AHeMUn y geteu
N NOAPOCTKOB:

apyrve Buabl

| A.M. KynukosB



[Mno- n annacTuyeckue aHeMumn

8 &
recarmy

 NMAHMUEJTO®TUS (cnH. annasnsa KOCTHOro Mo3ra, YaxoTka KOCTHOrO
mMoa3ra), panmyelophthisis, is, f — cocTosiHMe KpoOBETBOPHOMN CUCTEMBI
OopraHu3ma, xapakTepusyruleecs pe3kMm yrHeTeHneM MUernonoasa c
TOTalnbHbLIM 3aMeLLeHNEM KPOBETBOPHOM TKaHU XXNUPOBOW.

« Annactundeckue u gpyrne aHemumn (D60-D64)

« CUMNTOMBbI NAHMUENOMTU3A: CHUXKEHMNE KONTMYECTBa SPUTPOLIUTOB,
NenKoLUNTOB U TPOMOOLIMTOB C pasBUTUEM MHMPEKLNOHHbIX
OCNOXXHEHUU N KPOBOTOYMBOCTU; MPU3HAKN pereHepawmm Kposu
oTcyTcTBYIOT; POO 3HaunTenbLHO ycKkopeHa. TeyeHue naHmmenodtunsa
OCTPOE USIN XpPOHMYecKoe. JleyeHune: nepenmBaHna KpoBK,
ropMoOHOTEpPanus, KPOBOOCTaHaBNMBaoLWLMe CpeacTBa, aHTUBMOTUKN.
B TaxenbIx cnydasax — yaaneHue cerie3eHku u nepecagka
OOHOPCKOro KOCTHOro Mo3ra.




AnnacTuyeckme aHemmu
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 [log annactuyeckon aHemmnen (AA) NnoHMMaloT
naTonorM4eckoe CoCTOAHME, NPU KOTOPOM
Bblpak€Hbl MaHUNUTOMEHUA N CHUXEHMNE
KPOBETBOPEHUA B KOCTHOM MO3re 6e3 npn3HakoB
remobnacrosa.

* AA aBngaeTca peakum 3aboneBaHnem; B EBpore
3aboneBaemocTtb AA cocTtaBnsiet 2 Ha 1 MIH
HaceneHus.
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* |. Manonatnyeckmne AA.
* |I. BropnuHbie AA.

 MegonkameHTO3HbIE:
— npenaparbl 3051073,
— TUPEOCTATUKN,
— HMBM;
— NPOTNBOINUIIENTUYHECKNE MNMpenaparhl,
— XnopamdreHuKorn.
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 [locTBMpPYCHELIE:
— renaTuThl;
— BUpYC dnwtenHa-bapp (BAb);
— BUPYC UMMYyHoAedmLnTa YenoBeka.

 Ha dooHEe MMMYyHONATONOrMM4YeCcknx CUHOPOMOB:
— Bones3Hb «TPaHCMJ1aHTaT rNMpoTmnB XO3ANHa»,
— rmnorammarno6yn|/|HeM|/|ﬂ;
— 903MHOUNMbHbIN hacunmnT.
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* [logaensatwouwee 6onbWMHCTBO (87%) cnyvaeB AA cuntatoT
nanonaTU4eCKNMm

* 13 BTOpUYHBbIX AA npumepHO 6% NpMXoanUTCHa Ha NOCTrenaTUTHbIE U
6% - Ha NeKkapCTBEHHbIE annasnu.

« [enaTtunT-accoumnpoBaHHble annasum HabngarTcs
NPENUMYLLECTBEHHO Y MaribYMKOB M1 MONOAbIX MY>XYMH, HAYNHAKOTCS C
renartuTta, ConpoBOXAaoLerocs 3Ha4nuTerbHbIM NOBbILLEHUEM
NneYyeHoYHbIX PEPMEHTOB 1 bunnpybmHa.

e 3aTeM renartuTt, Kak NpaBuIio, CaMOCTOATENLHO N3NeYnBaETCS B
TeyeHune 2-3 mec, ogHako Ha doHe BO3BpaLLEHMS NEeYEeHOUYHbIX NPOD K
HopMe pa3BmBaeTca AA.
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* AA - nMMyHooONocpenoBaHHbIE CUHAOPOMBbI.

* Y 6onbHbIX ¢ AA noBpexaeHa remonoaTnveckas
COCTaBnAaoLWasa KOCTHOMO Mo3ra: B KOCTHOM MO3re
borbHbIX AA BbIFBIEH MyO0KuUin oecounuunt
reMornoaTNYeCcKnx npeaLecTBeHHNKOB.

« dyHoameHTanbHble YHKLUMN CTPOMArbHOMo
MUKPOOKPYXEHUSI KOCTHOro Mo3ara y 6onbHbIX AA He
HapyLLEHbI: CTPOMa CEKPETUPYET HOpMaribHOE
KONMM4YeCTBO POCTOBbLIX (DakTOPOB N obnagaeT

CNOCOOHOCTbLIO nogaep>XmBatb AOJITOCPOYHbIE KYI1bTYypPbl
KOCTHOIo MoO3ra.
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« CpeaHunn nHTepsan OoT BO3OEUCTBUSA 3TUOSIOrMYECKOro
doakTopa A0 BO3HUKHOBEHUSA NAHUMTOMEHUN COCTaBNAET
6-8 Hen.

» [logaBnstoliee 00NbLWNHCTBO NAaUMEHTOB obpallaeTcs K
Bpayy Nno nosoay nerexmasribHOW CbiNn, KPOBOTOYNBOCTU
O€eCeH, Nerko BO3HUKaKLWMX 9KXMMO30B.

* AHEMUYECKUN CUHOPOM NPOABNSETCA Nerkou
YyTOMIIAEMOCTbIO, LWYMOM B yLlax, olyulleHrnem nynbcauuu
B royfioBe, yCTanocCTbHo.

* VHOorga nepBbIMU rMpu3Hakamu 3aboneBaHnst CTAHOBATCS
NHJOEKLNN.
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e JlabopaTopHble uccriegoBaHuA :

— remMmorpamMmma c onpeferneHmemM peTukynounTos, NOACYETOM
nenkouymuTapHon opmyrsibl py4HbIM METOLOM,;

— NYHKUNA KOCTHOIoO MO3ra mn3 Tpex passinyHbIX
dHATOMUNYECKNX TOYEK]

— TpenaHobKuoncusa KOCTHOrO MO3ra;

— uccregoBaHme KorioHneobpasytoLen crnocobHoCTH
KOCTHOIo Mo3ra;

— npoba Ha JTIOMKOCTb XPOMOCOM C AM3MNOKCUBYTaHOM UNu
MUTOMULUMHOM C (TecT ®aHKoHNW);

— UMUTOreHeTn4YecKoe nccrnegoBaHne KOCTHOro0 MO3ra;
— ONOXMMMYECKUIA aHann3 KPOBW.
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*  TunnyHeim ana AA cumMTalroT CHUXEHME NokasaTtenen Bcex OPMEHHbIX
3N1eMEHTOB KpoBu (y 6onblUMHCTBA BONbHbLIX HAbMOAAKT CHMKEHUE
reMmorrnobuHa, rpaHynounToB, TPOMBOLMTOB, MOHOLIMTOB), OTHOCUTENbHbIN
NMMdOoLUMTO3; BO3MOXHO MOBbLILLEHNE (heTanbHOro remornobuHa,
accouumpoBaHHOIo ¢ MakpoLIMTO30M.

