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Hemolytic anemia caused by red
blood cells fragmentation

L.B. Filatov', A.F. Tomilov?, T.A. Alekseeva'
SUMMARY

Presence of schistocytes in blood smear is a diagnostic
marker for hemolytic anemia caused by fragmentation of
red blood cells. However, their identification is very difficult.
A schistocyte is considered to have at least two corners
and a break-down line. Most typical schistocyte forms are:
helmet, crescent, triangle. They should not be confused
with comma-shaped and stick-shaped fragments, nor with
«bitten-out» cells.

Red blood cells can be fragmented by fibrin strands,

on platelet aggregates in microvascular, by heart valve
prostheses, etc. According to the place of red blood cells
fragmentation, hemolytic anemias are divided into microan-
giopathic and macroangiopathic ones.

Schistocytes can be observed in different disorders, but
only some of them are life-threatening and require urgent
diagnostics and treatment, these are thrombotic microangi-
opathies (thrombotic thrombocytopenic purpura, hemolytic-
uremic syndrome, HELLP-syndrome). Not recognizing
schistocytes in blood smear interferes with diagnostics and
may cause serious problems in patients.

Revealed schistocytosis, being a key element in diagnosing
a number of severe disorders, requires a laboratory physi-
cian and clinician to come up with a rapid diagnosis.
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OnarHoCTUYECKUM  KPUTEPUEM TEMOSIMTUHECKON aHeMWUW, BbI3BAHHOWM
hparMeHTaumen 3puTpoLMTOB, CIYXUT LUMCTOUUTO3 B Ma3Ke KPOBWU.
Pacno3HaBaHue LUNCTOUUTOB B Ma3Ke KPOBWU COMPSXXEHO C CEPbE3HbIMU
TpyoHoCcTAMKW. B KayecTBe MpM3HaKOB LUMCTOUMTA paccMaTpuBaeTcs
HanMyMe He MeHee [OBYX VYINOB W JIMHUSA, yKasblBaloLlas Ha passom.
Hanbonee Tmnu4yHble hopMbl LUMCTOLMTA: LUSIEM, NMOMTYMECSLL, TPEYTONbHUK.
He cnepyeT cuntaTth LUMCTOLUMTaMM chparMeHThbl B BUAE 3ansTOM, Nanoyku,
a Takxe «HafKyCaHHble» 3PUTPOLIMTI.
OpuTpoumnTbl  MOryT parMeHTUpoBaTbCs HUTAMKU  ubpuHa, Ha
TpoMOOLUMTApHbLIX arperatax B MWKpococydax, npoTe3amu KnanaHa
cepgua v T. o. B 3aBucumoctn ot Mecta dparmMeHTaumm 3puTpoLMTOB
reMonuTUYeCcKMe aHemMum [OensdTcsa Ha  MUKpoaHruonatuyeckue U
MaKpoaHrmuonaTn4eckme.
WncToumTel MOryT O6GHapyXmBaTbCA MNPU pasfnyHbiX 3aboneBaHusX,
HO NULLb HEKOTOpble W3 HUX MNPEOCTaBMATCA YrPOXAOLWMMUN XKU3HU
W HYXOalTCcad B CPOYHOW [OMArHOCTUKE — 3TO TPOMOOTUYECKME
MUKpoaHrmonatum (TpomMooTMyeckas TpomboLuMToneHuyeckas nypnypa,
reMoSIMTUKO-ypeMmyeckun  cuHgpom, HELLP-cuHgpom), Tpebytolume
HezamennutenbHoM Tepanuu. WrHopupoBaHue LWUCTOUUTOB B Ma3Ke
KPOBM NPENATCTBYET ONArHOCTUKE 3TUX 3a601EBAHNI, MPUBOLASA K TSXKESbIM
nocneacTensaM ans 605bHbIX.
BbISIBNEHHbIN LLMCTOLMTOZ, 6YAy4M KpaeyronbHbIM KaMHEM B AMArHOCTUKE
psga TsXenbiX 3aborneBaHuin, TpebyeT OT Bpada-nadbopaHTa M Bpaya-
KIMMHULMCTA BbICTPbIX AENCTBUN NO YCTAHOBEHMIO AMarHo3a.

KntoyeBble cnosa:
(hparMeHTaumsa  IpUTPOUUTOB,  (PpParMEeHTMPOBAHHbIE  SPUTPOLUTDI,
LINCTOUMTBI, LUMCTOLUMTO3, FemMonuMTuyYeckas aHemmsi, TpoMOoTuyeckas
MUKpOaHruonartus, NnpoTes KrnanaHa cepgua.

CyllleCTBYIOT TeMOJIMTHUECKHE aHeMHH,
00YC/IOBIEHHbIE  MeXaHHUeCKHM/TpaB-
MaTHYECKHM paspylieHHeM 3PUTPOLUTOB.
CHHIPOM  MeXaHHWYeCKOro remoJu3a
yCTaHaBJIMBAETCS Ha OCHOBaHHH
oGHapy»KeHHs] ~ LIMCTOLMTOB  (CHH.:
IIM30LUTEI,  (hparMeHTOLHThI,  (hpar-
MEHTHPOBAHHBIE 3PUTPOLIMTHI) B MasKe
KPOBM GOJIBHOTO MPH HAJMUMH JPYTHX
MPHU3HAKOB TeMOJIH3a B COYETaHHH C
rurneppereHepaTopHbIM XapaKkTepom
aHeMHH:

® DETHKYJIOLHTO3;

@ runepObuanpyouHeMus (3a cueT

HenpsiMoil hpakium);

@ CHUXKEeHHE yPOBHS ranTtoryuo6u-

Ha;

[ ] MOBbILLIEHHUE ypOBHH AKTUB-
HOCTH ﬂaKTaTﬂeFMﬂpOFEHQSbI
(JIAT);

[ ] FeMOFJIO6l/IHypl/IH I/I/I/IJII/I reMo-
CHJIEPHUHY PHUS,;

® YyBEJHUYEHHE KOJHMYEeCTBA 3pH-

TPOKaApHUOLIMTOB B KOCTHOM
Moa3re.
Cpean MeXaHHu4YeCKHX reMoJiu-

THUUECKHX aHeMHH eCTb PAL TSKEJbIX
3aboJieBaHUil, TpeOyoLKX ONepaTHBHON
JUAarHoCTUKH U He3aMeJIMTeJIbHOTO Jie-
HeHHs, NMTO3TOMY BbIsiBJIEHHE THUCTOUXUTOB

" EKaTepUHOYPICKIA KOHCYNBTATUBHO-MArHOCTUECKMIA LIEHTD
2 YpanbCkasi rocyaapCTBeHHast MeJULMHCKAs akagemus, Ekarepuroypr



TemonuTuyeckas aHemMus ¢ WUCTOLUUTAMN

B Ma3kKe KpOBH JIOJI2KHO OBbIThb TPEBOXKHbLIM CHUTHaAJIOM JIJIs1 Jieya-
ulero Bpaua. Bpau-naGopaHT noskeH HeMeyIeHHO COOOUIUTh
€My O TaKOH HaxoJke.

LIUCTOLIUTDI

lpo6bnema npeHTHhnKaLun LWNCTOLUNTOB

HcenenoBanue  mpoGseM,  CBSI3aHHBIX € TTOMCKOM
INCTOLIUTOB,  OMpeJeJeHUeM  MPU3HAKOB  HIMUCTOLIUTOB,
npoBoauoch DpaHity3cKoil rpynmnoi KJAeTOUHOH reMaToJIorHu
(GFHC). OmpiT  ee  uleHOB  CBHACTEJbCTBYET,  UTO
pacrosHaBaHHe MIUCTOLMTOB B MasKe KPOBH COMPSDKEHO C
cepbesnbiMu TpyaHocTsivu [1]. B 2000—2003 rr. dpaniysckue
1ce/eoBaTe M poaHaau3uponasu Muenue okosio 100 Bpaueii-
JgabopaHTOB MO BOIMpPOCAM WIEHTH(PUKALMKM LIUCTOLUTOB U
OLEHKH WIMCTOLUTO3a. AHA/IU3 MMOJYJeHHbIX JAHHDBIX BbISBUJI
Gouble pacxoxkuenus B pesyasratax (50 % cuayyaes)[1].

dopmupoBaHHe KOHCEHCYCA B OTPE/IeJIeHHH XapaKTePUCTHK
IPUTPOLIMTA, KOTOPBI MOXKET Ha3blBaThCA  LIMCTOLMTOM,
0Kaz3asloch CJOXKHBIM MpoieccoM. [l peleHusi mpoGiaembl
6bIM  BbIAEJEHbl TIPU3HAKM IIHUCTOLMTA, KOTOPBIE JOJIKHBI
MPHUCYTCTBOBATD B €T0 OMHCAHNH!

1) «yrosi» BHe 3aBHCHMOCTH OT (hopMbI. JI0/3KHO OBITh MO
KpaiHell Mepe J1Ba yrJa;

2) «dparmeHT» ¢ norepeil pasmepa (mJouiand, oobema)
10 OTHOLIEHHIO K M3HAYaJIbHON KJIeTKe M C HaJMuMeM JIMHUH,
yKaablBaolleil Ha passiom [ 1, 2].

UepTbl  1e(hOPMHUPOBAHHLIX ~ IPUTPOLIUTOB,  KOTOpbIE
(hpaHILy3CKHUMH SKCIIEPTAMH PAaCCMATPHBAIOTCS KaK LIUCTOLHTDI,
oTpaxkeHbI Ha puc. 1.

Takum 00Opasom, WHMCTOUMTBI —  3TO
PUTPOLIMTOB, BHISBJsIEMbIC B MA3Ke KPOBH, B BUJIE!

@ roJsymecsla, ¢ 2—3 oCTPhIMHU BBICTYTIAMH,
miemMa (Kacku),

TpeyroJbHUKa,
MaJIeHbKOT'0 HeTPaBUIbHON (hOPMBI hparMenTa, ume-
[ol1ero JIMHUIO pasJaoma [1, 3, 4].

MezkyHapoHbIil COBET MO CTaHAApTH3alLUMM B TeMaTo-
sgoruu (ICSH) paspaGoran pexomenaaluu 1no uieHTHOUKaLnu
[LIKCTOLMUTOB. BbUIO MPEIIOKEHO TaKXKe CUMTATh LIMCTOLUTAMK
MHKpPOC(hEPOLUTDI (MIPH HAJIMUUK B Ma3Ke KPOBH IIHCTOIUTOB
npyroii hopmbl) [4a].

