HACJIEJACTBEHHDbIE
' EMOJIMTUYECKUE
AHEMUWHA



OnpepeneHue

[eMonuUTMYECKME aHEMUU — OBLLIMpHAZ rpynna 3aboneBaHui, 3Ha4YNTENBHO
DA3/IM4YatoLLMXCS MO 3TUOMOIUK, NAaTOreHe3y, KIMMHUYECKON KapTUHE U NEYEHWNIO.
OCHOBHOM NAaTOJSIOMMYECKMN MpoLecc, 0bbeaNHSAIOLWNN 3TN 3aboneBaHns B OAHY
rpynny - NOBbILUEHHbIU remMosind. OH MOXET NPOUCXOAUTb BHYTPUKIETOYHO (B
Makpodarax cene3éHkm, kak 0bblYHbIN DU3MOIOrMYECKMIA MPOLIECC) U
HEeNnoCpeACTBEHHO B cocyaax (BHYTPUCOCYAUCTbIN UM BHEKNETOYHbIA FEMONN3).




Knaccudukaums




HacneacrBeHHbIM chepoLmTo3
(6bone3Hb MmnHkoBckoro — LLlopdpapa)

-3TO Hanbonee KNMHNYECKM 3HaUYMMas hopMa HacNeACTBEHHbIX FEMOIMTUYECKUX
aHEMUW U3 rpynrnbl MeMbpaHonaTUM — ayTOCOMHO — JIOMUHAHTHOE 3ab01eBaHuE,

NpU KOTOPOM aHOMaJlbHbIE 3pUTPOLMTLI Pa3pyLLAIOTCA B HEM3MEHEHHOM
cefie3eHke.

MaToreHes: aedpmunt 6esKka cneKTpuHa

IPHTP OLIUT C
nedexToM Dexor
MeniOp aHbI




HacneactBeHHbIN cpepoLmTo3
(6bonesHb MuHkosckoro — LLlodpdapa)
KnnmHun4deckue npodsieHus

3aboneBaHne 4acto MaHUMECTUPYET B paHHEM [IETCKOM BO3pacTe, HO
yallle ero ANarHoCTUpYIoT Yy B3pOC/biX.
OCHOBHbBIMU KITMHUYECKUMUN NPOSIBNIEHNSIMU SBNSILOTCS:

1) AHeMuS
2) CnneHoMeranus
3) XenTtyxa
[loBblILLIEHA MNTOreHHOCTb XeNnuyu — BbICOK PUCK 06pa3oBaHuUS

6UNMPYOUHOBbLIX KaMHEN.

Y 60nbHbIX AETEN NUMEIOTCA MHOMOUYMUCIEHHbIE CTUMMbl ANCIMOpPUOreHe3a
(balleHHbIN Yyepern, roTnyeckoe HEGO, N3MEHEHME PacnoNoXeHUS 3y6oB,

MUKPOOMTaNbMusl, U3MEHEHHbIE MU3WHLIbI).



BBICOKOE TOTHYECKOE HEDO

£ MyShared




HacneacrBeHHbIM cdhepoLnTos
(6bonesHb MunHkosckoro — LLlodpdpapa)
Kputepun agmarHosa, nevyeHume.

1) Hannune cMMNTOMOB BHYTPUK/IETOYHOrO reMOsIN3a 3pUTPOLIUTOB U
aKcenepupoBaHHOIO 3pUTPONo33a.
2) Kpn3oBoe TeueHne, CrieHOMEeranns, Halnmvme KaMHeEN B XXENYHOM My3blpe.

3) Hannumne cneumdunyeckon aHoMannum Mopgonormm 3puTpoLUnToB —
chepoumnTos.

4) CHmxeHne OPS (ocMoTUYecKast pe3ncCTeHTHOCTb 3pUTPOLIUTOB) Nocse
MHKY6aLMKM LENBbHOW KPOBU B CTEPUSIbHBIX YCIOBUSX B TEYEHME CYTOK npu 37

rpagycax B cnydasx, koraa cdepoumtoB 6onblue 1 — 2 % ot 0bwen
nonynsuum 3puTpPOLIUTOB.

JleueHue.

CnneHaKToMuUA.



AHemus, obycroBieHHas AeduULMTOM (bepMeHTa r1toKO30 — 6
— bochaTaernaporeHassl B MeMbpaHe 3pUTPOLINTOB.

- 3TO HacneaACTBeHHan HechepouMTapHasa reMoiMTUYeCKass aHeMus,
Hambonee yacras U3 rpynnbl bepMeHTONaTUN, C pa3BuTuem aedexra
rekcozoMmoHodochaTHOro WwyHTa Bcneacreme pedbvumtal — 6 - OAr.
3aboneBaHune reHeTuUYeCckn o6ycnoBsieHO U cuensieHo ¢ X — XpOMOCOMOM.

B HOopMe apuTpoumnTbl, NnoaBeprasicb Bo3aencteumto JIC nnm TOKCMYECKUX BELLIECTB, B
HECKO/bKO pa3 aKTUBUPYIOT METAbOMM3M 1K Yepe3 rekco30MoHOMOoChaTHbIN LYHT. B
NPOLECCE 3TOr0 PErEHNPUPYETCS BOCCTAHOBSIEHHbIN TyTaTUOH, 3aLUULLAIOLNN
CynbdruapunibHble rpynnbl reMornobuHa n MeMbpaHy 3puUTPOLINTOB OT OKUCIEHUS. Mpu
nedekTe 3Toro WyHTa HE MOXKET NMoAAEPXKXUBATbLCA HEOOXOANUMbIN YPOBEHb
BOCCT@HOBJIEHHOIO rNyTaTUOHA B 3pUTPOLUTaX, B pe3y/ibTaTe vyero cynbdrunapusibHbie
rpynnbl reMornobmHa OKNCASAOTCS, @ MMOBbUH NepexoanT B HEPACTBOPUMYIO (hopMy,
obpa3ys BHYTpU3IpUTpoLMTapHble Tenbua enHua.