« COCTOSIHME KOCTHOIrO MO3ra OLIEHMBAOT Ha OCHOBAHUWN JaHHbIX
MUenorpamMmsbl, TpenaHoodMoncum 1 nccnegoBaHMs KONoHNeobpasyoLLen
CMNOCOOHOCTU KOCTHOIO MO3ra.

» XapaKTepHbIMU N3MEHEHUSIMN B MUESIOrpaMMe CYMTALOT. Hannyme npusHaKkos
ON33pUTPON033a, NoBbILLEHME KONMMYECTBA NiasMaTUYeCKmNX KIETOK U
MaKpodaroB ¢ ABMeHUAMU doaroumnTo3a 3puTpPoLIMTOB Ha POHE HOPMarSbHOIo
Konm4yecTtea 6nacTos.

« B TpenaHobuonTatax y nogaensaoLero 60nbLWHCTBA NALUUEHTOB BbISABMASAOT
Bblpa)k€HHOE CHWKEHME KNETOYHOCTN KOCTHOrO Mo3ra npu yBenn4eHum
KONMMYecTBa KUPOBOW TKaHMW.




NuddbepeHumanbHas agnarHocTuka
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* [IndodepeHumpoBaTb NpuodbpeTeHHble AA
Heobxoaumo
— C KOHCTUTYLUUOHanbHbIMK doopmMmamin AA,

— rMNonmnacTn4Yeckum aedoTomMm OCTPoro
numdobnacTHOro nNenkosa,

— MuenogmcnnacTM4eckMMm cMHgpomMamMmu
— remodarounTapHbIMmN NMUMMAPOrMCTUOLNTO3aMM.
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CyulecTBYIOT ABE TEOPETNYECKME BO3MOXHOCTM Koppekumn AA

— 3aMelleHne HegocCTtarwero KoJindectBa CTBOJ1I0BbIX KINETOK AOHOPCKUMN

— CHATUHe VIHFVI6VILI,I/II/I nponvlcbepaumm pe3nayalibHbIX CTBOJTOBbIX KITETOK.
« B nepBom crniydae npoBOAAT aryIoreHHyr TpaHCnnaHTauui KOCTHOIMo MOo3ra,
BO BTOPOM - UMMYHOCYMPECCUBHYIO Tepanutio.

e TpaHcnnaHTauua KOCTHOro Mo3ra - Tepanus Boldopa y aeten ¢ AA npu
Hann4Mm coOBMeCTMMOro poacTteeHHoro goHopa. lNpunyem TKM ot HLA-
COBMECTUMOro cnbrnnHra obecrnevymBaeT 4ONTOCPOYHYHO BbKMBAEMOCTD Y
66-94% 60nbHbIX ¢ AA, B TO BpEMS KaK pesynbsraTbl TpaHCnaHTauum ot
ansTepHaTUBHbLIX JOHOPOB NPUMEPHO BOBOE XYXeE.

*  YunTbiBas 4acToTy peunanBoB U NO3AHUX KroHamnbHbIX aHoManuu, TKM
criegyert BbINOMHATbL B MAakCUManbHO paHHWE CPOKM BCEM AETAM U MOSIO4bIM

nauneHTam, nmerwmm reHomaeHTN4Horo JoHopa.
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*  MMMyHOcCynpeccuBHas Tepanus

* Teparlvm AHTUTUMOUUNTAPHbLIM FJ'IO6yJ'II/IHOM B Ka4yecTBe I'IepBOIZ JIMHUKM CTana «30J10TbiIM

cTaHgapToM» nedeHnsa AA y MOnodbiX NaLMEHTOB, He NoAasiexalunx TpaHcnnaHTaumm
KOCTHoro mo3sra (TKM)

o Od®dEKTUBHOCTb aHTUTUMOLMTAPHOIO rnobynuHa B nedyeHnn AA konebnetcsa B
npegenax 30-70%. Hayano remaTtonorn4yeckoro oteeTa nocrie Tepanum
aHTUTUMOLUTAPHbLIM rIIOBYNMHOM PErMCTPUPYIOT B cpeaHeM Ha 8-12 Hen Tepanuu.
BTopbiMm npenapaTtom, adodekTnBHbIM B fiedeHnn AA, cumTtaroT uymkrocnopuH A. OH
00yCnoBNMBaET CENMEKTUBHYHO CYNPECCUIO KIETOYHO-0NOCPEeaOBaHHbIX MMMYHHbIX

peakunn. APdekT peanmsyeTca NocpeacTsom NHrimduummn NJ1-2-saBucuMmon aktTmeaLmnm
T-kneTtok n nogasneHuns cekpeunm y-IFN n TNF.

«  KombuHMpoBaHHas MMMYHOCYMNpeCcCcnBHas Tepanma aHTUTUMOUMTAPHbBIM rNobyrnnHom +
LMKINOCNOPUHOM A IEMOHCTPUPYET Nyyllne pesyrnbraTbl NO CPaBHEHUIO C
MOHOTepannen aHTUTUMoLUMTapHbIM rMobyrnnMHOM 1 obecneyYnBaeT BbIXKMBAEMOCTb,
cpaBHMMytO ¢ TKM. KOMBMHNPOBaHHYIO MMMYHOCYNPECCUBHYIO Teparnuio cHnTaroT
Tepanuen Bblbopa anst AeTen ¢ TsShKenbIMU U CBEPXTSXKeNbIMU doopmamu AA, He
nverowinx HLA-coBmecTnmoro poacTtBeHHOro JoHopa.
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* Bo3moxHbl peungmsbl AA (puck 35,2% 4vepes 14
NeT) U pasBuUTme No3gHUX KNoHanbHbIX
reMonoaTn4ecKmMx aHoManmu:
MUenoanucnnacTMYeckux CUHAPOMOB U OCTPbIX
NenkosoB (puck passutuga Yyepes 10 net ot
npoBedeHUsa Kypca aHTUTUMOLUUTAPHbLIM
rmodynuHom coctaBnseTt 9,6% u 6,6%
COOTBETCTBEHHO).

* Mwuenoaucnnactuyeckumn cuHgpom (MOC) — rpynna reTeporeHHbIX KNoHarbHbIX
3aboneBaHun, XapakTepuayrLlasaca Hannynem UMToneHmum B nepndpepmnyeckon Kposu,
Ovcnnasnm B KOCTHOM MO3re U pUCKOM TpaHcopmMaLm B OCTPbIN [1ENKOS3.




dopMbI annacTMYecKon aHemmnm

 Taxenaa dpopma AA KOHCTaATUPYETCHA NPU KINETOYHOCTU
KOCTHOro Mo3ra rno gaHHbIM TpenaHobmnoncum <25% wu
HanMyYnMnm He MeHee OBYX U3 TPEX NokasaTeneu:

e - KOnn4yectBo HentpodunoB <500/MKn;
* - Konu4yectBo TpombouutoB <20 000/mkn;

* - KOppPUrMpoBaHHbIN peTnkynoumnTos <1% (meHee 40
000/mkn).

