peHLuaNbHas AUArHOCTUKA FeMOJIMTHYECKUX aHEMUH,
0COOCHHO HMX TPUOOpeTeHHBIX (opM. OmHON K3 Hau-
Ooyiee pelKHX W3 MPUOOPETEHHBIX (POPM TeMOIHUTH-
YeCKUX aHEeMHUH SBJSIETCA MapOKCH3MalibHAS HOYHAs
remoryioounypust (ITHI') wnu Gonesns Mapkuadapbi—
Muxenu [4 —6]. Pacnpoctpanennocts ITHIT coctas-
nser g0 16 caydaes Ha 1 000 000 Hacenenus, 3aboie-
BaemocTb 1,0—1,5 va 100 000 Hacenenus B rox [7].

Ilo coBpeMeHHBIM MpPENCTABICHUSAM IAPOKCHU3-
MaJlbHas HOYHAs TIeMOIJIOOMHYPHsI IIPEACTaBIsACT
c000i TproOpeTeHHYI0 (OpMYy TEMOIHUTHICCKON aHe-
MHH, OOYCIIOBJICHHYI0 COMaTHYECKOW MyTaluel reHa
¢docharumumuaosuronrmkana kimacca A (PIG-A)
B MIOJIMIIOTEHTHBIX CTBOJIOBBIX KJIETKaX KOCTHOTO MO3-
ra [6, 7]. JlaHHBIN TeH OTBEYAeT 3a CHHTE3 TJIMKO3MII-
¢docharununmunosuronosoro sikops (GPI), yepes nero
OONBLIMHCTBO IMOBEPXHOCTHBIX Mouyiekyn (CDSS,
CD59, CD14, CD16, CD58 u ap.) NpHUKPEIISIOTCS
K KJIeTOYHON MemOpaHe. CHIDKEHHE DKCIPECCHH TeHa
HPUBOIUT K MOBBILICHUIO YyBCTBUTEIBHOCTH 3PUTPO-
IIATOB K TEMOJUTHYCCKOMY 3(P(PEKTy KOMIUIEMEHTa
[6, 8, 9]. OpuTpOLUTH MOABEPTaIOTCS BHYTPUCOCY U~
CTOMY T'€MOJIM3Y, KOTOPBIA YacTO HOCHT HEepHOIUIe-
CKMIl XapakTep W NpOsBIAETCS KpuzaMmu. Pasinuaror
Tpu ocHoBHBIE ¢opmel [THI [7, 10]:

1) xnaccuueckas (opma XapaKTepHU3yeTcs KIU-
HHUKO-JIA00OPAaTOPHBIMK TNPU3HAKaMU BHYTPHUCOCYTU-
CTOro reMoin3a 0e3 NPU3HAKOB ApyTuX 3a00JeBaHui,
CBSI3aHHBIX C HEIOCTAaTOYHOCThIO KOCTHOI'O MO3ra
(arumactuyeckas anemus (AA), MHEIOAMCILIACTH-
gecknid cuaapoM (MJIC), mamomaTHYecKui MHEIo-
¢udpo3);

2) IIHI', nnaraocTupyemas y manneHToB ¢ 3a00-
JIEBaHUSIMM, CBA3aHHBIMH C HEJOCTaTOYHOCTBHIO KOCT-
HOT'0 MO3ra;

3) cyOknmHu4eckas popma 3a0osieBaHUs Y HallU-
€HTOB 0€3 KIMHUYECKHX U JTa0OPaTOPHBIX NPU3HAKOB
remom3a (Tipu JIF0OOM pa3Mepe KIIOHA).

Knuanueckue mposiBiieHus, TpeOyrolue MnpoBe-
nenus ckpuaunra Ha [THI [7]:

— BHYTPUCOCYIUCTBIM TIeMOJIA3 IO JaHHBIM
TeMOTIIOOWHYPUU WITH TIOBBIIIEHUIO YPOBHS T'e€MOTIIO-
OMHa B ILJIa3Me;

— HEOOBACHUMBIA TEMOIM3 B KOMOWHAIIUU
C OIHUM W3 CIEAYIOMHX NPU3HAKOB: — JEQULUT
JKese3a — 00JIM B KUBOTE — TPOMOO3 — TPaHyJIOIUTO-
neHus U(WIK) TPOMOOLIUTONICHHS;

— npyras mnpuobperenHas KymOc-HeratmpHas,
reMojuTH4Yeckas aHemus (0e3 IIM30IIUTOB B aHAIIN3E
KPOBH, HE CBSI3aHHAsS ¢ MHPEKIUAMU);

— TpoM003 C HEOOBIYHBIMU MPOSBICHUSIMH —
HEoOBIYHAs JIOKaJIM3alys: MeUYeHOYHbIe BEHbI (CHH-
npom bagma—Kuapm), npyrue BHYTpHOPIOIIHBIE BEHBI
(mopranbHasi, cele3eHOYHAs, 4YpeBHas), Iepedpaib-
HbIC CHUHYCHI, KOXXHBIC BEHBI — IMPU3HAKU COMYTCT-
BYIOIIEH TeMOJHMTUYECKOH aHeMHH (CM. BHIIIE) —
HEOOBSICHUMAS ITUTOTICHYS,

— TPU3HAKU HEJAOCTaTOYHOCTH KOCTHOI'O MO3ra: —
mpeanonaraeMas uiau jgokasanHas AA - MJIC:
pedpakrepHas nuTONECHUs ¢ 1-, 2- WK 3-TUHEHHOM
nucIuiazued, runominactuueckuii Bapuant MJC —
JIpyrue IMTONEHHH HEACHOM JTHOJIOTMH TIIOCIie
MOIPOOHOT0 00CIIeIOBAHNS.

Huarnoctuueckue kputepuu [THI [7]:

— BbIABICHHE B nepudepuyeckoii kposu [THI -
KJIOHa METOJIOM MPOTOYHOU LIUTOMETPHH;

— XapaKTepHble KIMHUYECKas M JlabopaTropHas
KapTUHBI BHYTPUCOCYJUCTOrO FEMOJIN3A.

I'emonutnyeckue kpussl npu [THI MoryT mpoBo-
UPOBATHCS TOBBIIICHHON (DU3MUYECKON Harpy3KOi,
WHQEKIUAMY, BaKI[MHAIUIMYU, MPUEMOM HEKOTOPBIX
nperaparoB. Pa3zHooOpasue KIMHUYECKHX MpOsBIIC-
HUH, a TaKXkKe pPeIKOoCTh JaHHOro 3aboieBaHus
3arpyassitoT nuarHoctuky ITHI, B pesynbrare auar-
HO3 MOET OBITh YCTAaHOBJICH TOJIBKO Yepe3 HEeCKOIb-
KO JIeT mocie Ae0roTa 3a0oieBaHusl, a B OTIEIbHBIX
ciayyasix 3aJep)KKa MOXET cocTaBmsiTh na0 10
u 6onee yer [1, 7, 9].

