O «MeauUMHCKMM YHUBEpPCUTET AcTaHa

[ 'Mno - 1 anaacTuyecKkue
aHeMuu

PyctemoBa b.b. 718 BOIl



'UMNo- U ANJIACTUHECKUE A

® OnpepeneHue. 'Mno- U annactmyeckme aHemum (FMAA) - 38
KpPOBETBOPHOM CUCTEMDI, XapaKTepusyrwmecs YME
cogepxaHua B nepudepruyeckoM KpPOBM 3SPUTPOLMTOB, Jiel
TPOMOOLUTOB B COYETAHMM C FMMonjasmMen BCeX POCTKOB K
KPOBEeTBOPEeHUA, TEHAEHLMEN K 3aMeLLeHUI0 K/M KUPOBOU TKa

® [MAA c M301MpoBaHHbIM YMEHbLUEHMEM cofeprKaHusa B nepud
KPOBM 3PUTPOLMTOB U MOAABJIEHUEM TOJIbKO 3PUTPOLUTAPHO
K/MO3roBoro KpoBeTBOpEHUA Ha3bIiBAlOTCA MapuMasibHbIMU MU
KPACHOKJ/IETOYHbIMM an/iasmMamMm.




JTHonorus.

= PasnunyaloT BpoXXaeHHble U npuobpeTe
BapnaHTbl TMAA. Hanbonee pacnpoctp

~ C nopaKeHuem TOJIbKO 3pUTPOMNO3TUYECKO
JIMHUN:

~ yucTtaa (napumanbHas) KpacHoknetouvHas MMAA bnskdeHa-AdaneMoHpa.




\

lMpuobpemeHHble TWMAA noppaspenalwTcA Ha umaguona
HeM3BEeCTHOM 3TMOJIOrMeN) U Bbi3BaHHble M3BECTHbIMMU 3HAO
3K30reHHbIMM Bo3aeMcTBMAMM. K 3SHAOreHHbIM aKT
OTHeCTM:

Onyxosu Tumyca (TUMOMa, KapuMHOMa).
UMMyHHOe nopaxkeHue K/M (peakuua «TpaHCniaHTaT NpoTUB
J031MHOUAbHbIM hacummT.

Cpean  MU3BECTHbIX  3K30re€HHbIX MPUYMH,  CMOCOOHbIX
npuo6peTeHHyto MNMAA, BaXKHEMLIMMMU ABNAAIOTCA:

UoHu3npylowaa pagmaumsa.

XMMUYecKmne BewectBa (A40XMMMHKaTbl, MPUMEHAEMble B
npon3BoAcTBe, 6€H30/1, COIM TAXKENbIX MeTaI/IOB U Ap.).



© JleKapCcTBeHHble cpeacTBa: UMTOCTAaTUKM (6-MepKanTon

aHTUTUpPEeoUuHble (MepKasonua MU Ap.), aHTUOUOTUKM (N
Ap.), HecTepougHble NpPOTMBOBOCMNAJIMTE/IbHbIE (aHasb
aHTUgMabeTnyeckue (tondbytamma U Ap.), rMNOTEH3UBHbIE
APp.), aHTUApUTMHUYECKHNE (XMHUAUH U Ap.) 1 Op.

UHbdeKuMoHHbIe areHThl: MMKOOaKTepun TybGepKysiesa, rpubbl
acneprmansl u ap.), Bupycbl (renatmta G, C, B; uHpe
MOHOHYK/1€03a; 3NMAEeMMUYECKOro napoTmTa, repneca; uMtomer

U Aap.).

B aTnonormm NAA ocoboe 3Ha4yeHne nmeeT MHpeKUMoHHOe 3a60
Bbl3blBaeMoe NapBoBMPYCOM B.,, KOTOpbiM crnoco6eH Bbi3blBaThb
(mapuManbHyl0)  KPACHOKNETOYHYK  anjasuw ¢
annactTMyeckmmn kKpmszamn. M3 JIC MOXKHO BblAE/IUTb JIEBOM
(xnopamMcpeHukon), CcnocobHOCTb KOTOpOro noAaBAATb
AeTepMMHUPOBaHA B reHeTUYECKOM annapare 4YesioBeKa.