* BbigenatoT cBepxtaxenytro popmy AA, 4nd KOTOpPOU
XapaKTEPHO CHMXeHMe ducrna Hentpodunos <200/mMkn.

« OcTanbHble criyyan KBanmouuupyroT Kak HeTsaXerble
dopmbl AA (ymepeHHas, cpeaHeTaxenada AA).
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« Pa3bunpaem (aTmonormsa, ocobeHHoCTn beHoTuna,
nocnenoBaTenbHOCTb Pa3BUTUA KITMHUKN,
naHUMToNeHn4YecKkas Tpuaaa, noaxonbl fie4eHus
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* AHemunst @aHKOHM - HacrneacTBeHHasd O0ONe3Hb,
ONA KOTOPOW XapaKTEepPHbI:
— rmnornasnd KOCTHOro Moa3ra,

— NaHUUTONEeHn4,

— aHoMasnuun pasBUTUA KOXMU (rMnepnurMmeHTauus),
KOCTHOWN cucTeMbl (Hegopassutue | nacTHOW nnu
Iy4eBOW KOCTU) U (UNKN) BHYTPEHHUX OPraHoB (MoYex,
LIHC, rnas, cepgua n ap.);

« Hacnepyetcsa no ayToCOMHO-PELECCUBHOMY TUMY.
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« 3aboneBaemocTb -1 Ha 360 TbIC. pOAMBLLNXCS
Oeten ¢ cootHoweHmnem 1,1:1 B nonb3y
Marb41KOB.

* CpeaHunn BO3pacT yCTaHOBMIEHUA AMarHo3a:
— 7,9 net cpean Manb4nkos

— 9 net cpean AeBOYeEK,

— 75% cny4yaeB aHeMun PaHKOHM ONArHOCTUPYIOT B
nepuog ¢ 3 oo 14 ner.
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B ocHOBe pa3BUTUS aHEMUM NEXUT UCTOLLIEHKE Nyna
CTBOJIOBbIX KITETOK BCNEACTBUE PE3KOro YCUINEHNS
npouecca LMTOKMH-0MOCPeAOBaHHOMO anonTosa, B TO
BpeMs Kak YHKLMN CTPOMbI KOCTHOIO MO3ra He
HapYyLLEHBbI.

» [lokasaHa reteporeHHoCcTb aHeMun PaHKOHM Ha
KITETOYHOM YPOBHE.

* B HacTodulee BpemMa ngeHTnuumposaHo 8 rpynn
KomnnemeHTauum - ot A go D2.

e [OMO3UrOTHOCTL MO NOOOMY U3 MYTUPOBAHHbLIX FEHOB
NpmnBOANT K POPMMNPOBAHUIO KNTMHKUYECKOro doeHoTuna Ad.



KnuHnyeckas kaptuHa

O/yg"’/; *”Q
TeC3rMye"

Knaccuyecku oonmk 6onbHoro aHemmemn ®aHKoHMU:;
—  HUW3KUM POCT, 3a4epXKKa pasBuTus,
—  MuKpouedanma, MukpodTanbmma,

— CMyITIbIﬁ OTTEHOK KOXWU («I'IOCTOFIHHbIVI 3arap»), Y4acTK1 rmnep- N rmnonmrMeHTaunn KoOxu
(I'IFITHa «KOCbe C MOJ'IOKOM») N CIIN3UCTbIX ODOMOYEK, ypoasrnuneble rnepsble Nnalblbl PYyK.

* [Mpn aHemnn PaHKOHN pasnUYHbIE OpraHbl U CUCTEMbI MOPaXKEHDI
BPOXXAEHHBIMW NOPOKaMM N aHOMaNNAMN Pa3BUTUS B HEPABHOW CTEMEHN:
nopoku pyk HabnogatTcs y 50% B0nbHbIX, aHOManum rosioebl - y 28%,
aHomanuu ras - y 27%, aHomanun rnoyek - y 24%, nopoku ywen - y 11%,
NOPOKK Hor - Y 9%, cepaevHo-neroyHble aHomanuu - y 7% naunmeHToB.

* [lpumepHO 6% BONbHbLIX BOOOLLIE HE UMEIOT HUKAKNX aHOMAaINN.

» PaHee Takue criyyam onucbiBanu B nntepaTtype noa HasBaHMEM aHEMUN
OcTpeHa-Lamelleka.
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« TpexpocTkoBas annasusi - Hambonee TUNUYHaA MaHUdecTauns aHeMnn
daHKoHM, 3a4acTyo TPOMOOLIMTONEHUSI UM NTENKONEHNS NpeaLlecTBYIoT
Pa3BUTUIO NAHLIUTONEHUN.

* TunnyeH BbIpa)XeHHbIN MaKPOLMTO3, CONPOBOXAAKLWNNCA 3HAYNUTENBHbBIM
NOBbLILLUEHMEM YPOBHS (peTanbHOro remornobuHa.

« Kak npaBuno, nepBble remaTonornyeckme npusHakm ooHapyxmBatoT nocrne
PeECNUPAaTOPHbIX BUPYCHbLIX MHAEKLIMIA, MPUBUBOK, MHOTAA renaTtuTos.

« KapTuHa nyHKTaTta KOCTHOro Mo3sra He oTnn4mma oT ngunonarnydeckom AA.

« [narHo3 aHemum PaHKOHM JOMmMKeEH BbiTb 00S3aTENbHO NOATBEPXAEH TECTAMMU
Ha rMMNepYyBCTBUTESNTbHOCTb XPOMOCOM (CKMOHHOCTb K PE3KOMY YBENTUYEHNIO
KONnyecTBa cneundmnyecknx XpOMOCOMHbIX aHOMAarnun B OTBET Ha MHKYBaLNio
nnmdoumnToB 605bHBLIX aHeMUen PaHKoHN ¢ MUTOMULUMHOM C nnu
ON3NOKCMBYTaHOM).
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* [lepBon M eANHCTBEHHOM HA CErOOHALLHUI OeHb rPYynnon npenaparos,
NO3BOSIAIOLLMX YNYULNTE KPAaTKOCPOUHbLIN U CPeaHECPOYHLIN MPOrHO3
npu aHemmn GaHKOHM, CHMUTAIOT aHOPOreHbl - OKCUMETaNoH*3,
METaHONEHOH.

* [lpn neyeHnn aHgporeHamu remaTonormM4yecknin OTBET pPas3fNYHOro
KadecTBa pernctpupytot y npumepHo 50% 6onbHbIX. S deKT oT
aHOporeHoB oTMe4atoT Yepes 1-2 mec, nepBbIM NPU3HAKOM OTBETA
CUMTalOT PETUKYITOLNTO3 U NOBbILLEHNE reMaToKpUTa.

« [lanee npoucxoauT yBENUYEHME YMCNa NIENKOLUMTOB N B NOCEOHIO
oyepenb - yBenmieHmne ymcria TpomMboumToB, YTO HEPEOKO
HabnogaoT Yepes 6-12 mec.