(hparmeHThI

Mexann3smbi 06pa3oBaHns WHCTOUHTOB

O6pasoBaHue IIMCTOLUTOB MOMKET MPOUCXOAUTH MPH pas-
JIMUHBIX YCJIOBUSX [ 2]:

1) B pesysnbrare QparMeHTaluu SPUTPOLUTA (HUTIMHU
¢ubpuHa, Ha TPOMOOLMTAPHBIX arperatax B MHMKpOCOCY/aX;
npoTe3amMH Cep/ledHbIX KJ1anaHos (puc. 2); B rpouecce 3abopa
KPOBH M TMPUrOTOBJICHUS MasKa: B CHCTEMe juaiuda W T. J.),
KOT/Ia PUTPOLIUT, JoMasiCb Ha JiBe (4acTo HepaBHbIE) 4YacTH,
MOPOKIAET (parMeHThl, MMEIOlLIHe TEHJIEHLHMIO K TOBTOPHOH
chepusanmy;

2) B CBSI3H ¢ aHOMaJIMSMH MeMOpaHbl PUTPOIUTA, 00Y-
CJIOBJIEHHOH AeheKkTamu 6eKOB MeMOpaHbl SPUTPOLUTA, B CHITY
XPYMKOCTH LIUTOCKENIeTa;

3) npu HarpeBaHUKU MeMOPAHbI SPUTPOLUTOB (0KOT IPUTPO-
1{Ta), NPOBOLUPYIOLIEM OT/e/eHHEe YaCTH SPUTPOLIUTOB B BUJIE
nouex K hparMeHToB, GJH3KKUX 110 opMe K LIHCTOLUTAM; ITH
(bparMeHTbl TaK:Ke UMEIOT TEHEHIHIO K chepH3aliiH.

Ouenb BaxkHO JyIsi Bpava-jnabopaHTa 3HaTh, KakHe
(bparMeHThl 3PUTPOLIUTOB, BCTPEUAIOLIMXCS B MasKe, Halo
OTHOCHTb K IIHCTOLIMTAM, a Kakne — HeJb3s (cM. puc. 1).
CropHbIil  BOTIPOC: MOXKHO JIM OTHOCHTb K HIMCTOLUTAM
(hparMeHTbl PUTPOLMTOB B BHE MaJOueK U 3ansThbiX [2], Obl1
cHAT [ 1] — 1X 6bIIO pelieHo He CYUTATh LIHCTOLHUTAMH.

«[ToukoBaHue» 3IPUTPOLMTOB MOXKET HaOGJIOAATBCS MPH
MUPOMOUKUIOLHUTO3e  (PEIKOM BapHaHTe T'eMOJHTHYECKOH
aHeMHMH) WJIM TNpH HarpeBaHuu obGpasua Kposu Gosee 50 °C,
HanpuMmep, npu TpaHcrnoptuposke [3]. Takue «noykn» — oueHb
MeJikue cepouuThl (puc. 3 u 4) — OTHOCHUTH K LIKCTOLUTAM
TaKXkKe He CJIeJIyerT.

Mbl Ha6J1101a/T1 BBIPA’KEHHBIH aHU30LUTO3 U MOHKHUIIOIUTO3,
BKJIIOYAsT MHUKPOC(EPOLMTHl M <MOYKH» B Mas3KaxX KOCTHOTO
Mo3ra, Korjia MpH TyHKLHMHM TPyAMHbI acnupalus Oblia ciesnaHa
HEOCTBIBILIMM ILTPHULEM MOC/IE CTEPUIM3ALIMH B CyX0:KapoBOM
Kady (em. puc. 3). JlabopaHTbl COO6IIMIN 0 HEOOBIMHOM Ma3Ke,
BCTaJ BOTIPOC O HEOTJ0:KHOH cutyali. OJHAKO B MasKe KPOBH,
CACNAaHHOM B 3TOT K€ JeHb, SPUTPOLUTHI ObLIM COBEPIICHHO
HopMasibHbL. [locsie BbiSicHeHHs1 y Bpaua JAeTasell MoJydeHHst
KOCTHOIO M0O3ra y G0JIbHOl I1pUuKHa Obljla YCTAHOBJICHA.

Muorna B Mazkax KpOBH MOXKHO BHJIETb OTJIEJIEHHE <TOYEK»
9PUTPOLIUTOB HUTbIO (pubpuHa (puc. 5), YTO MPOUCXOAUT B
MOMEHT TIPHUTOTOBJIEHHST Ma3Ka MPH CHHPOME JMCCEMHHHPO-
BAHHOTO BHYTPHCOCYHCTOrO cBepThiBaHust KposH ([IBC).
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Puc. 1. LLUMCTOUMTBI 1 SPUTPOLMTLI, HE OTHOCSILLIMECS K LUMCTOLMTAM

CneBa — wmcTounTbl: 1 — Gonbluve dparMeHTbl, 06pa3yroLLMecs Npu paspeneHnn apuTpoLmTa Ha HepaBHble YacTu; 2 — fABa parMeHTa, paBHble MoYTH
MOIOBUHE 3pUTPOLIMTA, NPaBbIi hparMeHT — LInAnka; 3 — nonyMmecsubl; 4 — TPeyronbHUKN

CnpaBa — KJIeTKWU, KOTOpPble He OTHOCHITCA K umMcToumMTam: 1 — 3puTpoLnTbl, AePOPMUPOBAHHbBIE NPU U3rOTOBMEHUM Ma3ka TPOMOOLMTaMN UK Apyrm
3PUTPOLIMTOM; 2 — «HAAKYCaHHbIe» U «BblLLIEPONEHHbIe» 3pUTPOLMTLI, AedopMaLmns TPeTbero B psaay MOXET ObiTb 06YCNOBEHa HapyLLUEHNEM TEXHUKN DUK-
cauum mMaska; 3 — 9XMHOLMTbI (IEBbIN C HEOObIYHO OCTPbIMM BbICTYNaMU — LUMMNAMW, CPEAHUA — «HaAKYCaHHbIV»); 4 — Npu4yanmeble (opMbl (hparMeHToB;

5 — tbparmeHTbl B BUAE 3aniTon Uim nanoyku
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Pue. 2. LLincToumtbl B Ma3ke KpoBU 60MbHOMO C MEXaHNYECKOW reMonuTnye-
CKOW aHeMVEN, BbI3BAHHOM NPOTE30M CEPAEYHOro KnanaHa

Puc. 4. [1Be HuTU chubpuHa (CTpenkm) oecdopmmpytoT 1 pa3pesatoT 3pUTpo-
uMTbl. BonbLLIOE KONMYECTBO «MOYeK» IPUTPOLIUTOB

BepositHo, 3TO mpoucxoauT U B KpoBH in vivo npu JABC-
CHHJIpOME, B pe3yJibTaTe 4ero B Ma3Kax MOxKeT HaOJoaThbesi
60JIbILIOE KOJIMUECTBO «ITOYeK» (CM. pUc. 4).

Cepbe3Hol  KJIMHHYECKOH MpPoOGJeMOH  MpPeaCTaBIseTcst
JMarHocTHKa Tpomboruueckoil  mukpoanruonatud (TMA),
KOT/Ia IIMCTOLUTBI 00PasyloTcst B peayJibrare IeHCTBHST EPBOTo
MexaHH3Ma (cM. Bbllle). 3amaua Bpada-jabopaHTa — YeTKO
CKa3aThb KJIUHULIUCTY, TPUCYTCTBYIOT B MA3Ke KPOBH LIMCTOLIUTHI
WJIH HET.

lMonck wuctoynToB B Ma3ke kpoBu (pekomergaynn GFHC)
[Tonck mUCTOLUUTOB (paHIy3CKHe CMeLHANTHCTBl PEKOMEH -
JyIOT MPOBOANTS [ 1, 2]:
@ Ha MPaBUJbHO C/EJAHHOM Ma3Ke B OUY€Hb OrpaHH-
YeHHOW 00JIaCTH  OJHOPOIHOrO  pacrpeeJseHust
KJIeTOK 0e3 MX MepeKPbIBaHUs, IJle MOJCUUThIBAETCS
JedikoutapHas Gopmysna, B CHJIYy BO3MOXKHOM
cthepusany pparMeHTOB «B XBOCTE» Ma3Ka H 110 ero
KPOMKaM;
® 1pucpenHeM yseanuenuu (ot X 200 1o X 400) Ha Ko-
JIMYecTBe MoJieit, mo3BodisionieM paccMorpets 1000—
5000 KJ1eTOK U BbIOpPATh W3 HUX LIMCTOLMUTHI, aHAJH3
MEHBIIEr0 KOJUYECTBA IPUTPOLIUTOB HEJOCTATOUEH;
® HauMHATh C BhIsIBJICHUST ()ParMEHTOB IPUTPOLIUTOB
B (opMe KacKH; ec/iu (parMeHTbl Takoid (opmbl
00HApYKUBAKOTCS, TO [MPUCYTCTBUE (PArMeHTOB
3PUTPOLIUTOB B (hopMe TpeyroJibHHUKa UJH B popme
MoJIyMecsila MoATBePKAaeT JHaTHO3 MeXaHHUEeCKOTro
reMoJin3a.
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Pue. 3. Ma3ok KOCTHOro Mo3ra npu acnmpaummn HarpeTbiM LLNPULEM
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Puc. 5. Hutb donbpunHa paspesaeT 3puTpoLmMT Ha fiBe YacTu (KpacHas cTpen-
Ka) U OTAENseT «MOoYKy» OT IpUTPOLMTA (CUHSIA CTpenka)

ABTOMaTHYECKNI NOJCYET LNCTOLNTOB

B nocsiesiHue rojisl NosiBUINCH J1aG0PATOPHbIE AHAIU3ATOPBI
(Advia, Sysmex XE), mnoacuuTbiBalonine  KOJHYECTBO
¢dparmentoB sputpountoB (Fragmented Red Cell, FRC). Ho
ABTOMATHUECKHH MOJCUET MPUMEHSIETCS TOJBKO JUISi UCC/IE10-
Bauuii. YyscTBuTebHOCTL MeTona coctasasier 100 %, Ho u3-3a
nusKoli ero crnetuduunoctd (20 %) Npu annapaTHbIX HaXOIKAX
LLIMCTOLMTOB HEOOXOAMMO MHKPOCKOMHMUYECKOe HCC/e0BaHHE
JJ151 MX NOATBepzkIeHHs. HopMasibHOe KOJMYECTBO LIMCTOLUTOB
TpM NojcueTe aBToMaTHuecKuM crioco6om pasno 0,03—0,58 %
[1,5,6]

LIMcToLunTo3

OO6bIuHO B KpoBM HeT wMcTouuToB. Ho npucnocoGienus
JJ1s1 3a60pa KPOBH C OTPHLIATE/BbHBIM JaBJ€HHEM MOTYT TIpH-
BOJIUTb K (hparMeHTaldu HECKOJIbKHX CaMbIX XPYMKHX KJIETOK;
(bparMeHTbl PUTPOLIUTOB MOTYT 06Pa30BbIBATHCS B pe3yJibTaTe
npurotoBJeHus Maska [ 1].

