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IHonaTHue anjaaszum

[IppoOpeTeHHas amtacTUYecKas aHeEMUS — 3a00JI€BaHNE,
XapaKTEPUIYIOIIEECS PA3JIMYHON TSXKECTH MAHIIUTONIEHUEN
(p€AKO - OUIIUTOIICHHUEH ), HE UMECIOILICH TCHACHIIUU K
CIIOHTAHHOMY BOCCTAHOBJICHUIO, ITPU CHUKEHHOU
KJIETOYHOCTHA KOCTHOI'O MO3ra.

Yacrtora 3a001eBaeMocTy IpuoopeTeHHBIMU A A cocTapisieT B EBpone 2-5, B

Poccun — 6-10 cnydaes, Ha 1 MHIIMOH J@TCKOTO HACEJICHUS B TO/I.
[Macuan A. A. u coast., 1998].



Kiaaccupukanus

*»» nnomnarnyeckue amjiacTUuYeCKue aHeMUHU
* Bropnunsble amiacTHYCCKUE aHEMHUM.
= Pagunaius

= JlekapcTBa U TOKCUHBI.
BrI3pIBaroIme 10303aBUCUMYI0 AA
BrI3bIBarOIIME WINOCUHKPATHIECKYI0O AA

= [locTBUpYCHBIE:
* ['ematut
* Bupyc Ommrerina-bapp
* Bupyc umMmmyHoaeuumnTa yemoBeka
* [TapBoBupyc B19 y nanimeHTOB ¢ UMMYHOAE(PHUIIUTOM.

* Ha (h)oHEe MMMYHHBIX 3a00JICBaHUI:
* ['unorammarnooynuuemus (OBMH, c-m Hulimeren, X- clienieHHbIN
auMbonposiudepaTUBHBIA CUHIPOM )
* bone3Hp «TpaHCcIIaHTaT-TIPOTUB-X035IMHAY,
* D03UHO(PUIIBHBIA (PaCIIUMT,
* TumMoMa 1 KapuUMHOMa TUMYCA.



Kiaaccudpukanusa AA no TaxecTu

(Camitta B.M. et al.,1979)

Dopmbl

IHoka3aremm

CBCPXTAKCIIasd

KJIETOYHOCTh KOCTHOT'O MO3Tra MO TaHHBIM Tpenanoounoncuu <25%
(WM KIIETOYHOCTh >25% HO <50% npu conepKkaHUM MUETOUTHBIX
aneMeHTOB <30%) u 2 uim 0osee U3 CICAYIOIMX IToKa3aTeIe:

» HeuTpoduist <0,2 x109/1;

 TpoMOOIUTHI < 20 x109/11;

* KOPPUTHPOBAHHBIN peTUKYIOIIUTO3 <1% (Menee 40 000/mMKn).

TAKCIIasA

KJIETOYHOCTh KOCTHOTO MO3Ta M0 JIaHHBIM Tpenanoouoncuu <25%
(WM KJIETOYHOCTH 25%-50% 1ipu copepKaHuu MUEJIOUIHBIX
AIIEMEHTOB KOCTHOTO Mo3ra <30%) u 2 uim 0oJiee 13 CACaYIOIIUX
IOKa3arese:

 Herrpodunsl >0,2 x109/1, Ho <0,5 x109/71;

 TpoMOOIUTHI < 20 x109/11 /MK

* KOPPUTHPOBAHHBIN PeTUKYIOIUTO3 <1% (umu meree 40 000/mMkn
IIPY ABTOMATU3UPOBAHHOM TOJICUETE).

CpEIHEHN THKECTH

BCE OCTAJIIBHBIE CITy4an, HE COOTBETCTBYIOIINE KPUTEPHSIM TKEIOU
U CBEPXTSDKEION AA KIIaCCU(MUIIMPYIOTCS KaK cpeaHeTsikenas AA.