[laToreHes.

B natoreHese noAaB/ieHMA POCTKOB KPOBETBOpPEHMA BE
UrpaloT crieayoume MexaHU3Mbl:

MMMYHHOE M/UNIU TOKCUYECKOoe NoAaBJIeHUe MUTOTUYECKOM | (
NOJIMMOTEHTHbIX CTBOJIOBbIX K/JE€TOK M/UAN KNEeTOK npej
3PUTPOMNO3TUYECKOM JIMHMU NPU YUCTOMU (NapuMaibHOM) KpPacHd
anjasmu.

UMMYHHOE  H/MNAM TOKCHYECcKoe  noaassieHune  (PYyHKLM
aKTUBHOCTU KIETOYHOINO0 MUKPOOKPYKEHUS CTBOJIOBOM KJIETKMU B K

f[eHeTUMYEeCKUM  peTepMMHMPOBAHHAA  DKCNpeccusa  reHoB
(camoybumMcTBa) B CTBOJIOBbIX KJeTKax, KJjeTKax-npejue
OCHOBHbIX JIMHUM Fremornos3a.

CokpalieHne  nNpoAoIKUTE/IbHOCTU  KM3HM  DPUTPOLMTOB
npexgespeMeHHbIM reMosiM3oM B K/M  (WYHT-reMonus),
MMMYHHbBIMM  MJIM  TOKCUYECKMMMU BO3AEUCTBUAMM Ha
HeKOTopbIX pepMEHTOB MeéMOpaHbl 3p1TPOLIMTOB.



©® AHeMmu4ecKuli CUHOPOM nNpOABAAETCA OWYLEeHUAMM obLueH

KJAMHMYecKaa KapTHMHa

OAbIWKOM, cepauebueHUAMU, FONIOBOKPYKEHUEM, MeJibKaHME
MyLleK B TrJla3aX, HeCnoCO6HOCTb K pAAuTeNbHOM U3
YMCTBEHHOM paborTe.

Y 60nbHbIX HabaaaeTcA BblparKeHHaa 6/1eAHOCTb KOXKHbIX N
camsuctbix. Tynbc 4YacTtbii, A/l MoxeT ObiTb HOpPMaJibHbI

TOYKaMMU ayCKy/ibTauuu. BbiABNeHMe yBeMYEHHOM neyYeHU
coyetaetTcA C  APYFTMMM  NpU3HAaKaMM  3aCTOMHOM
He0CTaTOYHOCTH.



® FemoppazuyecKkuu CUHOpPOM 06

TpoMb6oLUUTONEHNEU, BbI3BaHHYK TUMO- UM
MerakapuouuTapHOro pocTtka B K/M.

TpombouuToneHua o0O6YyCNOB/IMBAET CKJIOH
KPOBOTOYMBOCTM NPU  HE3HAYMTENbHbIX
C/IM3UCTOM TMOJIOCTU PpTa, MNPOABAAETCA HO
KPOBOTEYEHUSAMM, MeHOopparusmm, remar
oTMe4aeTcs NnosiBJIeHWEe CHUHAKOB Ha KoXe
He3HauYMTeNbHOM (U3NYEeCKOM BO3AEMCTBUM WJI
ABHOMU MPUYMHBI.

Ha kuBoTe, Oepgpax, TrosieHAX, npeanne
BbIAB/IAIOTCS MHOeCTBEeHHble reMopparmy
BbICbINMaHUA, KPOBOMOATEKM pa3HOM BeSIMYMHbI. M
KPOBOM3/IMAHMA BMAHbI HAa CJAM3UCTbIX MOJI0
rybax, Ha KOHbIOHKTMBE. B MecTax MHbBEK
BO3HMKAIOT reMaToMbl, HepeaKo BecbMa 06



©Y O60/bHbIX C Bblpa*K€HHbIM 060

3a60/1eBaHUA M rny60KoM TpomobouuTorneH
OblBalOT  MAaCCMUBHbIE  NleroYHble, Xen
KULUEeYHble, MATOYHble KPOBOTEYEHMA, 3Ha
ycyryonawuwme AC. B/yepenHbie KpoBOMU3/INA
U3 NPUYUH BHE3ANMHOM CMEPTU 60J1bHbIX C TMAA

CUHOpPOM UMMYHHbLIX HapyweHul ¢opMUpyeTca npu yme
KOJIMYecTBa TrpaHYy/IOUMTOB B nepudepuyeckod KpoBU M
XapakTtepusyeTcs CKJIOHHOCTbIO 60J1bHbIX K UHDEKL,
3a60/21eBaHUAM.