[TosTomy M3pesKa B Maske KPOBH MOTYT 0OHAPY’KHBATbCS
apreakTel, NOsIBJIEHHE KOTOPBIX 00YC/IOBJIEHO TPOLECCOM 3a-
60pa KpOBH U MPUTroToBAeHHeM Maska [2]. HopmasbHoe Kosinde-
CTBO LIHCTOLMTOB B Ma3Ke KPOBH MPH T0JICUeTe TPAIHIIMOHHBIM
cnoco6oM BpauoM-y1abopantom coctasssietr 0—0,27 % obuiero
KOJIHYeCcTBa 9PUTPOLUTOB [2, 7.

Lucrouuros (npesblllieHHe HOPMAaJbLHOIO YPOBHSI KOJIH-
yecTBa LIHUCTOLMUTOB) [3] — TpH3HAK MeXaHHYeCKOH reMoJiu-
THYECKOH aHEeMHH, KOTOpast XapaKTepHa J/Isi HECKOJIbKHUX TPYIIT
3abosieBanuil (Tabs. 1). Cpemu MHOKeCTBa JHATHO30B, TPH

KJIMHUYECKAS OHKOTEMATOJIOTMSA



TemonuTuyeckas aHemMus ¢ WUCTOLUUTAMN

Tabnuua 1. MexaHuyeckas remonuTmyeckas aHemus [1-3, 8—11]

Bupg natonorum

Hozonornyeckasn dopma

| MexaHu4eckas reMonnNTM4ECKasn aHeMUs, BbI3BaHHAA (hparmMeHTaumein

1. Tpom60THHECKNE MUKPOAHTHONATHN
3PUTPOLMTOB B MUKPOCOCYAAX 1.1.
1.2.
1

TpomboTI4eckasn TpOMOOLMTONEHNYECKAs Nyprypa (cuHapom/6onesHb Molukosuua)
TeMOANTIKO-YpeMU4ECKINA CUHAPOM

.3. HELLP-cuHapom'

2. TMA-accounvpoBaHHble CUHAPOMbI

2.1. ABC-cuHapom

2.2. Katactpodhuyecknin aHTuchochonvnuaHblil CUHAPOM
2.3. 3n0Ka4ecTBEHHAs apTepuanbHas runepTeH3ns

2.4. Mpeaknamncus/aknamncus

IIl.  MexaHun4yeckas reMONMTUYECKAsA aHEMUS, BbI3BAHHAS NaTONOrNel CepAeyHO-
COCYAMCTOI CUCTEMbI

IIl.  MexaHn4eckas reMonmuT4ECKas aHeMusl, BbI3BaHHAs COCYAUCTLIMU aHOMANUAMM

IV. MexaHnyeckas remonuT4eckas aHemms, BbI3BaHHast 0CO6EHHOCTAMMN
9pPUTPOLNTOB, ONPEAENAOLLMMI NX CKIIOHHOCTb K (hparmeHTaumum

V. MexaHuyeckas reMoiuT4ecKasl aHemisi, Bbi3BaHHas PaspyLUeHem apUTPOLMTOB
B Kanuinapax cTon nof BO3AENCTBUEM BHELLHEro (hakTopa

VI. MexaHu4eckas reMonuT4ecKas aHemisi, BbI3BaHHash TEDMUHECKUM Pa3pyLLeHNeM
3PUTPOLUTOB

/I3MeHeHHbIE/NPOTE31POBaHHbIE KNanaHbl CepALa
AopTanbHblii CTEHO3

ApTepnoBeHo3Has uctyna

AHeBpuM3Ma aopTbl

Mukcoma npefcepans

OHAoKapanT

VIckyCcCTBEHHbIN Xenyaoyek cepaua

[emaHromb!
[emaHrnocapkombl
lnekcnthopmHble COCyab! B NETKNX MPY NEFO4HON MMNepPTEH3NN 1 B NEYeH PN LMpPo3e

Merano6nactHas aHemus

HacnefCcTBeHHbIA NMUPONOAKUNOLNTO3
Temorno6uHonartus H

BpoxaeHHas 4n3apuTponoaTmyeckas aHemns

MapLueBas remorno6unypus?

Oxoru

T HELLP: Hemolysis (H — remonus), Elevated Liver enzymes (EL — yBenu4enne akTuBHOCTI neveHo4HbIX hepmenToB), Low Platelet count (LP — Hi3koe 4ncno Tpom6oLmToB).
2 Mpwn mMapLueBoil remorno6uHypun B Maskax KpoBn hparMeHTbl ApUTPOLMTOB OTCYTCTBYHOT [12].

KOTOPBIX HAOJMIOAAIOTCS LIMCTOLUTEI, JIMLIb YAaCTh HY’KIaeTcsl B
CPOYHOH JMarHocTHKe. BbisiBIEHHBIH IIMCTOLNTO3, OyLyuH Kpa-
€yroJIbHbIM KAMHEM B IUaTHOCTHKE Psifla TsKeJIbIX 3a00/1€BaHU,
TpeGyeT OT Bpaya-JabopaHTa M Bpaya-KJAMHMLHUCTA ObICTPbIX
JICHCTBUI 110 YCTAHOBJICHUIO IHarHO3a.

Ot Bpaua-snabopanTta He0OXOMM YETKHE OTBET Ha BOMPOC,
MPUCYTCTBYIOT LLIMCTOLMTBLI B Madke KpoBM MJM HeT. Heobxo-
JIUMOCTb SICHOCTH B 3TOM BOINpoce 00YCJ/IOBJIeHA KJIMHUYECKOH
BayKHOCTBIO 1LHMCTOLMTO3a /51 auarHoctuku TMA, xapakre-
PHU3YIOLLUXCS [JIOXMM MPOrHO30M 0e3 CBOEBPEMEHHO HauaTol
ajekBaTHONl Tepanuu. DTo TpebyeT OT Bpaua-KJIHHULKCTA
ONepaTUBHBIX JICHCTBUI 10 TMOATBEPKACHUIO WJIH OINpOBep-
KeHuto auarHoza TMA u oco6oro BHUMAHHUSI K OOJILHBIM C
BIEpBbl€ BbISBJEHHBIM HEHMMYHHBIM TFE€MOJIM30M: B KayKIOM
cirydae HeoOXOJMMO CTaBUTh BOMPOC O MHKPOAHTHOMATHYECKOH
reMOJIMTHYECKOH aHeMHHM M MPOBOAMTL MOJCYET LIMCTOLUTOB.
HrHopupoBanue LIMCTOLUMTOB B MasdKe KPOBHM MPENsATCTBYeT
JIMarHOCTHKe 3THX 3a60JieBaHUi, TIPUBOAS K TSXKEJbIM MOCe]]-
CTBUSAM /17151 GOJILHDIX.

MexaHnyeckasi reMOJIMTHUECKAsl aHEMHs] B 3aBHCHMOCTH
OT MecCTa reMoJ/Ii3a MOXKET ObITb MMKPOAHTMONATHUECKOH WJIH
MaKpOaHTHOMATHYECKOH.

MWUKPOAHTUOMATUYECKASl TEMOJINTUYECKAS AHEMUA

MukpoaHrionaTuueckasi  remMoJuTHYECKass  aHeMHs
(MATA) xapakrepuayeTcst:

@ CHUXKEHHEM reMoryioOnHa;

® LIKCTOLUTAMU B Ma3Ke KPOBH;

® DETHKYJOLHUTO30M,;

® runepOuanpyOHHeMuell (3a cueT HenpsMoi dpak-

win);
@ CHIDKEHHEM YPOBHSI ranToroOuHa;
® OTPULATEJbHBIM TPSIMbIM aHTHIVIOOYJMHOBBIM Te-

ctoM (Main oTpuLaTesbHOM npobdoit Kymb6ea);
@ nosbiiennem aktusHoctu JUIT (JIII oTpaxkaeT kak
CTereHb reMoJIn3a, TaK U HIIEMHIO TKaHel).
@parMeHTalldsi IPUTPOLIUTOB MPOUCXOIUT B MEJIKHUX CO-
cylax (Kamuwuisipax, NMpeKarnuIspax, KOHIEBbIX apTeproJax).
[TocKkoJIbKY TepBHUHBIH TpOIlece 3aKjouaeTes B 06pa3oBaHuK
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TpoMOGOB, TaKHe COCTOSIHHSI Ha3blBAlOT TPOMOOTHYECKUMH
MHKPOAHTHONATHYECKMMH T'eMOJIMTHYCCKMMH aHEMHSIMH (CHH.:
TpoMGoTHUeCKHe MUKpoaHruonatid, TMA).

TPOMBOTUYECKAS MUKPOAHTNOMATUA

TpomboTHueckass MHUKpOaHruonarus
CHHJIPOM, XapaKTepUSYIOLIHHCS:
® TpoMOOLUTONEHHEH;
® MHUKPOAHTMOMATHYECKON TeMOJUTHUUECKOH aHemuen
(HeMMMYHHAsl TeMOJIUTHUECKAS aHEMHS C HIHCTOLH-
TaMH B Ma3Ke KPOBH);

® MUKPOBACKYJSIPHBIM TPOMOO30M KOHIIEBBLIX apTepH-
0J1 U KAMUJUJISIPOB C MHOXKECTBEHHOU JUCHYHKIIHEH
OpraHoB.

K TMA orHOCAT TpOMOOTHYECKYIO TPOMOOLMTOIIEHHYE -
ckyto mypnypy (TTII), reMoJMTHKO-ypeMHUECKHI CHHIPOM
(I'YC), Bosumkatoumii npu Gepemennoctd HELLP-cunmpom.
Boitensiior takke TMA-accouunpoBanubie cunapombl: JIBC-
CHHJIPOM, KaTacTpouuecKui aHTH(OCPOTUTHAHBIN CHHAPOM,
3/I0KAUECTBEHHAST THIICPTEH3HUS, MPEIKNAMIICHS. YUUTBIBAS, UTO
TMA npencrasssier co60it 0CTPO NpoTeKarilee 3a60eBaHue,
KoTOopoe 0e3 CBOEBPEMEHHOH Tepanuu TMPUBOJUT K CMepTH
60JIbHBIX, KpaliHe Ba)kKHa ero OblCTpasi AMarHocTHka (oOHapy-
JKeHHe LIUCTOLUTOB, AaHEMUHU C PETHKYJIOLMUTO30M, THIIEPOUIIH-
pyOMHEMHH, TPOMOOLUTONIEHHH ).