TpaHcnnaHTaums KOCTHOTO MO3ra
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* [lpn aHemnn PaHkoHU annoreHHaa TKM - eAMHCTBEHHbBIN METO/
OKOHYaTenbHOro N3rie4eHnsa remaTosniorm4eckoro cuHapoma.

* B HacTtosiwee Bpems pa3paboTaHbl HOBblE PEXUMBI
KOHONLMOHUPOBAHMSA N MPOMUNAKTUKN peakumnn «TpaHcnnaHTaT
NPOTUB XO35IMHAY, YTO NO3BOSINII0 AOCTUYb NPU TPaHcnaHTauum ot
reHOMOEHTUYHOro CUBNUHra BblXXUBaemMocTn 75,6%.

e Pes3ynbraThl TpaHcnnaHTaunm reMorno3TMYEeCKNX CTBOSOBbLIX KITETOK OT
HECOBMECTUMbIX POACTBEHHbLIX N COBMECTUMbIX HEPOACTBEHHbIX
OOHOPOB 10 HEQABHEIO BPEMEHWN OCTaBaNIUCb HU3KUMIWN. BEPOATHOCTb
BbXXMBAEMOCTU B TeveHune aByx net nocne TKM coctaBnsna TonbKo
29%.

B nocnegHue roabl BHeapeHue BblicokoToyHoro HK-tunnposaHuga
NO3BOMNUSIO 3HAYNTESIbHO YNYYLLIUTL pesyrbraThl U 3TOro BMaa
TpaHcnnaHTauun.



23BVUTHIO K
‘\09 "’*/;,4_
KL %,

X 2,
N %
s 3
b 2
z x
EY 3
o X
v x
% $
%, &

) )
“ec3rmy o™

 [1TpunbnuantenoHo y 10% OonbHbIX aHEMUEN
daHKOHW B ganbHeunweM BbISABMAT OCTPbIN
MmnenobnacTHbIn Nenkos, y 5% -
Muenogucnnactnyeckumn cuHgpom, y 10% -
3110Ka4YeCTBEHHbLIE OMYXOSIn.

* /IHEeKLMOHHbIE OCNOXXHEHUA BCNEACTBUE
naHUMTONEHNN N TpaHCcdopmMaumns aHeEMUK
daHKoHU B NenkeMmun n conngHblie onyxonm -
rmMaBHbIE NPUYNHBI CMEPTU 3TUX DONMbHBbIX.



[emMonuTuyeckne aHeMum
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« [emMonuTnyeckme aHemMunun NpeacTaBnaoT cobon rpynny
3aboneBaHuin, Hanbornee xapakTepHbIM OJ19 KOTOPbIX
ABNSAETCA NOBbILIEHHOE pa3pyLleHne 3pUTPOLUTOB,
00ycrnoBrneHHOEe CoKpaLleHMeEM MPOLaOIPKNTENBHOCTUN UX
XU3HN.

 Bce remonutunyeckme aHeMum MMEKT B CBOEM TeYEHUe
Tpu nepuoaa:
— nepuop, reMoNIMTUYECKOro Kpuaa,
— nepuvop, cybKkomneHcauumn remonmaa
— nepuon peMUCCUN.

« [eMonnTMYecKkun Kpmn3 BKIIHOYaET OUNNPYONHOBYIO
NHTOKCUKALMIO N aHEMNYECKNIA CUHOPOM.



KnnHu4deckne guarHoctuyeckme
| KPUTEPUN HANN4NS reMmorinsa

e CeMeUHbI aHamMHes

* Hann4uune y 60nbHbIX 3NM1M30408B crabdbocTu,
aCCoOLUMNPOBAHHbIX C XXenTyXxou, TEMHOWU MOYOU U
HOpManbHbIM ( 4O TEMHOIO) CTYNOM , BO3MOXHO,
bonen, peHomeHa PenHayna, 03HOOOB.



‘i~ JlabopaTopHble AnarHoctTu4eckue
KPUTEPUN HANN4NS reMmorinsa

* AHemMu4
* PeTnkynoumnTos.

* [loBblLLIEHNE YPOBHS CBOOOAHOIO remornobunHa B
KPOBWU

* [MnepounmpybnHemms 3a cHeT HEMPSIMOW

dopakymu
* Hanunuue remornobunHypum

* HopmanbHOE U NoBbILLEHHOE KOSTMYECTBO
CTepKOOUNMHA B Kane.



[emonuTyeckre aHeMum
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* remosniuTmnyeckast bonesHo HOBOPOXAOEHHOIO

* BPOXOEHHbIN MUKpOCdepoLunTos - bonesHb
MwuHkoBckoro-Lododohapa,

» bones3Hb Kynu (bornbluaga doopma Tarnaccemmn),
CceprnoBUOHOKIIETOMHAA aHEMUS)



.~ BpoxoeHHbI MMKpOoCchepoLnTOos -
™ 6onesHb MunHkosckoro-LLodydapa

)
recarmy«*

* Hanbonee 4yacTto BCcTpe4aeMon membpaHonaTnen
Yy Nl cnaBAHCKOW HauMOHarIbHOCTU SABMNSAETCH
HacneacTBEHHbIN MUKpoCchepoUnTos (bonesHb
MuHkoBckoro- Lodpdapa).

e JTa naTonornst HacneayeTcs No ayToOCOMHO-
OOMWUHAHTHOMY TUMy, HO UMEeET BapmnabenbHyto
cTerneHb 3KCnpeccuun, No3ToMy poanTenu
BOrbHbLIX ETEN MOTYT HE UMETb NPU3HAKOB
3aboneBaHus.



%
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3Tuonorua n natoreHes
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* B ocHOBe MuKpocepoLmnTo3a NeEXUT reHETUYECKH
00yCnoBreHHbIN OedeKT CTPYKTYpbl benka membpaHbl
apuTpoumnTa (CnekTpuHa n aHKMpuHa).

o [edekt membpaHbl COCOOCTBYET MOBbLILLEHUIO
NPOHNLAEMOCTM AN MOHOB HAaTpUd U BOAbI, YTO
Bbl3blBaeT HabyxaHne apUTPOLINTOB.

* B otnnymne ot HopManbHbIX 3pUTPOLUTOB, CPEPOLUTLI
MeHee 3nacTU4HbI, YTO 3aTPyOHAET UX OEeKOHJUrypauuto
Npu NPOHNKHOBEHUN YePE3 Y3KNe oTBEPCTUA MeMbpaH

MNyJiblbl CENE3EHKN.



OTnonorusa 1 naToreHes
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* B kOoHEYHOM nTOre Yactb MeMbpaHbl 3puTpoLmTa
NPW NMPOXOXAEHUN Yepe3 Cerne3eHKy TEPSAEeTCS.

* [Nlocne HecKonbkMx KpyroobopoToB SpUTPOLINT
normdaert, nogBeprasicb nM3ncy n daroyuToasy.