® lemonumuyecKuli CUHOpoM 06ycnoBNEH BO3HMKHOBEHUEM

cny4vyaax ¢GeHoMeHa BHYTPMKOCTHOMO3roBOoro remosimsa
(wyHT-remMonms) - remMonutmdeckaa Gopma TUAA
06CTOATENbCTBOM CBA3aHa JlerkaA UMKTEPUYHOCTb, MHOrAa
CK/Iep M KOXHbIX MOKPOBOB, TeMHaA OKpaCcKa Kajla M M
BblAe/IeHUA CTepPKOOGUIMHA U YPOOUIIMHA.

Mpu paAnTenbHOM Te4vYeHuM 3a60/1IeBaHMA  KEJIYHOM My3
cchopMupoBaTLCA MUIrMEHTHble KOHKpeMeHTbl. CeneseHKka y
M'AA, B TOM uYMcie M Npu remoamtmyeckom cdopme 3abone
yBeJ/InyeHa.



TeyeHUe

TeyeHne I'MAA MoXeT ObITb OCTPbIM, MNOJOCTPbIM, Xp
3aBMCUMOCTU OT BbIPa*X€HHOCTM M TEMMNOB HapacTaHUA
NPOAB/IEHUM OMMUCAHHbIX Bbille CUHAPOMOB.

Ocmpoe  meyeHue  XapaKTepusyetrca  6bICTpbIM  H
naHuuToneHMu. B KAMHMYECKOU KapTUHe npeobiajaeT remop
CMHAPOM. B TeueHWe HeCKO/JIbKMX Hedeslb KOJIMYECTBO 3P
JIeMKOLMTOB, TPOMOOLMTOB MOXKET ynacTb A0 KPUTMUYECKOro
COBMECTMMOTO C }KMU3HbIO.

Mpu nodocmpomM meyeHuu 3aboneBaHME HAYMHAETCA MeHee
OAHaKO B TeYyeHMEe HEeCKOJIbKMX MecsALeB MnaTo/1IorM4yecKun
NPUMBOAUT K PEe3KO Bblpa)eHHOM aHeMuH, TpombouuTone
remMopparMyeckKMMM nposABJ/IEHUAMM, arpaHy/iouuTosy C
A3BEHHO-HEKPOTUYECKMMU MNOPaXKEHUAMU HOCOI/IOTKM,
NMHEBMOHUEMN, APYrMMHU UHGPEKLMOHHBIMMU OCIOXKHEHUAMM.

be3 TpaHcnMaHTAUMM KOCTHOrO Mo3ra 60JibHble MOruéarT 4Yepes
MecsALeB OT HavaJla NepBbiX NPoAB/IEHUN 60/1e3HM.



Ana xpoHu4decKko2o me4yeHusa TWMAA XxapaKTepHO nocTen
3a6oneBaHusa. lepBbiIM NpoABNAETCA aHEMUYECKUM CUHA
BrnepBble 06paLlaloTCcA K Bpavy B CBA3U C NOABNEHMEM Yy Ceb
obLen cnabocty, CHMXEeHuUs YMCTBEHHOM U
TPYA0CNOCOOHOCTM.

OKpyKaolwpue 3ameyvyalwT 6egHbid LUBeT KOXHbIX nNo
AaJibHeMWeEM, NpUM NPOrpecCUpoBaHUM MNOPAXKEHUA KOCTHO
NosB/IAITCA TpoMbouUnTONEeHUYeCcKas nypnypa, H
NPOTUBOUH(EKLMOHHOrO MMMYHMTETA.