[ucrounrod — HeOOXONUMBbIH AHArHOCTUUECKHH MPU3HAK
TTIL

KJUHUUECKUH

TPOMBOTWUYECKASl TPOMBOLITONEHUYECKAS MYPNYPA

(6one3Hb MowwukoBuua)

TpomGoTHueckass  TpombouMTONEHMYECKass  nyprnypa
(60s1e3ub MomikoBuila, Brepsble onucana E. Moschcowitz B
1924 . [13]). [To ouileHKaM 3KCMepPTOB, YaCTOTa BO3HUKHOBEHHUS
TTIT B CLUA cocrasasier 4—11 cayuaes na 1 000 000 nace-
Jiennsi B roit [ 14, 15], no nanubim perncrpa 6ogbhbix TTIT FOro-
Bocrounoit Aurinu, yactora TTIT — 6 cayuaes na 1 000 000
Hacesiennsi B rof [16]. B perucrpe IOro-Bocrounoit Anriuu
(178 GosbhHbix TTIT) cooTHOlIEHHE MYy»KUMH H YKEHIIUH PaBHO
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1:3, mennana Boadpacra y MyxuuH — 46 JieT, y KeHIHH —
39 gset [16]. CmeprtHocth npu TTIT 6e3 cooTBeTCTBYIOLIETO
nedenust — okosio 100 % [ 17], BbKMBAEMOCTh 1PU a/IeKBATHOI
tepanun — 71—91 %[18, 19].

Yposenb aktuBHocth ADAMTS-13 (A Disintegrin And
Metalloprotease with ThromboSpondin type 1 motif 13 —
MeTaJIJIoNpOTenHa3a, pas3pesaiolliasi MepBHUHbIE MYJIBTHMEpbI
thaxropa on Busnebpanna Ha MoJieKysbl HEOOXOAUMOTO JIst
BLINOJIHEHHs ero GyHKLMiA pasmepa) menee 5 % creuuduuen
a5t TTIT[20]. Y 6osbinHCTBa GOJBHBIX C TSXKENBIM ACPUIUTOM
ADAMTS-13(< 5 %) onpenenstiorcst antutena K ADAMTS-13,
10 90 % 310 IgG [21—23], x0T51 pesko BhisiBasitoTest [gM [24],
HelaBHO ObLIK OMKCaHbI c1yuau oOHapyxenust IgA[25]. B To ke
BpeMst akTuHOCTH ADAMTS-13 > 5 % He HCK/IIOUaeT 1MarHo3a
TTIL.

@opmbl  Bropuunoit  TTIT: Ha doHe GepemeHHOCTH;
JieKapCcTBeHHast TTIT (ayToumMmyHHast [ TuKIOTIHIMH,
KJIONKIOTPE/, XHHUH]| W J10303aBUCHMasl [UMKJIOCTIOPUH A,
TakpoJumyc, MutoMuiin C, reMiuTa6uH|) Ha (hoHe MH(EKIHH
(Escherichia coli, BUY); na ¢hone ayroMMMyHHBIX 3a60J1eBaHHUII;
rocsie TPaHCIJIAHTALMKM KOCTHOTO MO3ra M OpraHos; Ha (oHe
OHKOJIOTHYeCKHUX ~ 3a00JIeBaHHH ~ —  MOTYT  CYLIECTBEHHO
passiuatbesi 1o aktuBHOCTH ADAMTS - 13 1 Hastuuio anTHTe

[26—31].

Knnunka

Creuuduueckux KjauHudeckux cumnromoB y TTIT wer,
3aboJ/ieBaHue pa3BUBAETCs, KAK MPABUJIO, BHE3arHO Ha (hoHe
nosiHoro 310poBbst [32]. B 14—77 % cayuaes TTII [33, 34]
HaOJolaeTCsl Knaccuueckasi nenrana [uur. o 17]:

1) Tpom6ouutonenns — 100 % [35—37], yacto KoJude-
cTBO TpoMbGo1uTOB MeHee 30 X 10%/n (B cpenHeM 18 X 10%/n);
y GOJIbIINHCTRA TTALMEHTOB — TeMOpparkHiecKuil CHHIPOM;

2) MHKpoaHTHonaTHyecKasi —reMOJIMTHYeCKast —aHeMHs
(HeMMMyHHast reMOJIMTHYeCKast aHEMMUS C ILIMCTOLUTAMK B Ma3Ke
kposu) — 100 % [35—37];

3) HeBposIorHuecKue Hapyenus — 59—92 % [36, uut. no
38];

4) nopaxkenue 1noyex — 41—96 % [19, 36];

5) mxopanka — 24—98 % [ 18, uur. no 38].

[Topaxenue cepuua B MomeHT auarHoctuku TTIT oTmeua-
erca y 42 % nauuentos [16]. [Tpu TTI1 y snauntesnboil yactu
nauuenTos (35 %) BO3HHKaeT cHjbHAs GOJb B KHBOTE, TOLLI-
HOTa, pBOTa, 06YCJIOBJEHHbIE HEOKK/IIO3UBHOH a610MUHAIBHOH
uinemueil [39]. Penxoit manudecraunein TTIT moxeT ObITb
MaHKpeaTHT, renaTut, paGIOMHON3, OCTPbIH pPecrUpaToOpHBbIi
JIUCTPECC-CHUHIPOM, MepHepHUeCcKHil HILIEMUYECKHI CHHIPOM,
raHrpeHa KoxH.

JlaGopatophble  uccaenoBanus,  Hapsiy ¢ MATA,
TPOMOOLMTONIEHHEH W  M3MEHEHHSIMH B MOUE, BbISIBJISIIOT
HOpMaJIbHOE MJIH HE3HAUMTEJbHO YBEJHYEHHOE KOJIMUECTBO
JIEHKOLMTOB, HOPMAJIbHOE WJIH HE3HAUNTEJbHO YBeJHUeHHOe
MPOTPOMOMHOBOE ~ BpeMsi M aKTHBUPOBAHHOE YacCTHUHOE
TpOMOOIIIACTHHOBOE BpPEMsi, Ha TMO3[HUX CTAJUAX MOXKET
npucoenuusitbest JIBC-cunnpom [40].

Anarnoctuka

JlocTatounoe ocHoBaHMe JJIf AMAarHo3a B OTCYTCTBHE
JIPYTUX KJIMHWUECKH YCTAHOBJICHHBIX MPHYHH 3aboJieBaHus —
JMarHoCTHYeCKas naja;

1) MATA (HeMMMyHHast reMOJIMTHYECKAsT aHEMMUST C ILIMCTO-
LMTaMH B Ma3Ke KPOBH);

2) rpom6ouuTonenus [ 18].

[ucrounrod Boznukaet noutu y 100 % 60abHbIx TTIT (B
MHPOBOH JIUTEpaType ecTb JHlIb eauHuuHble onucanust TTIT
6€e3 HIUCTOLMTOB), HO HEOOXOIMMO YUHTBIBATb, YTO B TeUeHHE
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nepBbix 2 aHell B KpoBH GosbHbIX TTIT mmcrouurosa mMoxer
He ObiTb [17, 18] KomnuectBo o6napy:xuaembix npu TTII
LLIMCTOLUTOB cocTasiseT 1—18,4 9% oOLiero KoJuuecTsa
spuTpolToR (B cpenHeM 8,35 %) [17]. Cunraercst, uto nons
LIMCTOLUTOB, NpeBbiaoas 1 %, — 10CTaTouHbIA apryMeHT
B nogndy TTIT [17, 41]. JluarHocTHYeCKUM IPU3HAKOM MpH
nocrrpancriantanyonnoil TTIT BbicTynaeT KoJMyecTBO HIKCTO-
uuToB 60see 4 % [42].

Jleyenne
.HequHe Ha4YMUHAaAETC s He3aMeJIMTeJIbHO, HeCMOTpﬂ
Ha BO3MOXKHbIE COMHEHHA B JMarHose. CyLLleCTBy}OT

TPyAHOCTH B AuddepeHInanbHON AHATHOCTHKE C CETCHCOM,
JIUCCEMUHUPOBAHHON  OMYXO0JIblo,  JHGBY3HbIME  GOJIE3HSIMH
COeIMHUTE/IbHON TKaHH. JlasbHe Nl JHarHOCTHUEeCKHUI MTOUCK
npojo/KaeTcsi Ha poHe 6a30BON Tepanum:

1) nnasmosamena 40—60 ma/kr B cytku. Korna nnasmo-
3aMeHa He MOKeT ObIThb MpPOBeJeHa HEeMeIJEeHHO, HAauMHAIoT
MH(Y3HH CBEXKE3aMOPOKEHHO M1a3Mbl 15—25 Ma1/Kr B CyTKH;

2) npeanusosion 1 mr/kr (noapoduee o neuenun TTIT cu.
[43]).

® B psage nporokosoB mpu  oTCyTCTBHH  3(deKTa

OT  TMJa3Mo3aMeHbl  (OTCYTCTBHE  HOpPMaJIM3alluH
KOJIHUECTBA TPOMOOLMTOB i KYMUpPOBaHHsI
HEBPOJIOTMUYECKOH CUMIITOMATUKH), NPH OOOCTPEHHU
(magenne tpomOouuToB B TeueHne 30 aHell mocJe
OTMEHbI [1J1a3MO3aMeH) M pelnuBax IMpUMeHsIeTcs
putyKenma6 (375 mr/m? 1 pas B nenedtio 4 pasa)[32, 44].

B 2011 r ony6aukoBaHbl pesysabrathl 1 dasbl wuc-
cileioBanust 3pMEKTHBHOCTH PUTYKCHMaba B KauecTBe Teparuu
nepBoit inuun y 40 6oabHbIX ¢ octpoit TTIT (375 mr/m? 1 pas B
Heeso 4 nHgysuu, Mpu HeoGXOAMMOCTH KOJIHIECTBO BBEICHHI
yBesuuBasu 10 8). Ilpenapar HauMHain BBOJAUTH B NepBble
3 JHA Tepamuy JOMOJHUTEJBHO K TJIa3Mo3aMeHaM M TJII0KO-
KOpTHKOCTeponiaM. B cpaBHeHHH ¢ HCTOPHYECKHM KOHTPOJIEM
(40 maumenToB) He GBIIO PA3IMUHIl B KOJIHYECTBE T/Ia3MO3aMeH
JI0 PEMHCCHH, HO TIOJyYEHO CYLIECTBEHHOE CHMXKEHHE YaCTOThI
peunausos — ¢ 57 10 10 % [45].