« DaroymTapHasa rmnepakTUBHOCTb CENME3EHKMN,
BbI3bIBAET NPOrpeCcCUpPyoLLYIo rmnepnnasnto
opraHa n ganbHeullee NoBbILLEHNE ero
doaroyumnTapHOU akTUBHOCTM.
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* KnnMHU4YecKkn npoaBnaeTca Tpuagou:
— bnegHoCTh,
— XenTyxa,
— crjiedHomMeraring.

* Hapsgy ¢ aTumMun cumntToMmamm, MoryT
HabngaTbCcs UBMEHEHUS CKeneTa
(DalLeHHbIN Yeper, LMPOKO paccTaBleHHbIe
rmasHble 1650Ku, LnpoKas nepeHocuLa,
«rotun4yeckoe» Hebo, HapyLleHne 3yb6Horo psaga).
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* B nepuoa reMonmTn4ecKkoro Kpmsa: noBblLLEHHAS
YTOMIIAEMOCTb, CrlaboCTb, ronoBHble Oonu, bonu
B XXMBOTE, XEITyxa, y4YalleHne cTyna.

* BblpaxeHbl HapyLeHna cepaevyHo-coCcyanCcTou
CUCTEMbI. Taxukapouga, CUCTONUYECKUN LLYM Ha
BEepPXYyLLKe.

o OTNNUNTENBHOW YepPTOon XKEeNTyXn ABMAeTCs ee
axoNypUYHOCTb, TO €CTb OTCYTCTBUE XKEeN4YHbIX

NMUrMEHTOB B MOYe, HO OTMeYaeTcH
reMmornobunHypus.
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* B 3aBMCMMOCTU OT TAXKECTU Pa3J1IN4aloT.

— nerkyto doopmMmy (aHeEMUS OTCYTCTBYET, reMONn3 U
CrneHomMeranusi Bblpa)eHbl HE3HAYUTENbHO);

— cpegHeTtsaxenyto dopmy (ymepeHHaa aHeMuUs C
anNM3ogamMu XenTyx, BblpaXXeHHON crnneHomMerannen);

— TshKenyto goopmy ( BblpaXkeHHas aHeEMUS], YacTble
KpU3bl, 3aMeneHne pocra).

» ApereHepaTtopHbIN KpU3 ABMSETCA TSXKENbIM OCNOXHEHNEM
reMoSIMTUYECKOro, BO BPEMS KOTOPOro NOSABNSAOTCA CUMMTOMbI FMMoniasmm
KOCTHOro Mo3ra ¢ nsbumpatenbHbIM MopaXeHNneM 3pUTPOULAHOro pocTKa.
Pa3BuTne apereHepaToOpHbIX KPM30B, Yalle BCcero obycrnoBneHo
npucoegnHeEHEeM BUPYCHOUN UHJOEKLINN.



ITaBopaTopHas anarHocTuka
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« B remorpamme — HOPMOXPOMHas runeppereHepaTopHas
aHeMus.

* [1pn mopdonornyeckom UccrnegoBaHMmM maska KpacHOU
KpoBW ODHapyXmnBaroTcs — Mukpocdepoumntbl. CpegHnn
pa3smep aputpoumntoB 7,2-7,5mMKkM. Kpuag [Npanc-xoHca
CMeLLleHa BneBoO.

e [TaTOrHOMOHWU4YHbLIM MPU3HAKOM SBMAETCA UBMEHEHNE
OCMOTMNYECKOWN PE3UCTEHTHOCTU SPUTPOLINTOB,
(HopMaribHble nokasartenu CoCTaBnAT: AN
MWUHUManNbHON Pe3NCTEHTHOCTU - remonus B 0,44%
pactBope NaCl u ona makcumansHon — B 0,32 —0,36%
pacteope NaCl).



NaGopaTopHas anarHocTuka
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« MakcumanbHasi pe3aNCTEHTHOCTb 3PUTPOLINTOB
MOXeT ObITb nosbilweHa (B 0,2-0,25% pactBope
NaCl). Npoba Kymbca - oTpuyarensHas.

« OTmevaeTcsa rmnepbmnnupyonHemuns, 3a HENPAMOW
dopakunm ounmpybmnHa.

* B muenorpamme: runepnnasmsa 3puTponaHoro
POCTKa KPOBETBOPEHUSA, NENKO-
apuTpobnacTuyeckoe cooTHolleHne 1:2 (B HoOpMe
3-4:1).
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 JleyueHne BO BpeM4 Kpu3a HarnpasrieHO Ha
NUKBUOAUNIO aHEMUU, TUTTOKCUM,
reMmogMHaMmn4yecknx HapyLLEHUN,
rmnepounmpyomnHemun.

° I'IpM apereHeparopHoM Kpnuse peKoMeHayHrrT.

* eXXeHEBHOE BBEAEHNE dpUTpoUmMTapHOM maccel 7-20 Mn/Kr;

nHdy3nsa 5-10% pacteop rnoko3bl 10 mr/kr ¢ BuT. C,
Kokapbokcunason, umtoxpomom C;

aHabonmnTmnyeckne crepounasbl ;
npeaHn3onoH 1 Mr/kr BHYyTPUBEHHO;

BUTAMUHbI B12, Ba’ E - BHYyTpUMbILLEYHO
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* B sputpoumntax co CHUXEHHOU aKTUBHOCTbLIO (DEPMEHTA
[-6-®[] ymeHbLUaeTcs obpa3oBaHMe BOCCTAHOBIEHHOIO
HUKOTUHaMugageHuH — guHykneotnadocdara (HALD) v
CBsI3blBAHWE KUCIOpoda, CHMXaEeTCHA CKOPOCTb
BOCCTAHOBMEHUS METFEMOITIO0OMHA U NOHWXKAETCH
YCTOMYMBOCTb K BO3OENCTBUIO Pa3fMYHbIX MOTEHUMANbHbIX
OKUCIUTENEMN.

 M3BecTHO 6onee 40 meankamMeHTOB, HE cYUTaa BakUUH U
BUPYCOB, KOTOPbIE CNOCODHLI BbI3blBaTb OCTPLIN
BHYTPUCOCYAMUCTbIN reMonm3 y Nl ¢ He4oCTaToYHOU
aKTUBHOCTbIO [-6-D[] B apuTpoumTax.



femornobuHonaTum
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« [emornobuHonaTum — 3To HacneacTBEHHO 0BYyCNOBEHHbIE aHEMUN,
CBSI3aHHble C HapyLUEHMEM CUHTEe3a reMornobMHOB YernoBeka.

« B knnHn4yeckon kraccudumkayum remornodunHonatum (Hb-natmn)
pasnuyarT “KOSIMYEeCTBEHHbIE” UMK TanaccemMmm, C HapyLleHNeEM
CUHTE3a (YMeHbLLUEeHNEM) NMMOO OTCYTCTBMEM OOQHOW N3 rMOBUHOBLIX
Lenen ¢ He NAMeHEeHHON NepPBUYHOU CTPYKTYPON U “KayeCTBEHHbIE™,
3aBuUCALLME OT aHoOMannu NepBUYHON CTPYKTYPbl MOMEKyrn
remorrnobuHa (cepnoBMAHO-KNETOYHAA aHeMuUs).