Heap nmyOJumkanmuMu: omnucaTh ciydail peakoun
FEMOJIMTUYECKOW aHEMUU — MapOKCHU3MaJIbHON HOY-
HOW TEeMOTTIOOMHYPUH, OTPasUTh NpoOIEeMbl AMArHO-
CTHUKH W OXapaKTepHU30BaTh OCOOCHHOCTH MOPQOIIO-
TUU KJIETOK KPOBH.

MaTepMan n Metoabl

Pabora moctpoeHa Ha omUCaHWU W OOCYKIACHUU
KJIMHU4ecKoro ciydasa y nanuentoB ¢ ITHI, Haxons-
MUXCSl TI0J] HaOIIOEHWEM TeMaToJIOTOB B TEYEHHUE
3 ger. IlpoBemeHO KIMHHYECKOE U JIAOOpaTOpHOE
o0OciefoBaHue MaIlUEeHTa C TSOHKEJIOH aHeMUel, B TOM
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YHUCIIe WCCIIeJIOBaHNE Teprueprnueckoil KpoBu ¢ Io-
MoIpl0  remarosiorndeckoro S-diff  amanmzaropa
Mindray BC-6800 (Kwuraii). ToHKMII Ma30oK KpOBH
OKpammBaiu 1no Meroay Mai-I'pionBanbaa—I um3sl u
JIOKpaliBaid  KpacuteneM PomaHoBckoro—I um3er
(«Munumeny, Poccust). MUKpPOCKONIMUECKUH aHAIH3
OBLT BEITIONTHEH Ha TPUHOKYJIIPHOM MHKpOCKoIe Meje
Techno (SImoHuMs) ¢ WCMOTB30BAaHUEM ITPOTPAMMHOTO
obecrieuenust xommanun West-Medica (Acrpus),
mo0e3Ho npenoctaBieHHOM Kommnanuii OO0 «Menu-
ka-IIpomakt» (Poccus). Taxxke uccieqoBaIm peTUKY-
JIOLMUTHI TIOCJIE CYyNPaBUTANBHONW OKpPAacKU OpHILTHAHT-
Kpe3ui-0nay yHu(GHUIMPOBaHHEIM MeTogoM. KoHieH-
Tpanuoo ButamuHa B, u domuesoii kuciots! (B.) uc-
CJIeIOBAIN MMMYHOXEMITIOMUHECIICHTHBIM METOIO0M
Ha aBTOMaTthdeckoM anamm3atope Immulite-2000
(Siemens, ['epmanust) ¢ UCTIONE30BAaHUEM OPUTHHAIb-
HBIX HA0OpPOB PEaKTHBOB.

PesynbTtatbl

ITarmment K. 23 neT rocnuranu3upoBaH B rema-
TOJIOTMYECKOE OTHEJIICHHE KPAacBOM KIMHUYECKOU
OompHMBI T. llepmm B komHme nera 2022 T.
¢ xamo0aMH Ha YTOMIIIEMOCTh, BBIPA)KCHHYIO Cla-
00CTb, TOJIOBOKPYKECHHUE, MIEPHOJINICCKOE BBIIEICHUE
MOYH YEpHOT'O IIBETA.

[Narwment cunraer ceds OombHbIM ¢ MapTa 2019 .,
Korjna Ha (OoHE JIMXOpaJKh MakcumanbHO a0 38 °C
MOSIBUITUCH CIIA00CTh, TOJIOBOKPYKEHHE, OTMETHII T10-
siBJIeHWe TeMHOW MouM. IIpu MPOXOXKIEHUU MPHU3BIB-
HOW KOMHCCHM TIPW BBITIONTHEHWH OOIIETO aHaln3a
kpoBu (OAK) BbIsSIBIICHA TsDKenas aHeMHs], KOHIICH-
Tpamus remorsioouna coctasuia 50 /1. [lanuenT Obin
MEPBOHAYAJIBHO TOCHHUTAIM3UPOBAH B CTAIMOHAP
M0 MECTY JKUTENbCTBA, a 3aT€M MEPEeBEJIeH B TeMaTo-
norudeckoe oraenecHue KMCY 1 r. Ilepmu st o0-
CJICIOBaHMS M YTOYHCHUS MPUYUHBI aHeMuu. [1pu uc-
ciaenoBaHnuu muenorpamMmel B 2019 r. otMeueHo pac-
HIMpeHue dpuTpougHoro poctka (77,8 %) npu coxpa-
HEHUH HOPMOOJIACTUYECKOTO THIAa KPOBETBOPEHUS
C TIPUCYTCTBUEM €IUHHYHBIX MeranobmactoB. [Ipoe-
JIEHO WccleoBaHne (eppUTHHA Ui HCKIIOYCHHS
neperpy3ku xkene3oMm (32,6 MKMOJIB/JI, pe3yibraT B
npejenax HopMmbl), Tpancheppuna (4,02 r/m, pesynb-
TaT CJerka MOBBIIIEH, YTO BO3MOXHO OTpa)kaeT pas-
BUTHE CKPBITOTO (PYHKIHOHAJIBHOTO NeQHIUTa XKele-
3a), BUTamMuHa B, <150 nr/mi, NOHMWKEHHBIA pe-
3yJbTaT Bo3MoxkeH npu [THI.

B 2020 r. manueHTy BBIIOJHEHBI NpsiMas U He-
npsmass mpoba KymOca, pesymbratel obemx mpod
OTpHIIaTEbHBIE.

Muenorpamma (2020 T.): KOCTHBI MO3T — KIe-
TOYHBIN, SPUTPOUJHBIA POCTOK paCIIUPEH, DPUTPO-
1033 HOPMOOJIACTHUECKUH C TPU3HAKAMH AU33PHUTPO-
mo33a (MeXbsSAepHbIE MOCTHKH, KapuopeKkcuc, dpar-
MeHTanusa snep, Oa3zoduibHAs TWyHKTAIlUs, CIOH-
CTOCTH LIUTOIIa3MBbl).

[Ipu ummynodeHotunupoBanuu (23.01.20 1.):
cymMMapHas BennuuHa sputpouurtapHoro I[THI-knona
69,3 %; rpanymouutsl FLAER-/CD24 — 97,49 %;
Mouo1mTel FLAER-/CD24 — 96,06 %. Tpenanoouoncus
(23.01.2020): mopdororuydeckass KapTrHa HE TPOTHBO-
PEUUT MUETIOAMCIUIACTHYECKOMY CHHIPOMY.

C 2020 1. wHHUIUHpoBaHa crennduIecKas
(rapretnas) tepanus I[IHI skxynmuzymabom B mose
600 Mr cymMmapHO 4YeThIpe BBEICHHS C KPaTHOCTHIO
1 paz/menemo) [7]. C 10.12.2020 — »skynuzymad
900 Mr ¢ KpaTHOCTBIO 1 pa3/2 Henmenu ¢ yIOBIETBO-
PUTENBHON IEPEHOCUMOCTBIO.