IlaTorenes 3a00Jj1eBaHus

HMMMYHHAA arpeCCusi, HallpaBJICHHAA Ha KIICTKHU-IIPCAIICCTBCHHUKHA
I'CMOII0334a

N

ne(eKT CTBOJOBBIX KJIETOK C HAPYIIEHUEM MX MPOJIM(pEepaTUBHON
AKTUBHOCTH

N

HapYHICHUC PCTYILIIMHNU I'CMOII033d4 UMMYHOKOMIICTCHTHBIMHA
J'II/IM(bOI/II[HBIMPI KJICTKaMH

MOBPEKJICHUE CTPOMBI KOCTHOIO MO3ra, TO €CTh FT€MOMNOATHYECKOTO
MUKPOOKPYKEHHUS

BO3MOKHO COUYCTAHHUC PA3JIMYHBIX MCXAHHU3MOB IIATOI'CHC3a

N
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KiMHH4YecKass KapTHHA

J1eOroT 3a00J1eBaHMsT OOBIYHO OCTPBIM U XapaAKTEPU3IYETCS

TpeMsi CHHAPOMaMHM, OOYCIIOBJICHHBIMH MOPAKEHUEM BCEX

TPEX FEMONOATUYECKUX POCTKOB: | r-‘
L

> AHEMUYECKUU CUHOPOM
> 2emoppazudecKuil CUHOpPOM T
> UHEQEKUUOHHBIX 0C/10HCHEHUU :




KiMHH4YecKasgs KapTHHA

aHeMuyecKuu
CUHOPOM

o0mIast ci1adoCTh,
0JIeTHOCTH KOXKU,
TaXuKapaus,
OJIBIIIIKA,

IIIyM B yIIax,
TOJIOBOKPYKECHHE

zemoppazuueckKuu
CUHOPOM

IIETEXMHU,
3KXHUMO3HI,
KPOBOM3JIUSHUS B
CJIU3UCTBIC, CKIIEPY,
KPOBOTCUCHUS U3
HOCA, IECEH U JP.

UHeKUUuOHHbIX
OCJ10XCHEHUU

JIMXOPAJIKA,
CTOMATHT,
aHT'MHa,
MH(EKIIHOHHBIE
O4Yaru Ha KOxe,
ITHEBMOHHH U JIp.



JluarHocTuKa HAa aMOYJIATOPHOM YPOBHE

NB! Jnarsos npuobperennoii AA craBuTcs Ha
OCHOBAaHUHM CJIEAYIOIINX MPU3HAKOB:

Croiikoe, 0oee IByX HEASIb CHUKCHUE TTOKA3aTEeICH
MHHHUMYM JBYX M3 TPEX JUHUMN NEPUDEPUIECCKOM

KPOBH.

> TpombouuTsl MeHee 100x10%/71;

> rpaHyaouuTsl Menee 1,5 x10%/1;
(s peteit maanme 5 et - menee 1x10%/71);

» remornooun menee 110 r/m.



JlabopaTopHble MOKa3aTeIH

KiMHu4YeCcKMil aHAJIN3 KPOBM:
" aHEMMs HOPMOXPOMHas,
" PETUKYIOLUTOIICHNS,
" JICMKOIICHHMS, OOYCIOBJICHHAS IPaHYIOIUTOIICHUCH;
" TPOMOOIIUTOIICHHUS.

Muesorpammas
B myHKTare rpyauHbl KIIETOYHOCTh PE3KO CHUKEHA.

Tpenanoduoncus:
B TpemanoOnonTare KOCTHOrO MO3ra — Iu((Qy3HOE 3a0NHEHUE
KOCTHOMO3I'OBBIX ITOJIOCTEN JKUPOBBIMU KICTKAMM. |



I McTostoruyecKkass KapTuHa

Kocmmubtit mo32 ¢ nopme Kocmmuutit mo3z 6onvnozo AA




JIMarHOCTHYECKUU AJITOPUTM

Coop xa100 H AHAMHE3A:
*  aHEeMHYEeCKHI CHHIPOM;
* reMOpparmgecKHii CHHIPOM;

* IIepcHeCCHIC OCTpOID IellalliTa B HHTSpPBAlIe 6 MecsHAIeB 0

DOH3EKAIBHOE 00CIe0OBaAHHE:

*  AaHOMAJIII CTPOESHIIA JIHIIA;

*  HaIHIIe ocobeHHOCTEI
TIITMEeTAIIIA KOXK;

3a00IeBaHII; ¥ + HamIde AHCTPOQHI HOTTEIl;

* Hammdae 6osrell B KOCTAX; * yBeIHYeHHe  IIMpaTHIECKIX
* HaIIYIE B aHAMHe3€ JIIX0paIKi HesCHOII 3THOIOTHIL, V3JI0B.