MpU XpOHUYECKOM TEYEHUM BO3MOXKHblI CMOHTAHHbIE U UHAYLMUP
Nle4yeHneM peMMccun 3ab6osieBaHUA, OAHAKO NPOAOIXKMTENIbHOCTb
nocseanymwouwenm peMUCCUMM YMEHbLUaeTCca, a peuMamBbl CTAHOBAT
6os1ee TAXKeJIbIMM.

MpoAoNKUTENbHOCTb M3HM GOJIbHbIX C XPOHUYECKMM TeYeHUEM
NMpM  MCMNOJIb30BAaHMM  aAEKBATHbIX METOAOB JleYeHus  AOoCT
HEeCKOJIbKMX NieT. Bbi3gopoBiieHne BO3MOXKHO NpU YAauyHO BbINOJ
TpPaHCNJIaHTaUMU KOCTHOIO MO3ra.



[InarHoCcTuKa.

O6wMM aHanM3 KpoBu: naHumtoneHus. KonmuyectBo
YMeHbLIEHO, HepeAKO A0 BeCbMa HM3KMX 3HAYEHUM (MeHe
AHeMuss O0ObIMHO HOPMOXpPOMHaA M HopmouuTapHasa. P
OTCYTCTBYHT, 4YTO CBMAETENbCTBYeT 00 apereHepaTtopHO
aHeMuUu. Kosm4yecTBO rpaHy/IOUMTOB pe3Ko CHuKeHo. Ko
TPOMOGOLIMTOB MOKET OMyCKaTbCA HMXe ypoBHA 5x10°/n. COD
no 40-60 mm/yac.

BUOXMMMYECKMM aHa/IM3 KpPOBMU: Y 60JIbHbIX C FeMOJIMTUYECKO
M'AA yBenMyeHa KOHUEHTpauus HEKOHBbIOrMpPOBAHHOIO 6u
CbIBOPOTOYHOIO XeJe3a.

O6WwMM aHAIM3 MOYM: MOKET ObiTb HOpMasbHbiM. [pu Bbipa
TPOMOOLMTONMEHUN BO3MOXKHO MOABJIEHUE MMUKPO- UM MaKporema
Mpu remonntTnyeckon opme NAA B Moye onpegenaeTca ypoomau

Konporpamma: nosoxurtenbHas peakuus perepceHa, 4to y 60/ib
rNy60KonM TPOMGOLMTONEHMEN MOXKET CBMAETe/IbCTBOBaTb O
Ke/lyAOUYHO-  KMIUeYHOro KpoBoTeuyeHusd. BbiaBnawTtce

3PUTPOLMTHI npu reMoppouaajibHOM KPOBOTEUYEHMUM.
remMoMTU4Yeckon ¢opme 3aboneBaHUA onpegensAeTca yBen
coAepXKaHuA B KaJie CTepKO6GMINHA.



CTepHasibHaA nNyHKUMA W/MAM TpenaHo6uoncus Kpbiaa
KOCTU: OOHapYyKMBAETCA PEe3KO BblPa’*K€HHOE YMEHbLUEHMUE
K/JIeTOYHbIX 3/IeMEHTOB B KOCTHOM Mo3re. B Taxkentk
FMCTO/IOrMYecKUue npenaparbl KOCTHOro Mo3ra
OMNYCTOLLUEHHbIMM.

B none 3peHMs BUAHbI €AMHUYHbIE KNETKM MNPEUM)
nmmdbougHoro paga (MMMOLMTBI, N1asMaTUYECKUE KIETKM,
3pUTpoGNacTbl).

BcTpeuaotca  MakpodarM  neperpysKeHHble  remocupae
cnpepo6iacTbl, YTO CBMAETE/IbCTBYET O NepenosIHeHUU KOCTHO
AEeno XeJie30M He UCMOoJIb3yeMbIM A 3pUTPONo33a.

JKI': TaxvKkapaua, npMsHaku aMcTpodmn MMoKapaa (CHMXKeHa a
QRS-KoMNeKcoB, M3031eKTpuUYeckun 3ybeu, T B rpyaHbIX oTBEAe



[ndpdepeHumanbHbiM amar

MAA cnepyet amdbdepeHUMpoBaTb C OCTPbIM JIEMKO3OM,
TaK)Xe MOKeT BO3HMKATb aHeMMuA, JIeMKoneHusa, TPOMO6OL
reMopparM4yeckum gUaTesoM.