[Mocnenusist rocnuTaNM3aIys CBs3aHa C TeMOJIU-
THYECKUM KPH30M Ha (hOHE NMEPEHECCHHOW BHPYCHOM
ungexnuu (COVID - 19).

JaHHble 00IEro aHain3a KPOBU IIPENCTAaBIICHBI
B Tabm. 1.

[lo pesynbraTam aHanu3a y OOJBHOTO JMArHO-
ctupoBaHa ymepenHas anemust (HGB 77 r/m) makpo-
murapaas (MCV 134,9 ¢n) runepxpomuas (MCH
44,5 1r) ¢ UMpKYJIALUe B KpOBU Pa3IUYHBIX 3pUTPO-
nuToB (Tabm. 1), 9TO B IEIOM HE XapakTepHO IS
ITHT".

Crenyer OTMETUTB, YTO IIPU MUKPOCKOITNYECKOM
aHaJ N3¢ TOHKOW YacTH Ma3Ka ObLIM OOHApyKEHBI J0-
MOJTHUTENIbHBIE BaXKHBIE TUATHOCTHYECKHUE TPU3HAKH.

1. OOHapyxeH pe3Kuil CMENIaHHBIN aHW30IIMTO3
(o cucteme KpecToB +++), MPOSBUBIIUNCS TPHUCYT-
CTBHEM B TOHKOM Ma3Ke KPOBH SPUTPOLUTOB pa3iny-
HoTrO Auametpa (puc. 1, a).

JuameTp 3pUTPOLMTOB B Ma3Ke 3HAYUTEIHHO
BappUPOBAI, OBUIM OOHAPY)KEHBI KaK METaIOIUTHI
(xnetku ¢ muameTpom Oomee 10 — 12 MKM, TaKk ¥ MUK-
PO-3PUTPOLIUTHI ¢ TuamMeTpoM MeHee 4 MkMm). Crnenyet
OTMETHUTD, YTO, YUYUTHIBAS 3aBUCUMOCTH Pa3MepoB Kile-
TOK OT y4YacTKa MHKpPOCKONHM (B Haubosee TOHKOM
YacTH Ma3Ka JUaMeTp KJIETOK OOJbIlie B CPABHEHHH C
Oornee TOJICTOM YacTbIO Ma3Ka — Hao0OPOT, MEHbLIE),
HanOoJiee MPOCTBIM M KOPPEKTHBIM CHOCOOOM OLIEHKH
JUaMeTpa KIETOK B Ma3Ke SIBJISIETCS] COIIOCTAaBICHUE HX
JUaMeTpa ¢ BHYTPEHHUM 3TaJOHHBIM OOBEKTOM — pa3-
MEpOM siipa Majioro JuMmonuTa, AuaMeTp KOTOPOro
coBeryeT 7-8 MkM [1, 4]. Ilpu cpaBHEHUHU C dTHM 3Ta-
JIOHHBIM OOBEKTOM OBLIO TIOATBEPIKICHO NPUCYTCTBHE
KaK METaJIOLUTOB, TaK U MUKpOIUTOB (puc. 1, 6). Ilpu
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WCIIOJb30BAaHUM TE€MaTOJIOTHYECKUX aHaIN3aTOpOB
CYIECTBYET ONpe/eeHHBIN MapaieIu3M MEXAy HH-
nekcoMm RDW u BBIpaKEHHOCTBIO aHU30LIMTO3a IIO
JaHHBIM MHKPOCKOIIMYECKOTO aHaln3a Mas3Ka Iepu-
¢depuueckoii kposu [10, 11]. B onuceiBaemom ciyuae
HaJIMYME aHU30LMTO3a, OOHAPY)KEHHOT'O NPH MHUKPO-

CKOIIMM TOHKOT'O Ma3Ka KPOBH, TAKXKe ObLIO MOJTBEP-
KICHO JAHHBIMH TE€MAaTOJIOTHYECKOr0 aHalu3aTopa.
WHnexc aHW30IMTO3a SPUTPOLUTOB MO 00BeMy (WH-
nekc RDW-CV) Takxke ObUT yBETUYEH U COCTaBUII
19 % npu MakcUMalbHOM 3HAYEHUM AJI1 UCHOIB30-
BaHHOTO npudopa 15 %.

Taoauma 1/ Table 1

Pe3yabTaTsl 0011ero aHaIu3a KpoBH 0ojbHOro K. npu rocnuranusanun /
The Result of a complete blood count of patient K

PesyanaT IPHA TOCIUTATU3AIUH

PesynbTaTsl
MHKPOCKONMUYeCKOH
OIIeHKH MOP(0JIOTHH KIIETOK
B OKPAIIeHHOM Ma3Ke KpOBH
U mepecyeTa nokasarteJei

Mokasarens / PedepencHbiii (amrycr 2022 1) / reMaToJIOrH4ecKoro
Uana3on / . e e L. aHasau3atopa /
Test . Result of hospitalization .. .
Normal range The results of microscopic
(August 2022) .
assessment of cell morphology
in a stained blood film
and the recalculation
of hematological analyzer
parameters
Spurpouuts (RBC), x10'%/1 4,0-5,5 1,74
I'emorno6un (HGB), r/n 120,0 — 174,0 77
T'ematoxput (HCT), % 36,0 —52,0 23,5 %
Cpennuii 00beM 3pUTPOLIUTA
(MCV), b 80,0 —100,0 134,9
Cpennee conepxanue
TEeMOTJIOOMHA B 3PUTPOIIUTE 27,0-32,0 445
(MCH), nr
Dpurpobdmacter 1/100
CpeHHM;OHHeHTpaHHH 320 — 380 330 (TIpuOOPHBIIA TIOJCUET
TeMOTIIO0MHA B 3PUTPOLIUTAX — 2,63 % abe. 0,14 x 10%/1)
(MCHC), /n
AHU3O0LUTO3T++, MUKPOLIUTEI,
Pacnpenenenue 3puTpoLUTOB <155 19.0 % MaKpPOITUTHI, METaJIOI[UTHI

(RDW-CV), %

Perukynonurst (RET), %

18,15 (co cHmxeHneM Gpaxiuu
Hu3Ko# Qyopecrernuu (LFR)
10 65,9 % (N 80 — 100)

U yBeIMueHneM (Qpakiiuy He3peIIbIX
perukynoruros (IFR) no 34,1 %
(N 0,00 — 25,00 %)

0 IaHHBIM T€MaTOJIOTMYEeCKUX
aHaJIM3aTOPOB;

IIPU 3TOM (PpaKL¥s BHICOKOM
¢uryopecuenmu cocrasuna 11,2 %
(Hopma 0,00 — 5,00)

n Qpaknus cperHen
¢uryopecuenunu 22,9 %
(mopma 0,00 —20,00)