* IepeHeceHHBIe HHQEeKIIIOHHETe 3a00IeBaHNIA I1 » TleTexim M 3KXHMO3EI
OpHMeHABIINECHd MeIONKaMeHTO3Hble IIpenapaTbl B TedeHIe

oocaeIHIX 6 MecdIles.

v

KoHcynsTarmsa npodImsHEIX
CIIENATICTOR (TeMAaTOIOT)

L
JIaGopaTopHBIe HCCJIeTOBAHAA:
OAK - adeMmus, TpOMOOIIITONEHNS, JIeHKOMeHIId,
vckoperire COD, B nelkomnTapHoll  dopMmyne

HEITPOIIeHNA, THM(OINTO3, PeTHKYIOIIHTOIIEHHA.
|

)\

HIIBI’HDB YCTaHOBICH

N

TakTika mededHng




JleyeHne anmjaacTuyeckom aHeMHuu

< TpaHcminaHTays KOCTHOTO MO3ra (IIPOBOAUTCS OOJIBHBIM
npu Hannuud HLA-coBMECTHMOro poJiCTBEHHOIO JOHOPA).
% HMmMmmyHOCympeccuBHas Tepamnus: aHTUIUMGOLIUTAPHbBIN
IJIOOYJIMH B COYETAaHWU C IIUKIOCHOPUHOM A (HE MEHEE rojia) u
METHUIIPEIOM (B TEUCHUE TTEPBOTO MECSIIA TEPAMUN));
¢ CumrnToMaThdecKas Tepamnusi:

O IeMOTpaHC(]y3uu;

O TpoMOoOMacca,;

O JIEYEHHE UH(PEKITUOHHBIX OCIOKHEHUM;

O TPaHYJIOLUMUTAPHBIA KOJOHUECTUMYIUPYIOIUN (HaKTOP.

[Tpu TKM nATuiieTHAS BBIKUBAEMOCTb COCTABIISIET 72%
Ip¥ KMMYHOCYIIPECCUBHOM Tepanuu — 0kos10 50%.



KiInHn4YecKknu ciaydyau

[Tanuent, b., 7 net, ¢ »)kanobamu Ha OOMJIBHYIO CHINb HA JIMIIE, TOJIOCTH
pTa, TYJOBHUIIE, KOHEUHOCTSX, KCUHIKW Pa3IN4YHON CTEIICHU 3PEJIOCTH 1
WHTCHCUBHOCTH.

AHaMHe3 3200J1eBaHUA: MaTh CUNTAET pCOCHKA OOJILHBIM B TCUCHHUE
MeCsIa, KOTJIa ITOBBICKIIACh TeMmeparypa teaa 10 38°C, mosBUICS
HeOOJbIIION HACMOPK, NoKanuiuBanue. [lonydan HypodeH B BO3pacTHOM
I03UPOBKe, mpoTedaa3ua. 3a S fHEeHW A0 TOCIMTAIM3allMU BIEPBhIE
3aMETUJIM TOSBJICHUE OOMILHOM T€MOPparuueCKom ChIId Ha KOXKE JIMIIA,
«CHUHSIKW» Ha BEPXHHUX U HUKHUX KOHEYHOCTAX. OOpaTUIINCh K HEeANATPy
10 MECTY JKUTEIbCTBA. PEOCHOK HaNpaBJICH K HEBPOJIOTY JJI UCKIIIOUCHHUS
COTPSICEHHS TOJIOBHOIO MO3Ta, OKYJIMCTY. TaM ke Oblia 3aroao3peHa
TpoMOOILIUTOIIEHNYECKas IypIrypa. PeKoMeH10BaHa KOHCYIbTaIUs
rematosiora MMIHBX. B o6mem ananu3e kpoBu, BeisgBieHbI anemus (Hb 80
/1), TpoMOouToneHus g0 3%o, Jeiikonenus — 2,8 1'/1, muMponuTos.
Hanpasnen Ha rocnutanu3anuio B OOILJI MHBX g o0cienoBanus u
JICUYCHUS.