Y 4acT NauuMeHTOoB, JICUHBIIUXCS PUTYKCHMaOOM, HOpMa-
smsoBasiack aktuBHoctb ADAMTS-13 (onHako He y Bcex oHa
COXpaHsiJach B JlaJibHeMIIEeM) U ObIJIO OTMEUEHO HCUE3HOBEHHE
antutes K ADAMTS-13 [46].

HACJIEACTBEHHAS TPOMBOTUYECKAS! TPOMBOLITONEHUYECKASA

NMYPNYPA (cungpom Anwo—Lllynbmana)

Cunapom Anumo—Ilyabmana (CA-I1I, nacsienctBenHast
TTIT). Irving Schulman u coast. B 1960 r. onucanu ucroputo
60J/1e3HH 8-JIeTHEH 1eBOUKH C pELUANBHPYIOLIEH TpPOMOOLUTONE -
HHUEI, y KOTOPO# OblJ1 JOCTUTHYT XOPOLIHiT 5(eKT NpH JeueHuH
nnasmoit [47]. Jefferson D. Upshaw B 1978 r. ony6sinkoBad
UCTOPHIO G0JIe3HH 29-/1eTHEl JKEHIIMHBI ¢ peLIMBUPYIOLLEH ¢
6-MecsUHOrO BO3pacTa TPOMOOLMTONEHHEH H MUKPOAHTHOTIATH -
YECKHUM TeMOJIM30M, 3(PMEKTHBHO JieunBlIeics TpaHCchy3usmMu
CBEXKe3aMOPOXKEHHOH T1/1a3Mbl, H MPENOJN0XKHII CBS3b O0JE3HH
C HaCJICJCTBEHHBIM Ae(HULUTOM (haKTOpa, BJMSIOIEro Ha Tpo-
JIO/DKUTEJBHOCTD KHU3HM TPOMOOLMTOB M 3PUTPOLUTOB [48].
[Tosnuee Hacnencteennass TTII nosyunsa Ha3BaHue CHUHIPOMA
Anuio— Ulynbmana.

Hacaencrsennas TTIT cocrasasieT He Gosee 5 % Bcex
cayuae TTIT ¢ nedpuuurom ADAMTS-13, uacrora KoTopo#,
no pauubim D.R. Terrell u coast. (2005), 2 cayyas
va 1 000 000 wnacenenusi B rox [15]. Hacrora nepsoro
snuzona CA-III B pasHbIX BO3pacTHBIX Ipyrnnax pasjvuHa: B
HeoHaTa/NbLHLIH Tepuos Gosesnb npossisercs y 43—47 %
NalyueHToB (Kak rnpasujo, TpeGyeT 06MEeHHOro MepenBaHHs

KJIMHUYECKAS OHKOTEMATOJIOTMSA
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kposn) [49, 50]; B Bospacte ot 2 mec. 10 18 et — y 32 %
nauuentos; nocae 18 et — y 16 % [49] (onucans gpa 6pata
¢ HacsieaerBentoit popmoit TTIT, nposiBuBLeiicst nocie 35 siet
[20]; onucana manudecrauusi 6ojie3HH BO BpeMsi OCTPOH
MTHEBMOHUH Y MYy»KUHHBI B Bo3pacte 61 rox [51]). Tskesbiit
neuuur ADAMTS-13 6e3 passutus kaunukd TTIT otmeuen
y 5 % nauuentos [49].

Mexanuam HacnenoBanuss CA-1LI  —  peleccHBHBbI.
NsBectno Gosiee 70 myraumii rena ADAMTS-13, kotopble
NPUBOJST K Ae(UUNTY (hepMeHTa UK HAPYIIEHUIO €r0 BbICBO-
602K71IeHHsT B KPOBb [49].

[To MHeHHIO SIMOHCKHX CIELUaNHCTOB, y BCeX JeTed M
OepeMeHHbIX JKEHIUMH C TPOMOOLMTONEHUEH HeoOXOAMMO
ucce/eoBath ypoBeHb aktuHocTH ADAMTS-13[50].

B snouckom peructpe (919 uvenosek) GosabHbix TMA
(TTIT 4 I'YC) 4,46 % cocrapsiioT nauuentol (41 yesoBek) ¢
nacsiencrBenHoil TTIT, cooTHOIIeHNE XKEHIMH U My»KUnH 25:16.
Y Bcex 60JIbHBIX BbIsiBJIeH TsKeJblil nepumut ADAMTS-13,
BbI3BAHHbIF FeHeTHUeCKUMH MyTatusimu 50, 52].

Knuunka

Kinnueckast xapakrepuctuka CA-11I B HeonaTasbHbI
MepPUOJL; BBIpAaXKEHHAs JKeJITyXa 3a CUeT HempsiMoil runepOu/In-
pyOuHeMuH BeJiencTBre KymOc-HeraTMBHOH TeMOJHUTHUECKOH
aHeMHUHM C LIMCTOLUTAMHU U TpombouuTonenus (< 20 X 109/.}1),
MOXKET OBITb JIUXOpajfKa. ¥ OOJBLIMHCTBA MALMEHTOB H3-3a
MAacCCHBHOH reMOrJIOOMHYPHH pa3BUBaeTCs OCTpasi MoyeyHast
nepocratouHocth (OITH). KpoBesamena oGecneunBaer Hopma-
JIN3ALHI0 PeMaToJIOTHUeCKHUX MToKasaresed [53].

[Tpn Gosee mosmHeM Havase OGOJIE3HH TOJMYKOM K
pa3BUTHIO TIEPBOTO 3MM30/1a MOTYT ObITh HH(EKIIMH, BBEIECHHE
JIECMOTIPECCHHA, XHpyprudeckasi onepauusi, OGepeMeHHOCTb.
Boamoskno, B passutuu TTIT urpaer posib BakuuHaius [49].
B nerctBe y 79 % GOJIbHBIX HAGJIOAETCs] TPOMOOLUTONEHHUS,
KOTOpasi OIIMOOYHO JHATHOCTHUPYETCS KakK HAHONaTHYecKast
TpomOoluTonenndeckast mypnypa [50].

TpomGouuTonennss pasBuBaeTcst B Hayaje  KaxKJIOro
snuzofa (100% cayuaes). [eMosuTHUECKas aHEMHsI BO3HHKAET
OJIHOBPEMEHHO MM uepe3d 12—24 u. Y 1/3 HeJIeUeHHbIX
6OJIbHBIX MMeeT MecTo HlleMudeckoe mnopaxenue [HHC
(remunapes, remuruierusi, acasus, CyJIOporH, KomMa C
vieMUyecKuMH u3MeHeHusiMd Ha MPT nin 6e3 HUX), peiko
BO3HHKalolIlee MpH HeoHaTasbHbIX snusonax. OI'TH xapakrepha
AJ1s1 TEMOJIITHYECKOTo Kpusa. Yacto mNpoMCXOAMT MoJHOEe
BoccTaHoBJeHHe OodibHbIX. Ho y nosioBunel aeteit ¢ CA-11I, He
MOJIydaBUINX TIPEBEHTHBHYIO TMJa3MOoTepanuio, HabJIofaloTes
MepMaHeHTHbIE CHMMTOMBI  TOYEYHOTO TIopayKeHus  (Tpo-
TEMHYpHUsi, XpOHHYeCcKas modeunas Hegocrarounocts — XITH).
Tepmunanbuast craamsas XIIH y mnoapocTkoB W B3pocsbIx
pa3BuBaeTcsl OOBLIMHO MOCJE MOCTOSIHHO PeLUAMBUPYIOLIEro
TeueHust 6oJIe3HH. PejIKo OMUChIBAIOTCS peTHHANIbHBIE HILIEMHH,
uHpapkT Muokapaa. [Ipun manudecrauu 60/1€3HU y B3POCIIbIX
KJIMHHKA OCTPOro 3Mnu3oja aHasoruyHa upronarudeckor TTIT
[53].

Anarvoctnka

Hast CA-II  xapakrepeH KpailHe HHM3KHE ypOBeHb
aktusHoctt ADAMTS-13, anturesn Kk ADAMTS-13 Her. lua-
ruo3 HacaenactsenHoil TTIT ycranaBinBaoT Ha ocHOBaHUM 00-
HapyKeHHsT MyTallMd reHa ¢ MOMOUIbIO MOJMMEPa3HOH 11eMHOH
peakuuu [49] n cekBeHMpoBaHHs TeHOB [H3].

Jleqenne

Wudysuu niasmbl (5—10 ma/kr) kaxasle 2—4 Hei. 6ea
M/1a3M03aMeHbl JIOJKHBI MPEI0TBPALATh Pa3BUTHE PELMIUBA
[28, 54]. B cayuae uHbeKIMM WK TIPU POBEJIEHUH OTI€PATHB-
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HOTO JieUeHHsl HeOOXOJMMO COKPATUTL UHTEPBAJ MEXKJLy BBEJIE-
Husivu 10 1 —2 He. [53].

Peunpgns

Hast CA-II xapakrepHbl peldauBbl. IHTepBaJbl MexIy
STU30/IaMH HETPEICKA3yeMbl U MOTYT MPOJ0JKAThCH 2—3 Hel.
[41] (y l/3 MalUeHTOB JJIUTEJbHOCTh MHTEpBala MOXKET GbITh
JIO HECKOJILKHX JieT [53]). PellnanBbl HAUHHAIOTCST CO CHUXKEHHUS
yneaa TPOMOBOUUTOB 3a 24—48 u co 150 mo 10—20 X 10%/n
W ypoBHsi remorsio6una menee 100 r/n. Mexay peunauBamu
0OBIYHO TPOUCKOIUT MOJHOE BOCCTAHOBJICHHE, XOTS Y HEKOTOPBIX
MaLMeHTOB COXPaHseTCs XpoHHYecKash TPOMOOLMTONECHUS |
reMOJINH3, OCJIOKHSIOUIMACS OUIMAPHBIM JUTHA30M [D3].

HacnepctBennas TTIT u 6epeMeHHOCTb

[1pu HOpMasibHON GepeMeHHOCTH ypoBeHb (haktopa (oH
Busne6panna nosbiiaercsi B 2—>5 pas. Bo II—III tpumectpe no-
SIBJISIETCS] TPOMOOLIMTOINEHHS], YAaCTO BCJIE/L 33 Hell pa3BUBaETCs
MATA u TTIT[50]. PasButne 60s1€3H1 Bo BpeMsi 6epeMEHHOCTH
omnacHo AJ1s1 mJiofa. B mosioBuHe ciydaeB oTMeuyaeTcst MEPTBO-
poXIeHHEe WM THOEJb MJIAJIEHLIEB BCKOPE oc/ie POJIoB, MOUTH
BCe BBDKHBIIHE POXKIAIOTCS HEJOHOLIEHHBIMU. B ciyuae npu-
MeHeHHsl TPOPUIAKTHICCKUX HH(Y3HUH MiasMbl ¢ 8- Hemeau
GepeMeHHOCTH JIETH POXKIAIOTCS 310POBBIMH U JIOHOILIEHHBIMH
[50, 55].