MOMKHUJIOLUTO3+
(0OHAPYKUBAKOTCS IU30LMTHI)
aHU30XpoMus +
MOJTUXPOMATOIITHS ++
T. JKonnu + spuTponuThl
¢ 6a30(MITBHOM 3epHUCTOCTHIO +
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Ipooonxcenue mabn. 1

Pe3yabTarthl
MHKPOCKONMYEeCKOM
OLleHKU MOP(}0JI0THH KJIETOK
B OKpalleHHOM Ma3Ke KPOBH
U 1lepecyeTa nokasareJiei
. | Pe3yJbTaT mpu rocnuTajguzanuu
PedepencHnrii reMaToJIOrH4ecKoro
IMoka3arenn / (aBrycr 2022 r.) /
aUana3o” / DR aHaJm3aTopa /
Test ! Result of hospitalization .. .
Normal range The results of microscopic
(August 2022)
assessment of cell morphology
in a stained blood film
and the recalculation
of hematological analyzer
parameters
Jleitkorute (WBC), x10%/n 3,9-9,0 5,22
Neu ¢ i 9 4-72 4
eu % (seHtpoguie), % 347 54,3 B netikonurapHoii popmyiie:
Neu # (neitrpoduer), x10°/n | 1,56 —6,13 2,84 Sessim— %
Lymph % (tumdounTsr), % 19-50 37,50 303uHOG MBI — 3 %
Lymph # (mamormsr, x10°/71 1,18-3,74 1,95 MuenonuTsl — 1 %
Mono % (MOHOLHTEI), % 3-12 6,60 R s
5 Herrpoduis — 1 %
Mono # (MoHOIUTHI), X 10°/71 0,24 - 0,82 0,35 CerMeHTOSIEpHbIE
Eos % (303uHO0(MIH), % 0,5-5 1,10 Herrpoduisl — 51 %
Eos # (303umodmsr), x10%m | 0,04 — 0,54 0,06 mampouuTsr — 35 %
—909
Baso % (6a3oduesn), % 0-1 0,3 MOHOLTE &
Baso # (6asoqusr), x10%/1 0,01 — 0,02 0,02
Tpom6Gomuts (PLT), x10°/n 150,0 — 400,0 110
Pacnipenenenne TpoMGOIMTOB 10— 20 .
(RDWs), dbn
Cpenuuii 00beM TPOMOOIIUTOB A
(MPV), b 7,0 15,0
Tpom6oxkput (PCT), % 0,12-0,38 oAk

[Ipumeuanue: **** — mpuOOp HE CMOT ONPENEIUTH MTOKA3ATEIb.

2. Ilpm omenke (GpopMbI IpUTPOLIUTOB OBIIT OOHA-
pYy’XeH yMEpeHHbIH MOWKHIONHUTO3 (IO CUCTEME Kpe-
CTOB ++/+++), MPOSBUBIIUIICS B MPUCYTCTBUH B TOH-
KOM Ma3Ke KPOBH Pa3HOOOPa3HBIX MOP(OIOTHIECKHX
¢dopm spuTpounTOB (pHUC. 2).

B omuceiBaeMoMm ciyyae ObuTM  OOHapy>KEHbI
TaKue KIMHUYECKHU 3HAUYMMblE BAPHAHTHI HOHKUIOLH-
TOB, KaK MHUKpOC(epOLnThI, METAIONUTHI (pUc. 2, a)
U mu3ouTe (puc. 2, 6). OOHapyXeHUE MU30IMTOB
SBJSIETCS. BaXKHBIM JIMArHOCTHUECKUM INPU3HAKOM,
CBUJIETETHCTBYIONIUM O BHYTPHUCOCYAHCTOM T'€MOJTU3E
[13, 14], uTo sABNSETCA OAHUM U3 XapaKTEPHBIX MpHU-
3HakoB [THI'. [laxxe Hanboisiee coBepIIEHHBIE MOJIEITH
reMaToJOrMYeCKUX aHaJIM3aTOPOB HE CIOCOOHBI Olie-

HUTb KOHKDETHBII BapUaHT IMOWKWIOLUTO3a, CTEIEHb
€ro BBIPRXEHHOCTH M HaJUYWe KOHKPETHBIX MOpdo-
JIOTHYECKUX M3MEHEHHH (DOPMBI SPUTPOLIUTOB B Mpe-
napaTe KpoBH. AHalu3 3TOr0 IOKasaTessi HauOoiee
MPaBUIBHO MOXXET OBITH BBINONHEH TOJBKO HPHU CBE-
TOBOH MHKPOCKOIIMM TOHKOM YacTH OKPAIEHHOTO
Ma3ka nepudepudeckoit kposu [11, 12, 14].

3. Ilpu MuKpocKOIMU Ma3Ka Takxke Obuin OOHa-
pYy’K€HBl U3MEHEHHMsS WHTEHCHUBHOCTH OKpAcKU 3pHUT-
POLIMTOB — AHM30XPOMHUS, MPOSBUBIIANACS B OOHApY-
JKEHUH OPTOXPOMHBIX SPUTPOLUTOB C Pa3IHUYHON
MHTEHCHBHOCTBIO OKpAIlIMBAaHUs, a TAaKXKEe 3HAUUTEINb-
HOI'O YHCJIa TONHXPOMATO(QMIBHBIX 3PUTPOLKUTOB

(puc. 3).
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a)

Puc. 1. AHM301IUTO3 3pUTPOLUTOB B Ma3ke nepudepudeckoii kpopu 60bHoro K.
(cobcTB. Ppoto, okpacka MGG, x1000, ¢poTo NOATOTOBIEHO € HCNOIb30BAHIEM CKAHeP-aHAJIM3aTOpa
ma3koB kposu Vision Hema® West Medica)
Fig 1. Anisocytosis of erythrocytes in a smear of peripheral blood of patient K.
(own. photo, coloring MMG, x1000, photo prepared using the Vision Hema® blood smear scanner analyzer West Medica)

Puc. 2. PaznnuHble BApHAHTHI NOWKWJIONNTO32, 00HAPY:KeHHbIe B Ma3ke KpoBH 0osibHOrO K.
(nmosicuenue B Tekcre) (codcTB. doTo, okpacka MGG, x1000, poTo MoATOTOBIEHO
¢ HCIOJIb30BAHHEM CKAHEP-aHAIN3ATOPa Ma3KoB Kposu Vision Hema® West Medica)
Fig. 2. Various variants of poikilocytosis detected in a blood smear of patient K. (explanations in the text).
(own. photo, coloring MMG, x1000, photo prepared using the Vision Hema® blood smear scanner analyzer West Medica)