« XapakTep HacrnegoBaHua reMmornobuHonaTMm ayToCOMHO-
KOOOMWHAHTHbIW, MPOABNAALWNNCA BapnabenbHOCTbIO KITMHUYECKNX
CUMMTOMOB (OT 6ECCMMNTOMHbLIX POPM A0 TAXKENbIX , C NOCTOSAHHbLIMM
npu3HakamMmm reMosiIMTUYeCKon aHeEMUN).
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« Tanaccemun obycnoBfieHbl CHUXEHUEM CUHTE3A
NUNn OTCyTCTBMEM MO0 a-Leneun rnobunHa( a-
Tanaccemuun), nnbo B-uenen ( B-ranaccemun).

* KnnHnyeckn BblaensatoT crieayrmne BapuaHThl.

— MaJsiass manaccemusi (HOCUTENbCTBO NMpPuU3Haka, [3-
Tanaccemusi, retepo3mroTHaga 3-tanaccemusi.)

— 6osibwas manaccemusi (bonesHb Kynu) BO3HUKAET Y
FOMO3UTOTHbLIX HOCUTENEN OedEKTHOrO reHa,
onpeaenstoLwero CMHTes B—uenen.
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* npodaBndeTcAa KIMMHNYECKN yXKe Ha NepBOM roay XM3Hu

* pebeHoK bneaeH, BAsr, NEPMOANYECKN HEMHOIO XENTYLUEH,
OTCTaeT B (PU3NYECKOM U MCUXOMOTOPHOM PasBUTUN,
NrIOX0 €CT, UMeeT BOoNbLLIOWU XUBOT.

« Heobxogumbl perynsapHbie reMoTpaHcdy3um , Tak Kak OHU
npenynpexaarT nporpeccmpoBaHme cnaboctu u
JeKoMMneHcauum cepaevyHon AesaTENbHOCTM.

* be3 remoTpaHcdy3nmn NpoaoSTKUTENBbHOCTb XXU3HU
NnaLuMeHTOB COCTaBMSET BCEro HECKOSBLKO NeT.



Bonblias Tanaccemus
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» cBoeobpa3sHble UBMEHEHNSI NNLIEBOrO ckeneTa (no TMny “MOHrofIougHoro”,

EE I 11

“GalleHHbIn Yepen”, “roTudeckoe” HebO).
* Koctn npnobpeTtatoT NnaTtonorn4yeckyro CTpYKTypy.

» CeneseHka n rne4vyeHb YBEJIMHEHDbI 3a CHET 3KCTpaMenyruiapHOro remornoasa u
remocmageposa.

Y peten CTapLuero Bo3pacta cerie3eHKa HaCTOJ1bKO yBEINMMYNUBAETCA, HTO
MOXET Bbl3blBaTb MEXaHUYECKYO JEKOMMNPECCUKO N TNMNEPCINIIEeHN3M .

» Cepaue yBennyeHo B nornepeyvyHnke, BbICNyLLMBAETCS CUCTONTMYECKUIA LLUYM.
>Kanobbl 60fbHOro Ha apUTMUN U CUMNTOMbBI XPOHUYECKON cepae4HON
HeOOCTaTO4YHOCTM BbI3BaHbl MMOKapaManbHbIM CUOEPO30M.

« CaxapHbln gnabet MOXET CTaTb pe3ynsratoM cuaeposa NomaKenyao4yHon

Xerneabl.
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e XapakTepusyeTcs pasBUTUEM NETKON UMK, pexe, cpeaHeu
TAXKECTN MUKPOLIMTAPHON, TMNOXPOMHOW aHEMUN.

* YpOBEHb Xerne3a B CbIBOPOTKE KPOBU HE U3BMEHEH UK
NOBBILLEH.

e [lnarHo3 TanaccemMmn CTtaBUTCA Ha OCHOBaHUWU
OOHapyXeHUst MULLEHEBUOHLIX 3PUTPOLMTOB B
nepudpepnyeckom Maske KpoBu, YyMEPEHHOTO MOBbILLEHNUS
YPOBHS dpeTtanbHoro remorriobnHa n HobA2, HK-
OVArHOCTUKM MYTAHTHOIO reHa, BbiABNEeHUA NOBbILLEHUSA
CUHTE3a a-Lenen.

* [emonutnyeckmne KPU3bl, KaK npaBumsio, OTCyTCTBYHOT.



JlaBopaTopHas AnarHocTuKa

* [lpu aHanusax KpoBn — MUKPOLIMTapHasi, rMrnoxXpomHas
nporpeccupytowtas aHemusi co cHmxeHnem Hb go 30-40 r/n.

* B mMaske KpoBM oTMeYaloT MUKPOUUTbI, MULLEHEBUOHbIE 3PUTPOLUTHI
W MOVKMINOLUTBI, BEICOKUI PETUKYOLMTO3 A0 50 %,

* B KpoBM NOBbILIEH HENPSIMOM BUNNMPYOUH, BbICOKAA KOHLIEHTpaLUS
Xxenesa.

« XapakTepHo peskoe yBenuveHue HbF B aputpoumTax — npesbillaeT
70 % B nepsble rogbl XXN3HW. 10 Mepe pocTa OTMEYaeTCs CHUKEHME
deTanbHOro remornodunHa.

« OcMoTmYeckasa CTOMKOCTb 3pUTPOLINTOB B KPOBU - BbicoKas. B
OTAENbHbIX Cy4Yasix reMonun3 He HacTynaeT NOMTHOCTLIO AaXe B
0,1-0,2% pacTBope XNOpPUCTOro HaTpus.

« Ha peHTreHorpamme Koctel Yepena obHapyK1uBalTcsa paguapHas
cYepPYEHHOCTb, HaNoOMUHatoLLLas LLIETKY.
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3amecTuTternibHas Tepanus B Buae TpaHcdy3nn OTMbITON
apUTPOLMTaAPHON Macchl AN nogaepXaHusi remornobuHa Ha ypoBHE
0o 100 r/n. TpaHcy3n OTMbITOU SPUTPOLINTAPHOU MacCChl MPOBOAAT
n3 pacyeta 15 mn/kr kaxable 4-5 Hegenb.

« Cniegyet yuuTtbiBaTb, 4TO B 200 Mn kpoBu cogepxntcsa 200 mr
Xernesa. 9To BedeT K remocuaepo3sy. [ns npegynpexageHusi pasButms
nocrnenHero npumMmeHaT aecdepan B gose 10 mr/kr go 1,5-2r
npenapara B TedeHun 8-12 4 cHa NOAKOXHO 5-6 HOYEN B TeHeHne
Hegenu.

« HeobxoanmMo MMMYHN3NPOBaTb TakMX OONbHbIX MHEBMOKOKKOBOW
BaKLUWHOW 1 NPOBOANTb NEHULUMNIIMHOTEPANNIO.

« JleyeHune BO BpemM4A Kpm3a NpoBOAUTCA MO CTaHOAPTHOW CXEME.