I'YC — opHo u3 3abogeBanuii, otHocsiuxces Kk TMA,
JIMarHOCTHYECKHM KpUTepueM KoToporo Bbictynaer MATA (ne-
MMMYHHast FeMOJINTHYECKAsl aHEMHS C LIMCTOLUTO30M B Ma3Ke
KPOBH).

FEMONIUTUKO-YPEMWYECKUIA CUHAPOM (Gone3Hb Maccepa)

lemoauTuko-ypemuueckuii cunapom (6osesnb laccepa,
BrepBble onucana C.E. von Gasser u coaBt. B 1955 1. [56]).
Tunmunbii TYC  (accoumupoBannbiit ¢ guapeeit, [T TYC)
quarnoctupyetes y 90 % nauMeHToB ¢ JaHHOH martosioruefi.
YeranossieHa ¢Bi3b 370l hopmbl ['YC ¢ sHTeporeMopparuieckon
Escherichia coli, npogyuupytouei [lura-rokeun. Bosbluyi-
crBo cayuaes (70—80 %) I'YC shizato E. coli O157:H7. Tpu-
yrHO# ['YC MOryT ObITb U pyrue CepoTHIIbl KMIICUHON MalouKH
(O111:H8, O103:H2, O104:H4, O121, O145, 026, O113,
O55:H7 v 1. 1) win Shigella dysenteriae tuna 1 [28, 57—59].
O6uast yacrora tunuuHoro ['YC oueHnBaercs kak 2,1 caydas
Ha 100 000 nacesenus B rofg [57]. ¥ B3pocibix 3a6osieBaHue
Bosnukaer B 10 pas pexe, uem y gereir [60]. 3apakenue
MPOUCXOJIUT Yepe3 KOHTAMHHUpOBaHHyl0 nuiny u Bomy. [YC
passuBaetcs y 3— 15 % uupuuMpoBaHHbIX nauueHTos [61].

st 3abosieBanusi xapakrepHbl octpoe Hauaso MATA,
TPOMOOLMTONEHHST W MOpaykeHHe  rouyek  (MpOTeHHypHs,
reMatypusi, apTepHajbHAsi THIePTEH3Hsl, OJUrypus/aHypus)
[28]. PasBuruio I'YC npeaiiectByeT 60/b B 2KHBOTE H TOHOC,
KOTOpBIH B TeueHue 2 aueil cranoputest KposaBbiM y 70 %
saGosepwux, TowHota (30—60 % mauMenToB), JHMXOpanKa
(‘/3 60J1bHbIX ). YHCJI0 JIEAKOLUTOB B KPOBHM, KaK MpPaBHJIO,
noBbillleHo. BoamoxkHo mopaxkenne [IHC, cepmua, JKKT,
MOPKENYI0UHOH ¥Keseabl, medeHu. [ 'YC B 60JIbIIHHCTBE CyyaeB
JIMarHOCTHPYeTCs ueped 6—7 nHel nocjie Hayasia adapeu [57].

Hekoropbie aBTopbl paccmatpuBaioT TuruuHbil [YC y
B3pOCJBIX Kak ocobyto (opMy GOJE3HH, OTIMYAIONILYIOCS OT
JI*TYC y nereit [26]. Knunuueckoe nposisaenne [T TYC y
B3pocsbix ¢ nopaxennem LIHC (81 %, tmkenoe — 67 %:
HapylleHHe CO3HaHHsl, CYIOPOrH) M BbICOKAs JIETANbHOCTD
(31—45 %)[60, 62] 06ycoBanBaoT cxoncTBO 310l Gopmbl [YC
¢ uaronarudeckoil TTIT y nauneHToB ¢ Ts2KesNbIM AeDULIUTOM
ADAMTS-13 (< 5 %). Ho misa J1* I'YC xapakTepHbl BbICOKast
yactora OITH (62 %) n otcyTetBHe peuuansos [60)].
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Arumaunpii TYC  (6esamapeitnbii, I~ TYC) y 50 %
nauueHToB  0oOyCJIOBJEH — JMCpery/siuMeil B CHCTeMe
KOMIUIEMEHTa, BbI3BAHHOI MyTalpell pasjiMuHbIX TFeHOB —
peryJsitopoB KoMmruieMeHTta (akropos Kommiementa H, [,
MeM6paHHOrO KogakropHoro mnpoterHa CD46), reno —
AKTHBATOPOB KOoMIJIeMeHTa ((akropoB KomriemeHnta B u C3),
ayroanturesamu K paxropy H[63]. Kpome toro, I~ T'YC moxket
pa3BuTbcs Ha hoHe uHpekuuu (Streptococcus pneumoniae,
BHY), nocsie npuema JeKapcTBeHHbIX CPEACTB, Ha (hoHE Ory-
XoJIel, rocJie TPaHCIIAaHTALMM OPraHOB W TKaHed, BO BpeMmsi
OepeMEeHHOCTH, MOCJ/e POLOB, MPU AyTOMMMYHHbIX OOJIE3HSIX.
Taxke MOXKeT ObITh aronaTuieckuii atunuunbiil [YC [57].

AnarHoctika

Jlnarsoctuueckue
TpUana):

1) MATA;

2) TpOMOOLMTONEHHUS;

3) TopaKeHHe ToYeK.

[Incrouutos Bosuukaer y 100 % 6oabnbix ¢ TYC.
JlabopaTopHble  MCCJAECAOBAHMS  BBIABJAIOT  HOpMaJbHbIE
WIH  HECKOJIbKO  YJIMHEHHble MPOTPOMOMHOBOE BpeMsi W
AKTUBHPOBAHHOE — YacTHUHOE TPOMOOIJIACTHHOBOE — BpeMsl.
Conepkanve QuOpUHOreHa B TJIa3Me HOPMasibHOE  WJIH
MOBbILLIEHHOE, KOHLEHTPALHs MPOJYKTOB Jerpaaaiuu GpuépuHa
MOoxKeT ObIThb yBeJnueHa. YpoBeHb aktuBHoctH ADAMTS-13
NpH JAHHOH NATONOTHH HOPMaJIbHbIH [28].

Kanunnueckue cumnrombl ['YC, oco6eHHO npu NopaKeHHH
LHHC, mano otsinuatoresi ot TTIT, ux qudppepeHmanus cioxHa.
Hexkoropeie cneunamuctel pacematpuBator TTIT u ['YC kak
onxo 3a6osieBanne — TTIT-I'YC [17], xors npu Tunugnom [YVC
akTuBHOCTb pepmenta ADAMTS- 13 nopmasnbhasi [41, b4 ].

kputepun  TYC  (auarHocruueckas

Jleyenne

Her nokazatesbeTB, MOJyueHHBIX B PaHAOMH3UPOBAHHbIX
MCCIIENOBAHKSIX, O MOJIb3€ M1a3M03aMeHbl NPH MOCTAMAPENHOM
I'YC y B3pocabix. Hecmorpst Ha 310, GOJILIIMHCTBO aBTOPOB
(yuutbiBasi GoJiee TsKejioe TedeHHe GO0JIE3HM W BBICOKYIO
JIETAILHOCTb Y B3POC/bIX OOJIbHBIX 110 CPABHEHHIO C J€TbMH)
PEKOMEHJIYIOT [J1a3M03aMeHbl B KaueCTBE MepBOH JIMHUK Tepannu
npu 1" I'YC y B3pocabix. MMMyHocynpeccuBHasi Tepanus
B JaHHOM cJlyuae He pekomennyetcs [l4]. 3HauuTtesbHON
yactu (70 %) naumentos ¢ JI* I'YC TpeGytorcsi Tpancdysuu
SpUTPOLUTOB. B mposesiennn remoananusa nyxnaercs 50 %
60J1bHBIX [57]. [Tpu atunuunom ['YC nyiaaMmosameHa cuutaetcst
HeoOXOAUMBIM 3JIEMEHTOM Teparuu [57].

[TosiBuMcL mepBble  coobuleHUusT 00  3PPEeKTHBHOCTH
sKyan3ymaba (MOHOKJIOHA/NLHOTO aHTHTesa K (akropy CH
KomrieMeHTa) npu atunuyHoMm [YC y netefi W B3poC/bIX H
nocrauapeiinom ['YC y nereti [64—66].

K TMA oruocsit HELLP-cunnpowm, misi kotoporo MATA
(HeMMMyHHasi TeMOJIMTHYECKasl aHeMHsi C ILIHCTOLIUTO30M B
Maske KpPOBH) — HeOOXONUMBbIH JMAarHOCTHUECKUH KPUTepHH,
kak 1151 TTIT u [YC.

HELLP-CUHAAPOM

HELLP-cunapom. Couetanue  TSDKEJOH — 3KJIAMIICHH,
remosi3a W TpomOouuToneHun 6el10 omucano E. Stahnke B
1922 r. [uut. mo 67]. Cokpauenne HELLP 6bl10 BBeneno
L. Weinstein tosibko B 1982 1., oH 2Ke NPeyIoKuI IMarHoCcTHye -
cKMe KpuTepuu 3aboseBanus [68].

Knunuka
TpoMGoLmTONeHHsT ¥ HApyLIeHHe TeYeHOYHOH (PYHKIUH
MOT'YT BOSHHKATb oe3 CyMECTBeHHoﬁ apTepHaﬂbHOﬁ rMNEepTEeH3HH
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1 IpoTenHypun. KiHndeckne nposiBieHust: TOIHOTA, c1ab0CThb,
60JIb B SMUracTpuu WM npasoM noxapebepbe, oTeku. HELLP-
CHHIPOM  MOKeT ocnokHsaThest  JIBC-cumapomom (21 %),
oteioiikoit miatentsl (16 %), OITH (8 %), orexkoM Jierkux (6 %)
[69]. HELLP-cunnpom uaiiie Bo3HUKaeT B rieproj ¢ 27 -1 1o 36-10
Hezlest0 6epeMeHHOCTH, paHblie 3toro cpoka HELLP-cunapom
passuBaetcs B 10 % ciiyuaes; OH MOXKET PA3BUBATHLCS U B Pa3Hblii
cpok (1o 6 aueit) nocste pogo — 20 % carydaes [70].