CreneHp  BBIPAKEHHOCTH — MOJHUXPOMATO(MINH
KOppeJIMpoBaia ¢ KOJHYECTBOM DETHKYJIOLHUTOB, HX
KOJIMYECTBO OBUIO YBEJIMUYEHO U MO JAaHHBIM Ie€MaToJIo-
THYECKOT0 aHaJIM3aTopa cocTaBwio 18 %. YBennueHue
KOJIMYECTBA PETHKYJIOLUTOB — XapaKTEPHBIN MpPU3HAK
TEeMOJIUTUUESCKUX aHEMHUH W HAPSy C TMOSBICHUEM SJI-
pocoepKalyx KIeTOK SPUTPOUAHOTO Psiia SBISETCS
OTpa)KEHHEM pPEeMapaTUBHBIX W3MEHEHHH CO CTOPOHBI
CHUCTEeMBI KpOBH U KOCTHOro Mo3ra [1, 4]. Conepkanue

3pUTpoOIaCTOB (HOPMOOIACTOB) COCTABMIJIO IO JIaH-
HBIM CBETOBOH MuKpockonuu 1/100 meldkonuToB,
a Mo IaHHBIM reMaTOJOrHYeCcKoro aHamuzaropa 2,63 %
(abcomotHoe KomuuectBo 0,14x10°/1). B onmchiBae-
MOM clly4yae B IpernapaTe OKpalIeHHOTO Ma3Ka KpPOBU
BCTPEUANIMCh KaK JPUTPOOIACTHI C  KIIACCHYECKOM
Mopgosorueit okcupuIbHOro 3puTpodiiacta (puc. 4, a),
Tak u Oosee He3pesbie POpMbI, ¢ MOPGOIOrHEH MOJTH-
XpoMaTopuiIbHOTO 3puTpobiacta (puc 4, 6).
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a)

Puc. 3. PazinuHble BADHAHTHI 0KPACKH 3PUTPOLINTOB, 00HAPYKEHHbIE B Ma3ke KPpoBH 0obHOrO K.
(codcTB. PpoTo, oxkpacka MGG, x1000, poTo MOATOTOBIEHO ¢ HCNOJIL30BAHMEM CKAHEP-aHATU3ATOPA
ma3koB kposH Vision Hema® West Medica)

Fig. 3. Various variants of erythrocyte coloration found in the blood smear of patient K. (own. photo, coloring MGG,
x1000, photo prepared using a scanner analyzer of blood smears Vision Hema ® West Medica)

Puc. 4. Pazinunble BApHAHTHI 3PUTPOOJIACTOB, 00HApPYKEeHHbIe B Ma3ke KPpoBH 0oJbHOr0 K.
(nmosicuenue B Tekcre) (codcTB. doTo, okpacka MGG, x1000, poTo MOATOTOBIEHO
C HCIIO/Ib30BAHMEM CKAHEP-aHAIM3aTopa Ma3KoB KpoBH Vision Hema® West Medica)
Fig. 4. Various variants of erythroblasts found in the blood smear of patient K. (explanation in the text) (own. photo,
coloring MGG, x1000, photo prepared using a scanner analyzer of blood smears Vision Hema ® West Medica)

4. Tlpu cBeTOBOW MHUKPOCKOIUHM Ma3Ka B JPHT-
pouuTax ObUTM OOHApYyXEHbl BHYTPUKJICTOYHBIC
BKJIIOYCHUS, IPEACTAaBICHHBIE HEMHOTOYHCICHHBIMU
tenpiamu Koy (puc. 5, a), xombiamu KeGota
(puc. 5, 6) u 6a30¢wIEHON MyHKTauuei (puc. 5, 8).

Oco6ennocteto ITHI'  sBnsiercss  mocrarounas
pelnKocTh OOHApPYKEHHsST JPUTPOLIUTOB C BHYTpH-
SPUTPOLIUTAPHBIMU BKJIIOYCHUSIMH. B omuceiBaeMoM
Cllydyae BHYTPUIPHUTPOLMTAPHBIC BKJIIOUEHHS OBUIM
BBISIBIICHBI TIPH THIATEJILHOM aHAM3€ TOHKOW YacTH
TPEX CTEKJIONPEnaparoB.

JonoaHnTeNnsHOH OCOOCHHOCTBIO MaszKa KpOBH
JAHHOTO TMAalMeHTa CTajo OOHapy)XeHHe Mera-
JIOIUTOB, XapaKTEPHBIMU OCOOEHHOCTSIMH KOTOPBIX
MO NaHHBIM 3PUTPOLUTOMETPHU C OTHOCHTENILHO Clia-
0ol okpackoii (puc 2, a) ABISETCS COYETaHUE KPYTI-
HBIX pa3MmepoB (12 — 15 mMkm). Bo3mMokHOH TpUIHHON
(GhopMUpPOBaHUS TMOJOOHBIX METAJIOIMTOR SIBIISETCS
HaOyxaHHe KJIETKH Mepe] ee MOCIeAYIOIUM KOMILIe-
MEHTOIIOCPEIOBAHHBIM JIN3UCOM.

JanHble wccneqoBaHuss OMOXWMHUHM KPOBU M Iia-
paMeTpoB reMocTas3a NpuBeAeHBI B Tabmuue (Tadm. 2).
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Taoauma 2 / Table 2

PesyabTaThl 0HOXMMHYECKOI0 AHATN3a KPOBH M HCCJIEI0BaHNA reMocTa3a 601bHOro K.
MPHU TOCHUTAIM3ALMH U B X0/1e JJedyeHus /
The Result of a Biochemical analysis and hemostasis

IIpu rocnuranusanuu /
During hospitalization

B xone jeyenus /
During treatment

Pe3yabTaThl 0HOXMMHYECKOI0 Hccae0BAHUS /
The Result of a Biochemical analysis

1 | JIAI (mopma 0 — 248 E/m) 636 616
2 | AJIT (nopma 0 — 50 E/m) 66,8 59
3 | ACT (mopma 0 — 50 E/m) 44,6 45
4 | Iemounas docdaraza (30 — 120 E/m) 85 100
5 | I'amma I'TII (Hopma 0 — 55 E/m) 41 52
6 | O6mmii 6emok (Hopma 66 — 83) 70,5 77,2
7 | AnpOymun (Hopma 35 — 52 1/m) 47,0 /n 56
8 | Bunmupy6un obumwmii (5,0 — 21,0 MkMoIIB/T) 72,9 MKMOJIB/T 79,9
9 | bummpy6un npsamoii (0,0 — 3,4 MKMOIB/1T) 11,7 13,8
10 | bumpy6un Henpsmoit (1o — 16,5 MKMOIIB/1T) 61,2 66,1
11 | I'moko3a (4,1 — 5,9 MmMoib/m) 422 5,33
12 | Kpeatunus (74 — 110 MkMoIIb/7T) 75 97
13 | Moueswuna (2,8 — 7,2 MMOJIB/IT) 6,1 6,7
14 | MoueBas kucnota (208,3 — 428,4 MKMOJIB/J) 466,7 431,5
15 | Kamuii (3,5 — 5,1 MMoutb/m) 3,7 4,1
16 | Harpuii (136 — 146 Mmomnb/m) 140,1 1423
17 | Xmopunsr (90 — 110 MmMoits/) 104,1 104,2
17 | Cxopoctb Kiry60ukoBoit punbrpanuu (97 — 139 mu/mun) (CKO) 119,17 88,56
PesysabTaThl HecsieqoBaHus reMocTasa /
The Result of a hemostasis
18 | AxtuBHocTh AT-III (79 — 119,8 %) 85,4 % 98,3
19 | AUTB (uopma 23 — 34,7 c) 20,7 20,5
20 | [ITB (10— 12,7 ¢) 11,0 ¢ 10,7
21 | IITH (70,8 — 118,8 %) 101,7 107,9
22 | MHO (0,89 -1,13 en.) 0,97 0,94
23 | D-mgumep (0,00 — 1,25 mr/m) 0,33 mr/n
24 | TpombunoBoe Bpems (14,3 — 21,00 c) 16,4 c 15,7
25 | ®ubpunores (1,63 — 3,57 r/n) 1,93 r/n 2,35
26 | AKTHBHOCTH Iu1a3mMuHoreHa (69,6 — 138,6 %) 88,2 90,3
27 | POMK (0,00 — 4,00 mr/100 M) 4,5 mr/100 min 4,5 mr/100 mn
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)