CepnoBMaHO-KNeTo4YHasi aHeMUS
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* HocuTtenbcTBO reHa cepnosuaHo-krnetodyHon aHemun (CKA) B
reTepo3NroTHOM COCTOSHUN HE NPUBOAMUT K KaKUM - Ninbo
KITMHUYECKNUM pacCTpoUCTBaM. Y YaCcTn HOCUTENEN MOXET ObITb
CMOHTaHHas remaTypua U rmnocTeHypus. eMonuTnYecknx Kpusos He
bbiBaer.

« CKA maHudecTmpyet y romo3uroTHelx Hocutenem HbS Bo BTopom
Nonyroanuy XXn3Hu, korga n3 Kposu npaktmdeckn ncyesaet HbF, n ero
CUHTE3 cMeHAaeTcs Ha cuHTe3 HbS.

* BbonbHble CKA nmeloT xapakTepHbi BUA: YOSTMHEHHbBIA HUXKHUN
CErMeHT Tena, gopcarbHbIn KUgo3 1 rnombarnbHbIn N1opaos,
“roTndeckoe” Hebo, BbICTynawLmin Nob 1 “daweHHbIN” Yepen,
3Ha4ynTeNnbHOE yANMHEHME KOHEYHOCTEWN, 3adepKKa NosioBOro
pPasBUTUSL.



238UTVIO )
o® i,

)
o,

<
rec3rmy ™

Normal




2 Tna Kpn30B Y 6ombHbIX ¢ CKA

) <
recarmy«*

* 1. KnuHnyeckne (bonesble nnu
BA300KKMK3NOHHbIE).

o 2.I'ematonorunyeckue
(annacTu4eckuu,
rMnepremMorinTu4ecKuu,

within blood vessel

© Abnormal, sickled, red blood cells

mMeranobnacTHbIN, .
CeKkBeCTpaLMOHHbIN.)

* Kpusbl NpoBOLNPYIOTCSA
NHTEPKYPEHTHbLIMMU
3aboneBaHnsIMmN, cTpeccamu,
KINMMMaTU4eCKUMU YCNOBUAMM.
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 boneBou Kpu3

* CBSI3aH C BO3HUKHOBEHNEM
MHAAPKTOB BCIeCTBUE OKKMHO3UN
cepnoBMUaHbIMU IPUTPOLIUTAMMU

Sickle Cell Anemia

COCY/OB. . L

+ OcHOBHOW Mpu3Hak-6onb s o
pasnUYHOM MHTEHCUBHOCTU U —
riokanmsauum, Sa="" -
COMPOBOX/AAKLLAACS BbICOKOM o~

at cause sickle shape

TeMnepaTypon, oTekom B obnactu
nopaxeHus, nHoraa

BOCManuUTenNbHOWN peakumen.
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* ANnacTmnyeckum Kpus Hanbdonee TSXKerbIn.

* B peaynbrate BpeMeHHOro npekpalleHuns
obpa3oBaHUa 3pUTPoLMNTOB pe3dko nagaet Hb,
ncyesarT PETUKYNOLUUTLI.

* HacTynaet napuuanbHas annasms apuTpongHoro
POCTKA.
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e leMONUTUYECKNI KPU3 — Pa3BMBAETCS B
pe3ynbraTe pe3Koro remonun3a 3puTpoLMTOB.
Kpome 6GnegHOCTU 1 nuxopaaKkn, XxapakTepHo
HapacTaHue XXenTyxu.

e MeranobnacTtHbIN KpU3 — UMEET MHOIo obLLero
C annacTU4YeCcKUM, HO KPOME PE3KOIro CHUXEHUS
Hb n peTtukynouymtoB, B KOCTHOM MO3re —
MeranobnacTtHasa runepnnasnst SpUTPOULHOro
POCTKa.
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e CekBeCTpaLUMOHHbIN KPU3 — MPOUCXOONT NpU 3axBaTe
cepnoBUAHbLIX 3PUTPOLINTOB CENMe3eHOYHbLIMN CUHYCaMMN.
bbICTpOe yBennyeHmne ceneseHkn, nobnegHeHne Koxu u
CITM3NCTbIX 0DONOYEK COMPOBOXOAETCA PBOTOM,
HanpsKeEHNEM MbILLLL XXMBOTa K3-3a BONE3HEHHOCTH
ceneseHku, cuMmntToMamMmu cepaeyvHomnm HegoCTaToOuHOCTH.

e Ba30OKKNO3MOHHbIN KPU3 — MPU COCyaax KOHEYHOCTeMN,
OPIOLLIHOM NMONOCTH, JNTIENKUX — CUHOPOM KUCTb-CTONA,
pa3BuUTME OCTEOMUENNTOB, (pacLIUTOB



JlaBopaTopHas AnarHocTuKa
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* B remorpamme BbISABNIAOT HOPMOXPOMHYHO
rmneppereHepaTopHy0 aHEMUIO - KOHLIEHTpaUKS
remornobunHa 60-80 r/n; Yyncno petukynouutos 50-100 %O

« B maskax nepudepunyeckon KpoBu cogepartcd
9pPUTPOLUTBI, NOABEPTLLINECH HEODPATUMOMY “CeprieHunto’
— CEPrOBUOHbIE 3PUTPOLINTBI, BCTPEYaTCs TenbLa
XKonnwn.

* Yucno nemkountos 12-20-10° i, HabniogaeTcs
HenTpodunes, YMCcno TPOMOOLIMTOB MNOBLILLEHO.

J



NaGopaTopHas anarHocTuka
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* buoxnmmyeckoe nccnegoBaHuUe KPOBU:
rmnepounmMpyonHemms, NoBbILLEHNE YPOBHSA
CbIBOPOTOYHOrO Xere3a, NoBblLLEHNE OCMaTUYECKOU
CTOMKOCTU 3PUTPOLINTOB.

B mmenorpamme: runepnnasms 3puTponaHoro pocTka.
[TpocTbiM TeCcTOM Ha npucyTtcTeue HbS asnaetca meton
onpegeneHns cepnoBUaHbIX APUTPOLINTOB, NPU UX
ae3okcureHauum nnn Bo3OencTBMmM BOCCTaHOBUTENEN
(meTabucynbdara HaTpus).
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e [lpnMeHAT KOMNMEKCHYI0 hapMakoTepanuto.

* AHanNbreTukn u rmapataumMoHHaa Tepannd C uesyibio YMeHbLUEHNA
BA3KOCTU KPOBW, NOBbILLEHNA NMOABUXHOCTHN S-SpI/ITpOLI,I/ITOB,
BbI3bIBAOLL X OKKITHO3NHO KalnnuJiiiapoB.

* B TsKenbix cny4yasx - TpaHCcdy3nss OTMbITbIX 3PUTPOLIUTOB.

* HasHa4daloT MHrIMbuTopbl 0OpasoBaHNA CEPNOBULHLIX 3PUTPOLINTOB —
npenapaTtbl UMHKa ( LMHK YMEHbLLAET YMCMO 3PUTPOLMUTOB, MMEKOLLINX
HeobpaTumyto ceprnoBuaHyo oopmy, brnarogapsi BO34ENCTBUIO Ha
MeMOpPaHHY0 MPOHMLAEMOCTb), HOBOKAUH.