HAnarnoctika

Huarnocruueckue kpurepun HELLP-cunnpoma:

1) MATA;

2) tpomGoumTonenus Menee 100 X 10%/n;

3) aKTHBHOCTL  acmaprataMHHOTpaHchepasbl
70 EN/.1[68].

[Hucrouuros HabsonaeTcsi BO BpeMmsi OepeMeHHOCTH,
NpH MPesKIAMIICHH/ FKJIAMIICHH, BO3MOXKHO €r0 pasBUTHE TpPH
OCTpOit XKUPOBOH aucTpoduu nevenn, npu TMA, Bosnukiei Ha
thoHe U y3HBIX GOsE3HEN COTMHUTEBHON TKAHH.

OoJsiee

Jleqenne
Cpounoe pomopaspemienne npu HELLP-cunmpome, kak
MpaBUJIO, YJIydIlIaeT COCTOSTHNHE MaleHToK [29].

MAKPOAHTUOMATUYECKAS TEMOJINTUYECKASA AHEMUSA

MakpoaHruonaTuueckasi reMoJIUTUUECcKasi aHeMus (MeXaHH-
yeckasi reMoJIMTHIeCKast aHEMHs TIPH CePJIeYHO-COCY/IMCTBIX 3a-
GoJieBaHHsX) yallle BO3HMKAET IMOC/€e ONEePaTHBHOIO JIeUeHHSs:
NMpoTe3npoBaHie aopTalbHOr0/MHTPAILHONO K/anaua, mnJia-
CTHKa JieheKTa MEXKIPeICepAHON Meperopoki, 3aKpbiTHe ap-
TepuasbHoro mpotoka [71, 72]. Kpome Toro, ¢pparmenramus
SPUTPOLIUTOB pa3BMBAETCS MPH HEONEPHUPOBAHHBIX MOPOKAX
(KaJbIMHHPOBAHHBIA CTEHO3 A0PTHI), KOAPKTAIIMM a0PThI, pa3-
peiBe Xopa [71], mpu BereTauusx npu 6akTepHasbHOM SHAOKAP-
aute [10], MuKcoMe Tmpeacepausi, MPH MCTOMb30BAHHH HCKYC-
CTBEHHOTO KeJyaiouKa cepaua [9].

FEMOJINTUYECKASl AHEMUS, BbISBAHHASA MPOTE30M KJTANAHA

CEPAILIA

B 60—70-e rompt XX B. 1ocjie BBEJICHUS B LIKPOKYIO TPAKTH-
Ky NPOTE3UPOBAHUS KJIaraHOB CEpP/lla FeMOoJIMTHYeCKast aHeMHUs]
paseuBanach y 5—15 % nauueHToB, nepeHecinx orneparuio
[71, 73]. Mcnoab3oBaHue MpoTe30B HOBOTO MOKOJIEHHsT CHH3H-
JIO 4aCTOTY TeMOMIMTHYEeCKOl aneMun 1o Meree 1 % [71]. Oana-
KO KOMTEHCHPOBAHHBIA F€MOJIH3 MOKET BOSHUKHYTB MTPH JIF060M
THIE MPOTe3a U MOXKET Hab/I0AaThCs TTOUYTH Y KAXKA0T0 NalfeH-
Ta C MPOTE30M CepJEUHOro Kaanauna [74, 75].

DaKTopel pa3BUTHA rEMOSIN3a
Bblsie1s1i0T HeCKO/IbKO (haKTOpPOB, KOTOPblE MOTYT BbI3bIBaTh
reMOJIH3 IPU MPOTe3UPOBaHUK cepiieuHoro knanaua [ 10, 71, 73]:
® TypOYJeHTHOCTh/3aBUXpeHHsl (TypOyNeHTHbI TOK
KPOBH uepes/BOKPYT NpoTe3a KJanaHa);
@ repenajbl JaBJaeHHs MEXK/Ly cepliedHbIMH KaMepamMu
(rpaiMeHT TpPaHCBAJBBYJSIPHOrO AaBJeHHs: GoJee
50 MM PpT. CT. MOXKET BBHI3BAaTb CPE3bIBAIOILYIO
cnaty, mpesocxoasuyio 4000 aun/cm2, dparmen-
TalUs 9PUTPOLUTOB OOBIYHO MPOUCXOTUT yKe MPH
3000 nun/cm?);
@ BHYTPEHHHE aHOMAJIMK MeMOPaHbl SPUTPOLIUTOB;
B3aMMOJIECTBHE C MAaTEPHAJIOM 11POTE3A;
® reMOJMHAMHMYECKHe XapaKTepUCTHKH KJanaHa (CKo-
poCTb KPOBOTOKA B 06/1aCTH KJ1anaHa);
@ napanporesHas gpucryJia.

KJIMHUYECKAS OHKOTEMATOJIOTMSA



TemonuTuyeckas aHemMus ¢ WMCTOUUTAMN

[emonn3 Bo3MOXKeH TOC]e  3MOOJMM3ALMH  OTKPBITOTO
apTepHaJbHOrO MPOTOKA CIIHPAJIbIO C TAKPOHOBBIMH BOJIOKHAMM.
[Ipy  HermoJiHOHW  OKKJIIO3UH  BO3HUKAET  pe3ujyaJsibHblH
BbICOKOCKOPOCTHOH TOK KpPOBH, MPHBOIALIMI K paspylleHHIO
3PUTPOLIUTOB KAK B MEPBbIe Uachl/CyTKH M0CJIe Onepalyu, Tak 1
B 6oJiee Mo3aHuI CpoK [76].

M3 ¢parMeHTHPOBAHHBIX B COCYUCTOM pyCJie SPUTPOLUTOB
BeicBoboxkIaercest JIAI u remorsio6uH. CBOOOIHBIN TeMOr0OHH
J1a3Mbl CBSI3bIBAETCS € FaNTONIOOMHOM C BbICOKOH CTeleHblo
apdunnoctn.  Kommjekc — rantorsioOMH—reMorsioOuH, B
CBOIO ouepenb, cBsaA3bBaetcss ¢ CD163 na makpodarax. B
Moc/IeIylolieM KOMIUIEKC 3axBaTblBaeTcss Makpodaramu |
noaBepraercserpagayu. [ IpuBbIpaXKeHHOMBHY TPHCOCYAUCTOM
remoJiu3e, Korga BbIcBOOOXkKIAeTcsl 6oJblIOe  KOJHYeCTBE
remoryiobuHa, cojiep:KaHue rantorsiobuHa B CbIBOPOTKE
CHHKAeTCsl JI0 MOJIHOrO Hcye3HoBeHusi. CoxpaHsiioliuiics B
nsiaame cBOOOHBINH reMOrJIOOHH B 3TOH CHTYallMH CBSI3bIBAETCS
c O0eJIKOM TeMONEKCUHOM, B CBfI3aHHOM COCTOSIHMH OH
npucoeaunsiercst kK CD91 (penentopy a,-MakporaoGyJ/HHOB ),
9KCIIPECCHPOBAHHOMY Ha MOHOLMTAX, Makpodarax, B T. 4.
TKaHeBbIX (KJ1eTKH Kyndepa, asnbBeosisipubie Makpodaru).
Kommuieke remorsio6uH—TeMONeKCHH 3aXBaThIBAETC ITHMU
KJIeTKAMH W TIOfIBEpraeTcsl JH30COMHOH jerpamaund. [lpu
M36bITKE CBOGOAHOTO TeMOrNo6MHa TEeMOMEKCHH PacxXoayeTcs
Ha ero cBssbiBanue. OCTaBILIUHCS U30LITOYHDBIH, HE CBSI3aHHbLIM
rantorJoOUHOM M FeMOMEeKCHHOM reMOrJIOOHH omnpese/sieTcst B
naasme [9, 77].

YpoBeHb CBOOOIHOIO TeMOrJoOHHA MMJ1a3Mbl 3aBUCHT He
TOJIBKO OT CTEMEHU FeMOJIN3a, HO U OT COJlep2KaHusl ranTorjo61uHa
¥ reMOoreKCHHa, (PUIIbTPALIUK TeMOTIJIOOHHA B TI0UKAX, CKOPOCTH
paspylieHHsl KOMIJIEKCOB TeMorjoOMHa ¢ TrantorJioOMHOM U
reMoreKkcHHoM [72].

Knuunka

[eMo/IM3 MOXKET MpOsIBJATBCS CUMITOMAMH aHEMMH H
CepaeuHON HE0CTATOUHOCTH. BhIpaKeHHOCTh aHEMHH 3aBHCHT
OT CTeMEeHH remMoJiu3a, OHa MOXKeT ObiTh JIeTKOH, CpeiHel H
Tspkesoil [71]. Habumonaercss G/1e1HOCTb KOXKM, CJIM3HUCTBIX
000J104€eK, KeJTyXa, Moya MOKeT ObITb MPO3PAaYHON KpacHOH,
MYTHOH KOPHUYHEBOH WJK uepHOoill. Puauueckue HarpysKku, Nnpu-
BOJSLLME K YCUJIEHHIO PaBOThl Cepjlla, MOTYT MPOBOLMPOBAThH
yBeJIMUEHHE CTElEHM IeMOJIH3a, B COCTOSIHUM TOKOSl FeMOJIU3
MoKeT ocnabeBathb. MHOIa BO3HMKAET MOPOYHBIN KpyT, KOrja
MPOTrPECCUPYIOLINHA FeMOJIH3 TPUBOIUT K aHeMHH, KoTopasi, B
CBOIO Ouepe/lb, yCHIMBAET paboTy cepila, B pesyssraTe Hapac-
TaeT parMeHTalls IPUTPOLIUTOB U aHeMHUs [78].

[Ipy jMTEIBHO TNPOTEKAIOLIEM TeMOJIM3e pPa3BUBAETCs
neUIUT »Kese3a, BbI3BAHHBIN TOTepeil Keje3a B BHAE TeMo-
rio6MHa U reMocuaepuHa ¢ modor. Kpome Toro, xponuueckut
reMoJiu3 MPUBOIUT K Jeuuuty dosneBoil Kucaotel. Oba 3TH
(hakTOpa MOTYT YCH/IHBATb TSXKECTh aHEMUH.