Puc. 5. Paznuunblie BHYyTPMIPHTPOLUTAPHbIE BKJIIOYEHMs], 00HAPYKEHHbIe B Ma3Ke KpoBH 6oJbHOro0 K.
a — rense JKomumm; 6 — konbio Kebora; 6 — spurponnt ¢ 6a30(mIbHOM MyHKTanuen
(cobctB. oto, okpacka MGG, x1000, poTO MOATOTOBIICHO C HCIOIB30BAHUEM CKaHEP-aHATU3ATOPa
Ma3koB kpoBH Vision Hema® West Medica)
Fig. 5. Various intraerythrocyte inclusions found in the blood smear of patient K.
a —body Howell — Jolly; 6 — Kebot ring; ¢ — erythrocyte with basophil punctation
(own. photo, coloring MGG, x1000, photo prepared using a scanner analyzer of blood smears Vision Hema® West Medica)

O6cyxneHue
[IHT" sBnsercs pa3HOBUOHOCTBIO TI'€MOJIUTH-
yeckux aHemuii (I'A), KoTopple pazmU4arOTCA

MO0 MEXaHMW3MaM H JIOKanu3anuu remoimsa. Ocoben-
HOCTH BHYTPHUCOCYAMCTOIO IE€MOJIM3a, XapaKTEPHOI'O
qis ITHI', u BHYTpHUKIETOYHOro, BCTPEYAOLIErOCs
mpu MHOTHX BuAaX ['A, XapakTepU3yIOTCS pSIIOM
nokasaTeliel, MCIoNib3yeMbix B auddepeHumanbHon
nmuarnoctuke (tadm. 3).

B onuckiBaemom ciyuae ITHI y nanuenTta oOHa-
PYyKEHO CcoyeTaHHE IBYX MEXaHU3MOB pa3pyIICHUS
sputrponuToB. Kak mnposiBieHne BHYTPUCOCYAUCTOIO

reMojIu3a ClIeyeT PacleHHMBATh yBEIHYCHHE AKTHB-
HocTh Jakrtartmerunaporenassl (JIJI), mpucyrcrBue
B Ma3Ke KPOBH IIM30IMTOB, a TAKXKE yKa3aHHUE CO CJIOB
NalMeHTa Ha OSMU30Jbl OTICICHUS OYEHb TEMHOI,
HOYTH YEPHOH MOYH.

[TposiBiieHEM BHY TPUKIIETOYHOTO/BHECOCY TUCTOTO
TeMOJIM3a MOXKET SBJIATHCS HAINYNE TeMOINTHISCKON
JKENTYXH, TMPOSBIAIONICHCS THIIePOUINpyOnHEMHUECH
C yBelnMYeHHEM (pakUuK HEmpsMoro OuIMpyOuHa
(tabmn. 2).

Hawubosee nHpOpMATHBHBIM OHOMAapKEPOM T'eMO-
Im3a ABisgeTcs yposeHb JI/II' B CBIBOPOTKE, TOCKOJIBKY
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JIAT" HampsiMy1o KOppEeTupyeT ¢ YpOBHEM CBOOOHOTO
remoriobuna, a npesbimenue JIJII' > 1,5 pasa Bepx-
HE{ TpaHULIBl HOPMBI MOYTH B 5 pa3 yBEIUYUBAET
puck cmeptHocTH Y OompHBIX [THI m sBnsercs Haw-
0oJiee YyBCTBUTEIBHBIM MPEAUKTOPOM TPOoMO030B [7].
V nannoro manuenta JI/II" moBelieHa B 2,5 pasza, 4To

He6omnpmoe noseimenne AJIT npu Onoxumude-
CKOM HCCJIEJIOBAHUU KPOBH CBSI3aHO C BHYTPHUCOCYAH-
cTeiM remonu3oM. CHmxeHne CK® taxke xapakrep-
HO s [THI', m MoXeT OBITh 00YCIOBIIEHO KaK TPOM-
603aMH1 MUKPOCOCYIOB TTOYEK, TaK U MOBPEKIAIOIINM
JIefiCTBHEM JETO3UTOB elle3a, HaKalJIUBaIoIIerocs

CBHUJIETENBCTBYET O
Tepanuu.

HEOOXOIUMOCTH

KOPPEKIIUH
nutoB [15, 18].

B MapeHXUME IMOYEK B pe3yjbTaTe pachaja dPUTpPO-

Taoauna 3 / Table 3

Kiaunuko-i1adopaTopHasi XapaKTepUCTHKA BAPDHAHTOB reMoJIM3a
MPHU reMOJMTHYECKUX aHeMusX 1o [1, 9] ¢ JonoHeHusAMH /

Differential diagnosis of Hemolysis

IIpuznaxu remosu3a /
Signs of Hemolysis

BuyTtpucocyaucrbliii remoJms /
Intravascular Hemolysis

BHyTpHKJIeTOYHBIN remMoJims3 /
Extravascular Hemolysis

Jlokanu3auus pazpyLieHust
SPUTPOLUTOB (FEMOJIH3A)

B nupkynupyoiuei KpoBu
(B cocyaucToii cucteme)

B knerkax ¢ ¢pyHkuuend makpogaron
(cuctema (harouUTHPYIOIUX MOHO-
HYKJIEapOB)

[NaTorenernueckuii pakrop

['eMONTM3HHBI, JH3UMOIIATUH IPHTPOLIUTOB
(medumut rmro-6-GAI" u 1p.), MOTHBIE aHTH-
SPUTPOLUTAPHBIC AHTHTENIA, TOBBIICHHAS
qyBCTBUTEIBHOCTD 3PUTPOLIMTOB K KOMILIE-
MEHTY, TeMOIIapa3uThl, MEXaHUIECKOE Pa3-
PYIIEHHE SPUTPOLIUTOB

Bpoxnennast anomanus MeMOpaH
SPUTPOLUTOB (M3MEHEHUE X
CBOHCTB), HETIOJIHBIE AHTU3PHUTPOLIU-
TapHbIC aHTUTETIA

T'emaTocnienomeranus

He3naunrenpHas

3HauuTeNLHAS

Mopdonormueckue n3MEHEHHS
SPUTPOLUTOB

«MOHETHBIE CTOIOUKI» B Ma3Ke, TOSIBIICHHE
(parMeHTaIy SPUTPOIUTOB (IIU30IUTOB)

MuxkpochepornuTos, OBaIOLIUTO3,
MHIICHEBUIHBIE, CePIIOBHIHOKIIC-
TOYHBIE U .