XapaKTepHbIM MPU3HAKOM OCTPOro JiIeMKo3a ABAAETCA NOABJE
B nepudepuyeckon KpoBU, U B KOCTHOM MoO3re, 4yero He 6t
TMAA.

Y 60/bHbIX C Merano6aacTHoM (OpMOM aHEMMM TaKKe MO
MeCTO YMepeHHaa naHuMToneHMAa B  nepudepuryecko
UKTEPMYHOCTb KOXHbIX NMOKPOBOB B pe3y/ibTaTe€ BHYTPUKOCTHOMO
pa3pylueHUA SpUTPOKApPUOLMTOB.

OpgHako npuM  Meranob6aacTHOM aHeMMM BO3HMKaeT runep
KPOBETBOPHOU TKAHM, B KOCTHOM MO3re BbIAB/IAIOTCA Meran
rMnepcerMeHTUpoBaHHble HeUTpodubl, Yero HeT npu MMAA.



Mpu arpaHynoumtose B otamume ot M'MAA, npu KoTopou
nogaB/ieHMEe BCEX POCTKOB KPOBETBOPEHMA, B MNepB
3pUTPONOITUYECKOM JIMHMU, NOAABJIEH TOJIbKO MMENIOUAH
3pPUTPOUAHbIM U MerakapMouMTapHbIM COXPaHEHDbI.

Ans arpaHy/ioymMTosa He XapaKTepHbl TPOM60
remMopparMyeckMm cuHapom. KiauHuuYeckylo KapTuHY arpa
dbopmMmupytoT NnpemMMyLL,ecTBEeHHO UH(PEKLUMUOHHbDbIE, ce
OCNIO}KHEHMA, BbI3BaHHble TJTYOOKUMMU HApPYLWEHUSAMU MMMYHM
3TOM 3a60/1eBaHMMN.

Mpy MUenoaucnIacTUHECKOM CHMHAPOME TaKXe Kak M npu
CHMXKAeTCA KOMYecTBO (hOPMEHHbIX 3/1IeMeHTOB B nepudepu
KPOBM, YMEHbLUAeTCA HAaCbIWEHHOCTb KOCTHOro Mo3ra KJeTo
3JIeMeHTaMM.

BMmecte ¢ Tem, npu 3TOM 3a6os1ieBaHMM B KOCTHOM MO3re BbIABAA
NPpU3HaAKM  MeranobnacTHOro J3pUTpono3sa, AedeKTbl

SpPUTPOLMUTOB, YBEJSIMMEHME Ko/M4vecTBa O61aCTHbIX KJ/ETOK,
CTPYKTYypa MerakapuoumToB MNpH1 COXpaHEHUN UX KosimvecTsa. B
He 6biBaeT npu MNAA.



JleyeHune.

bonbHble [MAA HyXpalwTCcA B YCTPaHEeHUM TOKCUYECK
XMMUYECKUX BeLleCcTB, JIeKapCTBEHHbIX MnpenapaTos,
HeraTMBHbIM  BJIMAHMEM Ha remonoss, 3dPeKTUBH
MHPEKUMOHHBbIX 3a6oneBaHUM (Tyb6epKyses), CnoCOGHbI
yrHeTeHue KpoBeTBOPHOM TKAHM.

Mpu o6octpeHnn NMAA, ocobeHHOe B Tex ciy4vasax, Korga ¢
rpaHy/IOUMTOB B KpoBM nagaet Huxe 0.5x10°/n, 60sbHbIX MO
cneyMasbHO  BblAeNleHHbIU  CTepU/IbHbIM  6GOKc.  Koxky
obpabaTbiBalOT aHTUCENTUYECKUMMU pacTBOpaMM, CaAHMPYIOT MO
AN UCKNYeHUA NoTepb KPOBU BO BPeMSA MEHCTpYaLMMU KEeHLMH
KOMOUHMPOBaHHbIE FOPMOHaJIbHbIE Npenaparhbl.