KiIMHH4YeCKuH ciaydyan

AHaMHe3 xu3HU: PeOEHOK OT 3-i1 OEpeMEHHOCTH, IIPOTEKABIICH C
yIpOo301 MpepbIBaHus Ha (h)oHE HOCUTENbCTBA repreca, [LIMB. Poabl
cpouHble. Macca tena npu poxaeaun 3800r. Poguiics ¢
KedansoreMaroMoi nmpaBo TEeMEHHOM o0JiacTu. Poc u pa3BuBaics
COOTBETCTBEHHO BO3pacTy. HacTo 00Jie BUPYyCHO-OaKTEpHaTbHBIMU
MH(MEKIUSAMU, B CBI3HU C UeM HAOIIOAAJICS KMMYHOJIOTOM,
annepronoroM. OTMeyaeTcs ajiepruyeckas peakius Ha HOBOKAauH,
NEeHULIWJUIMH, vieBas aeprus. Ha oHe BRICOKOM TeMIiepaTypsl
HECKOJIBKO pa3 OTMEYAJINUCh MMU30/Ibl HOTEPU CO3HAHUS, OJTHOKPATHO
OTMEUaJICs CynIopOKHbIM cuHApoM. HaOmronancs HeBponaToiaoroMm.
Oprannyeckas IaToja0oryusi HEpBHOM CUCTEMBI 0 HACTOAIIETO
BpEMEHH HE BbIsIBICHA. Hacae1CTBEHHOCTh HE OTATOIICHA.



KiInHn4YecKuu ciaydyau

IIpu nocrymiaennn: OOIIEE COCTOSHUE TSKEIIOE 110 OCHOBHOMY
3a001eBaHMI0. becnokout ci1adbocTh, ObICTPO ycTaeT. He auxopaaur.
[IpaBUIBLHOTO TEIOCIOKEHUS, YAOBIECTBOPUTEIILHOTO MUTAHKSI.
KoxkHbI€ ITOKPOBHBI OJICAHBIE, OOMJIbHAS TIeTeXUabHasl ChIlb Ha JIMIIE,
TYJIOBHIIIE, KOHEUYHOCTAX. Macca 3KXMMO30B Ha rOJICHX, MPEAIICUbsX.
Ha cau3ucThIX MOJIOCTH pTa HEOOUIIbHAS TeMOopparuieckas Chlilb, Ha
rydoax reMopparmdeckrie Kopku. M3 nmpaBoil 1ojJoBHHA HOCA CKYIHOE
CYKpOBHUYHOE oTaensieMoe. [lepudeprudeckue mumM@poy3iabl Mo THITY
MUKPOMIOIHAACHUHU. B Terkux JpIXxaHue Be3UKysipHOe. TOHBI cepia
PUTMHUYHBIC, CUCTOJIMYECKHUI IIIYM Ha BepXyIiKe. JKUBOT MATKHUH,
0e3005e3HeHHbIN. [IedeHb y kpast peOCpHOM AyTH, CEIE3CHKA HE
yBenuueHa. CTyll 0OBIYHBIX CBOMCTB. MouencnyckaHue HE HapyIISHO.



KIanHn4YecKknuu ciaydyau

OAK: sp-toi: 2,45 T/m, Hb: 81 r/n, m.m.: 1,0; rpom6oruter: 3% (7,35
['/m); nevikoumtsl: 2,8 I'/m; m: 4; ¢: 19; 1: 76; m: 1; COD 5 mM/u.;
aHW30ITUTO3, MOMKUIOIIUTO3 BBIPAKEHBI.

Muenorpamma (MHBX): 6nactei:2,0; rpanyionuTapabii psaa-12,5%;
3pUTpoH-19,5%. numdonutser: 65,0; MonouuTsl: 1,0. Magekc JI-D 4:1.
HNunekc co3peBanus HerTpoduiioB: 0,68. MHaekc co3peBaHus
sputpodsactoB: 0,9. MerakapuoutapHbIii pOCTOK PE3KO CY>KEH.
[Ipenapatrbl k/M KpailHe O€THBI KJIETOYHBIMU 2JIEMEHTaMH.
Muenorpamma (OXMATIET): 3akatoueHue: [1y0oKas rumnoriazus
KpoBeTBOpeHHs. II0BBIIIIEHO IPOIIEHTHOE CoMiepkaHue Makpodaros (4acTh
— B )KUPOBOU AUCTPOPHUH), MIa3MATUUYECKHX KIETOK U 0a30()UII0B.
KoCcTHOMO3roBOM PETUKYIIIOM CJ1a00 3allOJTHEH AJIEMEHTAMU T€MOII033a.
Jlrncnons3 He BeIpaxkeH. ['eModaronuros He BBISIBICH. AHAIJIa3UPOBAHHBIC
KJICTKH HE BBISIBIICHBI.