Jlokanu3anus oTI0KEHUH
reMOoCHIEpUHA

KananbIel mouek, reMoCH1€p0o3 BHYTPEHHUX
OpraHoB

CeneseHka, IeYeHb, KOCTHBIM MO3T

JlabopaTopHbIe TPU3HAKH

TeMOJIH3a:
— reMOTrJIOOMHEMHUS +++ Her
— reMorIo0uHypHs ++ Her
— FeMOCHIECPHHYPHS + Her
— TUNepOMITUPyONHEMHS 32 CUET
HenpsAMon (paknuy onnupyOnHa BripaxkeHa HE3HAYHTEITHHO Turmuna
— FUIIEPXOJIUA XKEITUU U YBEJIIMUCHUC
Hetunuuna
CTEpPKOOMIIMHA B KaJie Tunnuna
Manotunuuna
— TUIIEPYPOOIITHHY PHS Tunuaxa
ITonmxen
— TaNTOTJIO0NH B HOpM™ME
Perukynouunro3 Bricokuit Bricokuit

AXTHBHOCTH JIAKTAaTACTUAPOTrCHA3bL
IJ1a3Mbl/ CBIBOPOTKH KPOBU

3HAYHUTECIHLHO yBEJIMYCHA

B HOPMC HUJIKM HE3HAYUTCIIBHOC
YBCIMYCHHUC
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XapakrepubiM ocnoxknenueM [IHIT sBasgroTcs
pelHIuBUpYIOIe TPoMOO03bl [7], OTHAKO B OIMCaH-
HOM clly4ae KIMHHYECKHE IaHHBIC 32 WX pPa3BUTHE
Y W3MEHEHWS B BBHIMOJHEHHBIX aHAIHM3aX MPHU HCCIe-
JIOBaHUY TeMocTasa (Tabi. 3) OTCyTCTBOBAIH.

OmpenensieMoe B KPOBHU IMAIIMEHTA IOBBIIICHUE
YpOBHS OWIUPYyOMHA, MPEHMYIIECCTBEHHO 3a CYET
HENpsMO# (paKIiK, MOXKHO PACIIEHUTh KaK MPOsIBIIe-
HUE BHECOCYAMCTOr0/BHYTPUKIIETOYHOTO KOMITOHEHTA
remonu3a. [IpudrHa OCTaTOYHOTO TeMONM3a CBS3aHa
¢ TeM, uto y yactu 6onpHbIx ITHI, momywaronmx Tap-
TETHYIO TEPAIUIO 3KYJIU3yMaOoM, KOTOPhIH crienudu-
4YeCKH CBs3bIBaeT CS5-KOMITOHEHT KOMIUIEMEHTa, BHE-
COCYMCTHIN/BHY TPUKIICTOYHBIH TeMOJIN3 00YyCIIOBIICH
C3-omocpenoBaHHON — OINCOHM3ALMENH JIPUTPOIMTOB
C WX TOCJEIYIOINUM pa3pylIeHHeM B PETHUKYIIOIH/O-
TenuanbHOU cucteme [10, 18].

3aciTyXUBaeT OTACIHLHOTO OOCYXKIECHUS TPUIHHA
00HapyKEeHHUs MaKpOIUTO3a, B TOM YHCIIE U TI0 TOKa-
3aremto  MCV  reMaToIOTMYECKOro  aHalIu3aTopa
U 1o MOp(}ONOTHH DSPUTPOIMTOB B Ma3Ke KPOBH.
C omHO# CTOPOHBI, MAKPOIIMUTO3 YaCTUYHO OOYCIOB-
JIeH TOBBIIICHHBIM PETUKYJIOIUTO30M, C JIPYroi
CTOPOHBI — pa3BUTHEM OTHOCHTEIHHOTO Je(HUITa
pocToBbIX (akTopoB (BuTammHa B, u domuesoi
KHCJIOTHI) B OTAENBHBIX YYacTKax KOCTHOTO MO3Tra
3a CUeT WHTEHCHUBHOTO T'e€MOJIN3a W CBSI3aHHON C HUM
AKTUBHOW pereHepaluy 3pUTPOUIHOTO POCTKA. ITUM
MOXKHO OOBSCHUTH M HAJMYWE BKIIOYCHHN B SPUTPO-
nuTtax (Tenpra Kot u 1p.), eIMHAYHBIX Merano0-
JAaCTOB W TIPHU3HAKOB JHCIUIA3MH B CTEPHAIBLHOM
nyHakTare [1, 2, 4]. I'unepxpomus (yBennuenne MCH)
TaK)K€ MOXET OBITh OOYCIIOBJICHA HAJIMYHEM MaKpo-
IIUTOB B JAHHOM CIy4ae.

Takum 00pa3oM, IO COBOKYITHOCTU KIIMHUUECKUX
1 7a00paTOpHBIX NMPHU3HAKOB y TaIlMeHTa OBLT ycTa-
HOBJICH TPEIBapUTENBHBIA TUArHo3 MapOKCHU3Mallb-
HOW HOYHOH TeMOrJIOOMHYpHH, KOTOPBIH OBUT B IO-
CIIEMYIONEM TOATBEPXKICH W BepudHUIMpoBaH 0OHA-
PYKEHHEM MaTOJIOTHYECKOTO KIIOHA KIIETOK.