Jnarnoctuka

B maske kpoBM HaOJiofaeTcsl MOHKHMJIOLMTO3, LIHUCTOLMTO3
W TIOJIMXPOMa3Hsl. DPUTPOLUTEl OOBIMHO HOPMOXPOMHbIE M HOp-
MOLMTHbIE, HO MHOTJIA MOTYT ObITh TMITOXPOMHBIMH M MUKPOLIUTHBIMH
u3-3a  Jeduuura  Kesnesa.  KosMuecTBO - PeTHKYJIOLHTOB,
reMocHIepyHa B Mode, TeMOrJoOMHA TIJIa3Mbl, TPSMOro |
HenpsiMoro remMorsio0MHa U aktuBHOCTD J 1117 noBbIlIeHbI, ypoBeHb
rantoryiobMHa ChIBOPOTKH CHHKeH. KosiyecTBo HIHCTOLMTOB
u  akruBHocTh JIAIT KoppesupyloT ¢ TSKECTBIO TeMoJH3a.
[emorio6uHypHsi 06HAPYKUBAETCST TOJBKO MPH OYEHb TSKEIOM
remosinze. HeT KoppeJisiLiin Me2ky ypoBHEM reMoJIi3a H ypOBHEM
Oouanpyouna [71].

E. Eyster u coast. (1971) npeaio:kuii KpUTEpHUH OLIEHKH
TS2KECTH FeMOJIN3a, BBI3BAHHOTO MPOTE30M KJlaraHa:

www.medprint.ru

@ JIerKkuii reMoJu3: LMCTOUUTO3 MeHee 1 %, peTHkyJio-
unto3 mMenee 5 %, JIII < 500 EJ1/x;

@ TIeMOJIM3 CPeiHel TSIXKEeCTH: UCTOUUTO3 GoJee | %,
peTuKyJ/aoLuTo3 Gosee 5 %, JIAT > 500 ELN /x;

@ TsIKeJbIH FeMOJIN3: IHMCTOLUTO3 GoJlee 1 %, peTHKy-
JoiuTos Gosee 5 %, JIAT > 500 EJl/x, remorio6u-
Hypus[79].

Jlevenne

B ciyuae TsKesOro remosinda MOXKET MOTPeGoBaThCs
MoBTOpPHAsl orepaliust. PHCK JieTaJbHOCTH TPH  TTOBTOPHOM
orepaLuu, 1o oAHUM JaHHbIM, cocTasasetr 0—6 % [71, 80], o
apyrum — 10 % [10].

[Ipn aHemuu Jerkoft M cpeiHell CTEMEeHH TSKECTH B
HEKOTOPbIX CJIydasix 3(ppeKTHBHbI [-0J0KATOPbI, KOTOPbIe
CHIKAIOT CKOPOCTh TOKA KPOBH, 0OecrieunBasi yMeHblIIEHHe re-
Mouu3a [71]. B mocsientee necsiTuiieTie py JaHHOM MAaTOJOTUH
BOIILJIN B TIPAKTHKY JIBA HOBBIX METO/IA JiedeHust [81 |:

1) spurponostuH (30—40 Thic. enuHUIL B Hezeno) |74,
82],

2) nentokcupuud (1200 mMr B CyTKH), yBeJHUMBast
9JIACTHYHOCTL MeMOPaHbl SPUTPOLIMTOB H MOBbILIAS TeM CAMbIM
MX BO3MOXKHOCTb M3MEHSITh CBOIO (hOPMY, yMeHbllIaeT ux dpar-
MeHTatuio [83].

AddekTuBHOCTL  TMeHTOKCU(DUAIMHA — OblJla  J0Ka3aHa
1a1e60-KOHTPOJUPYEMbIM — PAHIOMH3UPOBAHHBIM  HCCJIe-
noBanuem (2003). B nero 6buio BkioyeHo 40 nauueHToB,
KOTOPbIM MHHHMYM 3a TOJ /IO HCCJIE[IOBaHHS MPOBOIUJIOCH
MPOTE3UPOBAHHKE JIBYX KJIaMIaHOB (MUTPAJILHOTO U A0PTAJILHOTO ):
20 nanueHToB noJydasu neHrokcuumt (1200 Mr B cyTkn) B
TeyeHue 4 mec., 20 GOJbHBIX COCTABUIIM KOHTPOJIbHYIO TPYIIIY.
Yepes 4 Mec. B nepBoil rpynmne 3QpQeKT B BUAE yMeHbIIEHHS
CTerneHu remMosiuaa 6bl1 noayden y 12 (60 %) naumentos, Bo
BTOPOI rpyrne — Toabko y 5 % [83].

Bce GosbHble MpodunakKTHYeCKH TO/KHBI TTOMydaTh POJH-
eBylo Kuesoty (1 mr B cytku). Kpome Toro, nepuoanueckn Heoo-
XOJIUMO MPOBOJNT JleueHHe NalHeHTOB MpernapaTamu xeJjesa.

Paccmotpum ciydaii reMoauTHYeCKoil aHeMUH, BBI3BAHHOM
MPOTE30M a0PTAJILHOTO KJlaraHa.

BosbHoil, 56 Jier, Obl1 HanpapjeH K reMartosiory c
JIMarHO30M aHeMHUsi HesicHOro reHesa. Ha npueme y remaTosiora
(I1.01.11 r.) namueHT npexbsBIs )Kajnobbl HA ciabocTb. K3
anamuesa: 05.10.10 . emy 6bIJI0 BBIIOJIHEHO MTPOTE3NPOBAHHE
aoprasbHOro Kianana. Jlo omepauuu ypoBeHb TeMOrJoOGHHA
y nauuenta Gbl1 HopMadbHbM (155 r/m). TTocae onepatmn
y Hero paspuiach aHemusi, remorso6un — 90—96 r/a,
cofeprKanue sKesiesa, pepputHHa, BUTaMuHa B, n dosuesoi
KHCJIOTHI B CBIBOPOTKE — B MpejesiaXx HOpMbl, OUJIUPYOHH —
39,5 MkMosb/ a1 (psimoit — 10,5 MKMOob/ ).

[Ipn ocmotpe Habuopmanach yMmepeHHast —OJI€AHOCTb
KOXH, HKTEPUYHOCTb CKJIep, Cejie3eHKAa He MaJibIUpPOBANACh.
PesyssTathl  1a60paTOPHBIX HCC/EAOBAHUIA: TOJNBLKO T0C/e
JIOTIOJTHUTENILHOTO HCCIeIOBAHUS MA3Ka KPOBH C LIEJIBIO BBISIBUTD
LIUCTOUUTLl ObLIo o6Hapyxeno 8 % dparMeHTHpPOBaHHBIX
sputpouuToB (cM. puc. 2)u3 1000 spuTpoIUTOB; reMOTI06HH —
94 r/n, SpUTpourThl — 3,13 X 10'2/1, MCV — 86,4 a1,
MCH — 30,2 nr, MCHC — 349 r/a, RDW — 17,7 %,
TpoMGoLmTE — 229 X 10°/71, nefikomntel — 7,29 X 10%/7,
PeTHKYNOLHTB — 3,6 %.

JuarHo3. Hannuue 1IMCTOLMTOB MO3BOJIMJIO OMPENETHTh
MeXaHUUeCKylo (TpaBMaTHUYECKYIO) MPUPOIY remoJsiu3a. Dblia
JIMarHOCTHPOBAHA TeMOJIUTHUECKAsi aHeMHsl, 0O0yCJIOBJIeHHas!
(hparMeHTaLMed  PUTPOLUTOB, BbI3BAHHOH  11POTE30M
A0PTAJILHOTO KJaraHa.

Jleuenue. BosibHOMY ObLIO PEKOMEHIOBAHO MpPHMEHEHHEe
(bosmeBo KUCJI0ThI, HAbJ/I0IeHHE 32 YPOBHEM (hePPUTHHA Chbl-
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BOPOTKH JI/Is1 CBOEBPEMEHHOT0 Ha3Hau€eHHUs1 ITPenaparoB JKeJesa,
JUIsS yMEHbIIIeHUsT TeMoJin3a Obl1 Ha3HaueH MEeHTOKCH(PUIIIH
1200 mr/cyr.

[TaupeHT Obl1 [OBTOPHO HampaBjeH K IeMaToJory
(22.07.11 r.) B cBA3M C HapacTaHHeM aHeMmuM. JlaHHble
J12a60paTOPHBIX uccse/IoBaHu i OblK CACYOLUIMU:
reMornio6us — 79 r/1, spurpounthl — 3,4 X 10'2/n, MCV —
74,4, MCH — 23,4 ir, MCHC — 314r/n, RDW — 14,4 %,
TpomGouTel — 306 X 10%/11, nefikouutel — 5,2 X 10%/1.

BoJibHOl He NpuHUMAaJ/ peKOMeH0BaHHble eMy Npenaparhl.

[Ipu ocmorpe Habs0naMaCh OJ€THOCTL KOKH W BHIAMMBIX
CIU3UCTBIX ~ 000JI0YeK, BbLISIBJIEHA HKTEPUUHOCTb  CKJIED,
ceJie3eHKa He MaJibNupoBasach.

[ToBTOpPHO HA3HAYeHBI MEHTOKCU(HIIHH, (osHeBast KUC-
JIoTa, npenaparhl xKeJse3a (¢ npeBapUTe/ibHbIM ONpeiesieHHeM

YPOBHSI (heppUTHHA).

[ncToluTEl — HEOoThEeMJIEMbIH MPU3HAK TeMOJUTHIECKOH aHe-
MHH, CBfI3aHHOM ¢ (hparMeHTaumer sputpouutoB. [lncrouutsr —
3TO PparMeHThbl SPUTPOLIUTOB UBMEHEHHBIX 110 (hopMe U pasmepy
C HaJIMYMeM 2—3 yrJIoB W JIMHUM passioma. HauGosee THIHYHBIE
(hOpMbI LLIHCTOLUTA — LLJIEM, MTOJYMECSILL, TPEYTrobHUK. MUKpO-
cepoLHThl pacCMaTPUBAIOTCS KAK LIHCTOLMTBI TOJIBKO MPH Ha-
JINYUH B MA3Ke KPOBH IITMCTOLUTOB IPYTOH (hOPMBI.

B 3aBucumocTn OoT Mecra ¢parMeHTalUMH 3PHUTPOLUTOB
reMOJIMTHYECKHE aHEMHH JIeNIITCS Ha MUKPOAHTHOMaTHYeCKHE 1
MaKpOaHTrHoMnaTHYeCKHe.

O6Hapy:»KeHHe LHCTOLUTOB B Ma3Ke KPOBH — TPEBOXKHBIH
CHrHaJl JJIsl Jleyalllero Bpaya, T. K. MOXKeT ObITb [PU3HAKOM
TPOMOOTHUECKOH MHKpOaHrHoNaTHH, TpeOylollell onepaTHBHON
JIMarHOCTHKM M He3aMeJUIMTeJIbHOTO JleueHus. Bpau-nadopaHt
JI0J2KEH HEME/IJIEHHO COOOLIUThL 0 TAKOH HaXOJKe.
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