« OdpekTnBeH aputpounTodepes (3ameHa apnuTpounuToB BONLHOIO Ha
apuTpoUnUTbI AoHOpPa, AoBoas yposeHb HbS no 30%).

« [1nga yny4lleHnsa peoriorm4yeckmux CBOMCTB KPoBM nNpuberaroT K
Ha3Ha4YeHWto HooTponuna, TpeHTana, Ha oHe NHJPY3NOHHOU Tepanun

 [lpoBoguTCH KOppeumsa aumaosa.
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* [1lpn cepnoBNUAHO-KNETOYHOU aHEMUM
TpaHCcnNaHTauna reMmorno3TU4YeCKMUX CTBOMNOBbIX
KINEeTOK KOCTHOIO Mo3ra MOXeT NPUBECTU K
cTabunmsaumm coctToaHua 60rnbHOrO.

* [lokazaHusaMu K TPaHCMNaHTaunn ABNAKTCA.
— Bo3spacTt 6onbHbIX Monoxe 16 ner.
— Hannuune HLA coBmecTnmMmoro goHopa.
— WHcynbr.
— bunatepanbHas nponudoepatnBHaga peTuHonaTus.
— OCTeOHEKPO3 HECKONbKNX CYyCTaBOB.



MIMMYHHbIE reMonMTnYecKMe aHemMuu

recarmy«*

* /IMMYHHbIE reMONMNTUYEeCKMe aHeMunu
XapaKkTepmayrTca ydacTmemM aHTUTEN B
NoOBpPEXOEHUN N NPEXOEBPEMEHHON rnbenu
apUTPOLMTOB Nnepudpepndeckon KpoBu Unu
9pPUTPOKaAPMOLIMTOB KOCTHOIO MO3ra.

« Pasnnyator ayTOMMMYHHbIE, FETEPOMMMYHHbIE,
TPAHCUMMYHHbIE, UBOUMYHHbIE FEMONUTUYECKNE

dHEMWUN .



<~

MIMMYHHbIE reMonMTnYecKMe aHemMuu

recarmy«*

e |. AytonmyHHble aHemuu (AUlA)- BbipaboTka
aHTUTEN NPOTUB CODCTBEHHbLIX APUTPOLINTOB C
HEeNn3MeHeHHOW aHTUTEHHOW CTPYKTYpoUu. MimetoT
ONUTENbHOE XPOHUYECKOE TEYEHME.

 Bbigensaor:

— AUT'A c aHTUTENaMU K 3puUTpoumTamM nepudgepmnyeckon
KPOBMW;
— AUTA c aHTUTENamMu K apuUTpoKkapuouunTam;

— AUTA c aHTUTENnamMu K KneTkam npegluecTBeHHUKam
MMenonoa3sa.
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* B KpoBu BbIABNSAKT aHEMUIO, CHEPOLUTO3, PETUKYIIOLMUTOS,
yckopeHHyto CO3. imeeT mecTo runeprammarnobynmHemms,
nenkounTos u nHorga TpombouuntoneHus. lNpsimasa npoda Kymocea -
NONOXNTENbHAA .YPOBEHb KOMIMIEMEHTA B KPOBU COOTBETCTBYET
Bo3pacTy. HabrnogaeTtca nonoXXuternbHbIM 3PAEKT Ha Tepanuto
[MIOKOKOPTUKOMOAMMN,

* [lpn AUTA ¢ xonogoBbiMy1 aHTUTENAMMW TUMUYHBLI BCE MPU3HAKK
BHYTPMCOCYONUCTOro reMonusa: reMmornodonHemMusi, remornobuHypus,
nuxopagka, renarocnneHomeranus, ABC-cuHgpom, a B Mmaske KpoBu —
CMOHTaHHas arrniTUHaAUUA 3pUTPOLMTOB, 0OpasoBaHNE “MOHETHbIX
cTonbukoB”, dparMeHTUPOBAHHbIE LUMNOBUAHbLIE 3PUTPOLUTHI.
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* JledueHne AUI'A- ropmoHOTEpPanua ctepongamu -
NPEAHN30MOH B fo03e 60 Mrm?

* JleyeHue npegHMn30JTOHOM OTMEHAIOT MNMpPU
adeKBATHOM YpPOBHE remornobuHa, MMHUMarbHOM
PETUKYJTOLINTO3E.

* [1pn PE3NCTEHTHbLIX K MMIOKOKOPTMKOMOAAM Crny4yaax
HasHa4alT UMMYHoOLeNpeccaHThbl: UMknodocgaH
4-5 Mr/Kr unun asatunanpuH 2-4 Mr/xr.



MIMMYHHbIE reMonMTnYecKMe aHemMuu
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e |l. leTeponMyHHbIe A - BbipaboTka aHTUTEN NPONCXoaNT
K COBCTBEHHbIM 3pUTPOLMUTaAM C UBMEHEHHON aHTUTEHHOW
CTPYKTYpPOW, TO4YHEe, MPOTUB aHTUreHa, PUKCMPOBAHHOIO
Ha MOBEPXHOCTU 3pUTpoLUTA.

e Takum aHTUFEHOM MOryT ObITb BUPYChI, NEKAPCTBEHHbIE
BELLIeCTBA (ranTeHbl), pasHble MHPEKLIMOHHbIE haKTOpbI.

* [locne BbIBeOeHUA 13 OopraHnM3mMa aHTUreHa Takas
reMorinTn4yeCkad aHemMmnd, Kak npasuio, npoxoanmT.



MIMMYHHbIE reMonMTnYecKMe aHemMuu

Q
Te
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e lll. N'souMmMyHHBbIe TA - aHTUTena nonagaroT B OpraHn3m
pebeHka n3BHe.

* [1pn nepBomM BapmaHTe N30OMMYHHbIX [A remonms
HabrnogaeTcsa Npm reMonuTU4ecKkon 6onesHu
HOBOPOXOEHHbIX (aHTUTENna MmaTtepu NpPoTUB
ApUTPOLMTAPHBIX aHTUIEHOB Nfioda, nonagatoT B ero
OpraHn3m 4yepes nnaueHTy).

« [pyron BapnaHT NU3SOMMYHOW reMOSINTUYECKON aHEMUU
BO3HUMKAET NMpu TpaHcy3nm spnTpoLmUTOB,
HecoBMeCTUMbIX Mo cucteme ABO, pesyc nnu gpyrou
cucteme, NPOTUB KOTOPOM Yy DOSIbHOrO MMEKTCS aHTUTENa,
Bbl3blBaOLLME FEMOSIUTUYECKYIO peaKLMmIo.



MIMMYHHbIE reMonMTnYecKMe aHemMuu

recarmy«*

e V. TpaHCUMMYHHBbIe A - 4yepes KpoBb nyioga
NPOHMKAIOT aHTUTENA, BblpabaTbiBAEMLIE B
opraHu3amMme martepwu, cTpagarouien ayTouMMyHHOW
reMonnTn4yeckon aHemmen, K COBCTBEHHOMY
aHTUreHy maTtepu, obLiemMy ¢ aHTUreHoM pebeHka.



[NocTremopparmnyeckne aHeMmm
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