KianHn4yeckuu ciaydau

[ KICTOJIOTMYECKOE UCCISIOBAHUE: B TPEIIAHOOMOIITATE CTOJIOUK
ry0o4aTor KOCTHOM TKaHU C OPUJICKAIUM T'HaJIUHOBBIM XPSIIOM U
MSATKHUMH TKaHSIMH, COICPKAIIUM 10 12 KOCTHOMO3TOBBIX
IIOJIOCTEH, BBIIOJIHEHHBIX KOCTHBIM MO3TOM. KOCTHBIN MO3T PE3KO
TUIOKJIETOYHBIN C BhIPAKECHHBIM IIPEO0IafaHUEM KUPOBOIO,
O4aroBbIMHU CBEKHMM KPOBOMIMSIHUIMHU. KpOBETBOPHBIE POCTKHU
PE3KO YTHETEHBI, IIPEACTABICHBI O4arOBbIMHA HEOOIBIINMUA
CKOIUICHUSIMU 3PEJBIX TPAHYJIOLMTOB, €AMHUYHBIX SPUTPO- U
HOpMOOJIACTOB. MerakapuoIuThl HE BCTPEYArOTCH.

3aKJrYeHue: I HCTOIOTHYECKask KapTHHA COOTBETCTBYET
arIaCTUYECCKOM aHEMUMU.

broxuMu4ecKre aHaan3bl KPOBH, TECTHI HA ayTOMMMYHHBIE
3a00JI€BaHHs OCTABAJIMCh B IIPEACIaxX BO3PACTHBIX BEINYMH.
Bupycel He 0OHapYyKEHHI.




KianHnyeckum ciay4van

OCHOBHOM TUATHO3:
[IpnoOpeTeHHas amiacTUYecKas aHeMUs, TSHKEI0e
TECUCHHUE.

White blood cell

Bone

Red blcod cell marrow

Platelets ﬂ
&

IS
> &
.



KiIMHUYECKUU Ciayyau

JledeHue B CTAIIMOHEDE:

AHTUTUMOLIMTAPHBIN UMMYHOTII0OYIMH Atram, Coiry-Meapou,
KOJIOHHECTUMYUpYromun haktop Puiictum, [{ukmocrnopun
JUTUTEJIBHO.

ConpoBoauTeabHasi CHMITOMAaTHYECKas Tepanusi, UHPY3UOHHAas,
aHTUOAKTEepHUaJIbHAs, IPOTUBOTPUOKOBASI.

C 3aMeCTUTENIbHOM 11€JIbI0 ITPOBOAWIN TPAHC(PY3UH OJHOTPYIIITHOM,
OJIHOPE3YCHOMN 3PUTPOLIMTAPHOM MACChl, TPOMOOKOHIICHTpATA.

JIeueHre aMOyIaTOpHO:

CaHaguMMyH-HEOpaJl JJIUTEILHO, B TECUECHUE 3-X JIET.

[Tony4yeH IOJHBIN N'€MATOJIOTUYECKUN OTBET. bOJIbLHOMY OTMEHEHA
MMMYHOCYNIPECCUBHAA Tepanus. [ [allueHT HaXoauTCs Mo
HaOJIFOAEHUEM T'eMaroJiora.




BBIBOIBI

*» AmmacTudeckas aHeMUs — PSAKO BCTPEUAIOIIASICS ITaTOJIOT U B
JI€TCKOM BO3pACTE.

< CruenyeT HOMHMTb, UYTO Ha4yaao 3a00JICBaHUS MOXKET
MPOSIBIISITHCS KAaK aHEMUYECKUM, TaK U TEMOPParn4eCKum

CUHAPOMOM, B €IMHUYHBIX CIy4asiX — MH(PEKIIMOHHBIM.
* CBOEBPEMEHHO YCTAaHOBIICHHBIM JUArHO3 MO3BOJISCT JOOUTHCS

MOJIOKUTEIILHOIO pe3yJIbTaTa B NPOTPAMMHOM JICUCHUU
allIaCTUYECKOU aHEMUHU.



Cnacubo 3a snumanue!