Mpu rny6okoM aHeMMu nepenrBaloT 3pUTpouMUTapHylo Mmaccy. [l
YpOBHA TpoMboumtoB HumKke 20x10°/n aBnAeTcA oOCHOBaHMEM
TpaHCcdy3nm TpoMOOLUTAPHOIro KOHLUEeHTparTa.

Ana KynupoBaHUA UH(PEKLUMOHHbIX OCJ/IO}KHEHMM HA3HA4valT aHTH
LUMPOKOro cCrnekTpa AeuctBuA. BbiGupatoT npenapatbl, He o06aa
MMENOTOKCUYECKMM IP(PEKTOM.



Ecan MN'MAA Bbi3BaHa ayTOMMMYHHbIM NPOLLECCOM AN1A ee N
MCNOJIb30BaTb [JIIOKOKOPTMKOMAbI. 3T npenapaTtbl 6biBa
3peKTUBHbI NpU  YUCTOU (NapumasibHOM) KPACHOKIETO
HasHauvatoT ot 80 go 120 Mr npegHM30/I0HA B CYTKM A0
NpU3HaKoB pPeMMUCCUM. 3aTtemM nocTeneHHo nepe
nopaeprkuparwllee nevyeHue c npmemom 15-20 Mr npenaparta B

Echu Habnwpaetca KAMHMYECKUM 3hEdEeKT, roOpMOHaJIbHYIO
npogo/mKalwt B TeyeHue 3-4 MecaueB. Ecam B TeyeHue
3¢ deKTa HeT, Tepanmio NpeaHU30/I0HOM MpeKpaLlatoT.

MpU OTCYTCTBMM MNOJNIOKMUTE/IbHbLIX pe3y/ibTaTOB OT FJIIOKOKOPTUK
Tepanun 60/IbHbIM C HeTA)KesoM (OPMOM aHEMMM MOKAasaHa oOf
CMAEH3KTOMMU. TemM caMbiM MCKJIOHAEeTCA UMTOTOKCHMYEeCKMA ¢
ceneseHkU. [loNoXUTENbHbIM KAMHMYECKMM 3PGEKT CcnaeHaK
Ha6baopaetca 'y 70-80% 60sbHbIX € TMAA.

Echam Het 3ddeKTa OT Cr/IeH3KTOMU MOXKHO MPOBECTU KypC
aHTUAMMPOUUTAPHBIM FNoby/IMHOM. [lpenapaT BBOAMUTCA BHYTP
KanenbHo no 120-160 mMr 1 pa3 B AeHb B Te4eHUe OBYX Heaellb.



® OddeKkTnBHbIM cpeacTBOM JsiedyeHua [UMAA aBnsetca
(caHgMMMyH). Ero gosmpyroT ucxoaa us pacyeta 4 Mr Ha K
60/1bHOro B CyTKM. [lpenapaT npmMHMMalOT 2 pasa B A€Hb
MecAaueB. 'ematonormyeckas peMMCCUA BO3HMKAET MOYTHU
60/IbHbIX.

© Bo3Mo)XHa KOMOMHMpoBaHHaA TepannAa NTMAA napeHTepaibHbIM
aHTUNAUMdOUUTAPHOro rnobysimHa, nepopasibHbIM MPUEMOM LMK
A, napeHTepa/ibHbIM BBeAEHMEM rMpenapaTtoB KOJIOHMECTUMYII
cpakTopa (punrpactMm, neHorpacTMM, HapTOrpacTtMm, Hey
nepopasibHbIM NPUEMOM MEeTHUINPeAHMU30/I0HA.

® OCHOBHbIM M Haubonee nepcneKTUMBHbLIM METOAOM JieYeHMU
ABNAETCA Nepecagka KOCTHOro Mosra. a8 aTom uenm nogbuparoT
coBmecTumoro no HLA-cucteme (aHTUreHbl IEMKOLUTOB Ye/l0BEKaA).
TPaHCN/IaHTaUMen Yy peuUnMeHTa YHMUTOXKAeTCA COO6CTBEHHbIM | KO
MO3r nMyTeM ToTaJIbHOro o6sy4yeHma tena B gose 10-11 'pen 1 BeeAa
60sbwMX A03 umknodocdaHa (50 mr/kr 1 pas B geHb 3 AHA noapAa)