[MapokcusmanbHass HOYHAsS  IeMOIVIOOUHYPUS
(ITHI') mpencraBisieT coboif pemkyro MIpHOOpETEH-
HYI0 (OpPMY TE€MOJMTHYECKOH aHEeMHH, BO3HHKIIYIO
B pe3yJbTaTe COMATHYECKOW MyTaIlMu KIETOK Kpac-
HOTO KOCTHOTO Mo3ra. Ocoboe 3HaUeHHE B €€ Ommca-
HUU TPEIIUCHIBACTCS HEMeIKoMy Bpauy Paul
Striibing, onucapiemy B 1882 r. ciydaii HaOJIIOIEHUS
3a 29-JIeTHUM MalKMEHTOM, OTMEUYaBLUIMM IOTEMHEHHE
MOYH B YTPEHHEE BPEMsi, COMPOBOXKIAtOIICeCs C1abo-
CThIO, OJICTHOCTBIO KOXH M BHIUMBIX CIIM3HCTHIX
C TocIeAyonM (OPMUPOBAHIEM CEPOBATO-KEITOTO

OTTEHKa KO)KHBIX MOKPOBOB. B Mode 3TOrO marmenTa
OH OOHapy’KWJI TeMOTJIOOMH, a TakXe OTMETHJI, 4TO
TUTa3Ma KpOBH TIOCNIE TPHUCTyNa HpruoOpeTaer Kpac-
Held 1BeT. MM OBLIO BBICKAa3aHO TIPEATIONIOKEHUE
0 TOM, YTO 3PUTPOLUTHI pa3pyLIaroTcsi BHYTPH COCY-
noB. Ero rwumortesa mpenmnoiarama, 4TO BO BpeMd
cHa moBkimaeTcs koHueHTparus CO, u3-3a yMeHb-
IICHUS CKOPOCTH KPOBOTOKA, MPUBOJSAIIAS K HAKOII-
JICHUIO MOJIOYHOM KHUCIIOTHI M T€MOJIM3Y M3MEHEHHBIX
spurporutoB [14]. Paul Striibing pemmn mposectn
MPAKTHYECKUH SKCIIEPUMEHT U BBOJIUI OOJIBHOMY KH-
CIOTY, OJHAaKO TeMOIVIOOMHYpUS HE YCHINIACh.
JanpHelmye MccneIoBaHUs MPOBOIMINCH TOJUTAH/-
ckuM yueHbIM Hijmans van den Berg (1911), a takxe
amepukanneM Thomas Hale Ham (1937), xoropomy
yAaloch MOBTOPHUTH HKcmepuMeHTHl Paul Striibing
W BBIIOJIHUTH PAJl CBOMX MCCIENIO0BaHMM, MOCIE YEro
WCCIIeZIOBAaTENh TPUIIEN K BBIBOAY, YTO y JAaHHBIX
MAI[MEHTOB UMEETCS HEKOTOpast 0COOEHHOCTh SPHUTPO-
LIUTOB, OJHAKO (aKTOp, 3aIyCKAIOIIUN reMOon3, Ha-
XonuTes B miaszme [15].

[lo naHHBIM WCCIIENOBAaHUSA, TMPOBOIAMBIIEIOCS
¢ 1940 mo 1970 r. y 80 mauuentos c ITHI' cpennuit
BO3pacT ITOCTAaHOBKM MHMAarHo3a cocTaBisl 42 roxa,
cpenHsisi BbDKUBaeMocTh 10 jet, mpu 3ToM 22 manu-
eHTa npoxkwin 25 et u 6ojee. B monoBuHe n3BecT-
HBIX CIIy9aeB CMEPTh HACTYNWJa HW3-32 OCIOKHEHUH
I[THI' (BeHO3HBI TpomMO03, KpoBom3nusHuUsA) [15].
IIo paHHBIM MexayHapogHoro perucrpa IITHI
Ha 1 mekabps 2014 r., y JKeHIIMH JaHHAS TaTo-
JOTUSl BCTpedaeTcs He3HaunmTenbHO dame (54,4 %
u3 2356 genonex) [17].

B pazputuu ITHI' BaxxHyI0 pojb UrpaeT akTUBa-
U CUCTEMBl KOMIUIEMEHTAa. Peryisius CHUCTeMbl
KOMIUIEMEHTa MPOUCXOANUT Ha Pa3HBIX JdTamax KOM-
TUIEMEHTapHOTO KacKada, Omarojgaps WHAKTUBUPYIO-
muM Oenkam, TakuMm kak Cl-uarudburop, daxtop I,
Burponektun, Ilporektun (CD59), DAF (CDS5S).
B pesynbrare marnOupoBanus cuare3a GPI Ha MeMm-
Opanax xmetok otcyrctByer CD55 (momasnsier
aktuBHOCTH C3-koHBepTasel) 1 CD59 (cBaspiBaeT C8
n C9 u orpannmumBaer cO6opky C5b-C9, nmenyemyto
WHAYe Kak MeMOpaHOaTakyloIuid KomIuiekc) [5],
YTO  ATUMHYHO  TOBBIIIAET  YyBCTBUTEIHBHOCTH
SPUTPOIUTOB K TeMoJuTHdeckoMmy dhdexty Hop-
MaJIbHO (YHKIMOHUPYIOIIEH CHCTEMBbl KOMILIEMEHTa
[6, 10, 18]. B mmarnoctuke ITHI' mmeer 3HaucHme
WCCIIeJIOBaHNE KJIOHA HE TOJBKO B 3PUTPOIUTAPHOM
pOCTKE, HO TaK)K€ BBIABIEHHE KIJIOHA Cpeau JeHKo-
OUTOB [6], 9TO W OBLJIO OMpeneneHo y TaHHOTO
MaIeHTa.
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3aknioyeHue

IIpencraBieHHblil cily4ail JEMOHCTPUPYET BaX-
HOCTh KOMIUIEKCHOTO aHaJn3a BCeX JaHHBIX 00CIeno-
BaHUS TMAalUeHTa, B TOM YHCJIE W COIOCTaBJICHUE
PE3YIbTATOB JAHHLIX dHAMHE34, KIIMHUYECKOM KapTu-
HBI 3a00JI€BaHMUs, Pe3yJIbTaTOB OMOXMMHYECKOTO aHa-
JM3a KPOBU M JAHHBIX I€MaTOJOTHYECKOrO aHaIn3a-
Topa ¢ MOP(OIOTUYECKOH OIIEHKOW KIIETOK B OKpa-
IIEHHOM Ma3Ke KpoBU. VIHTepec HaHHOTO ciydas
Ul JIeYalluX Bpauel W COTPYOHHMKOB KIMHHUKO-
JIMATHOCTHUYECKUX JTabopaTopuii 0OYCIIOBIICH HE TOJBKO
PEAKOCTBIO JTAaHHOTO 3a00JIeBaHUS, CIOXKHOCTSIMH
B €ro JUarHOCTHKE, HO HAJMYHEM JBYX BUIOB IeMoO-
nM3a, 0COOEHHOCTAMU MOP(OTOTHIECKIX U3MEHEHHH
SPUTPOIUTOB TEepUPEPUIECKON KPOBHU, a TaKKe aHa-
JIM30M TUHAMUKU TPOSBJICHUH, B TOM YHCIe Ha (oHE
TapretHol Tepanuu I[THT'.

[lo Hamemy MHeHUIO, UcclegoBaHUE MOPQOIIO-
THM KJIETOK B OKpallEeHHOM Ma3Ke COXpaHSET CBOIO
aKTyallbHOCTh ¥ SIBIISIETCSI HEOOXOAMMBIM 3TaroM
o0cre10BaHMS MAIIUSHTOB C aHEMHUSIMH.
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