AHeMuns, obycnosneHHas aeduumtoM depmeHta I — 6 — Ol B
MeMbpaHe 3pUTPOLIUTOB.
KnnHunyeckune npodasneHmsa. Kputepum gmarHosa.

AHEMNYECKUI

[eMONMUTMYECKUN CUHAPOM

TpoMboTUYECKNIA CUHAPOM

CUHOPOM reMoSIMTUYECKUX KPU30B

C/MHAPOM aHOManuu (HapyLLUEHUIW) pa3BUTUSI.
Kputepuu guarHo3sa:

1) Hannume cMMNTOMOB BHYTPUCOCYANCTOrO reMosin3a 3puTPOoLIUTOB U
aKcenepupoBaHHOro 3pmuTpono33a.

2) MonoxwuTenbHbI TECT HAa 0bpa3oBaHune Tesnew, MenHua B apuTpouuTax,
BbISIBNIIEMbIX MPU CNELMaNbHOM CynpaBUTaIbHOM OKpacke
Kpuctaninmyeckum @uonetosbiM. OBbIYHO YEPE3 CYTKU TeNbLA
[enHLa BbISIBUTb YXXe He yAaéTcs, MOCKOSIbKY OHMU YAANA0TCS Mpu
NPOXOXXAEHUN SPUTPOLIMTOB Yepe3 CeNe3EHKY.

3) Hanunune «HaaKyCaHHbIX» 3pUTPOLIMTOB B Maske nepudepuyeckon
kpoBu. Mpun BbIcBO6OXKAEHWUM TeneLl enHua U3 3pUTPOLIMTOB YacTb
MOBEPXHOCTU KNIETOK YTPAuMBAETCS, N OHWN NPUHUAIOT popmMy
<HAAKYCaHHbIX». B NEPUMEPUUECKON KPOBU MOXHO OBHAPYXMTb
HebonbLIOE KONMNMYECTBO ChepoLMTOB.




AHemus, obycnosrieHHas aeduumtom pepmeHta l — 6 — O/ B
MeMbpaHe 3pUTpOLINTOB.
JleueHue.

[eMonn3 0bbIYHO KynupyeTcsa CrioHTaHHo. Cneayer
OTMEHUTb NpenapaT, CNPOBOLIMPOBABLUNK FEMONN3.

[1pn Kpun3e Ha3Ha4aloT rmapaTauUoHHYIO Tepanuio
LLIETOYHBIMU pacTBOpaMW, paCTBOPOM THOKO3b!.

B cny4yasx pa3BUTMUS OCTPON NOYEYHOW
HeAOCTaTOYHOCTMN MOKa3aH reMoananus.

[1pn yrpo3e aHeMUYECKON KOMbl OCYLLECTBASAIOT
nepenuBaHme OM, OTMbITbIX 3pUTPOLIUTOB.



TanacceMmumn.
OnpepeneHue.

OTO rpynrna ayToOCOMHO — PeLIECCUBHbIX 3ab0neBaHNN KpoBHU,
XapaKTepU3YIOLWMXCA CHMKEHNEM CUHTE3a OAHOIo0 U3 ABYX
NOAUNENTUAHbIX Lenen rnobuHa (anbda uim 6eta), KoTopble
obpasyloT Monekysny B3pOC/sIoro reMornobmHa. 1o NpuBoAUT K
YMEHbLUEHMIO HAMONHEHUS 3PUTPOLIUTOB reMOrnobMHOM U aHEMUN.




Tanaccemun. ictopus oTKpbITUS.

B 1925 rogy Tomac Kynu u lNepn Jln BnepBblie onncanu
3aboneBaHne ¢ aHeEMMUEN, CrNIEHOMErasamen, U U3MEHEHUSMU
KOCTeW y pebEéHKa NTaNbSAHCKOro NPOUCXOXAeHMS. B nocneaytoLlem
cny4van 60n1e3Hn CTanm perncTpmpoBaThb y AeTen
Cpeam3eMHOMOPCKOro perMoHa 1 Ucrnosib30BaTb TEPMUH
«Tanaccemus» (thalassa no — rpeyeckn o3HauvaeT «mope»). CnycTts
20 neT Te Xe nccnegosatenu Habnoaanu bonee THKENYIO
FOMO3UIOTHYIO (bopMy 3ab0oneBaHns, LUIMPOKO pacnpOCTPaHEHHYIO B
TPOMUYECKNX CTPaHaXx, Mo CPaBHEHUIO CO CPEAN3EMHOMOPCKOM
reTepo3nroTHOM.

TanacceMunu noapasaenstotcs Ha Anbda n beta. B 3aBUCMMOCTU OT
TOro, CUHTE3 KaKoro Tuna uenu HapyllaeTcs.



MonekynsipHble OCHOBbI TaslaCCEMUMN.

CunTe3 a — uenen rnobuHa koampyercsa AUNJIONAHbIM HA6opoM reHoB
aa/aa (4 reHa, no aBa oT 060MXx poauTenen).

KnnHnyeckas KdPTUHA a — TaJlaCCeEMUN OrnpeaendeTca 4YnMCcjioM noasepriimnxca
Aeneunn mianm MyTaumn reHos.

beccMNTOMHOE HOCUTENBCTBO — OTCYTCTBUE K/TMHUYECKMX CUMMNTOMOB U
N3MEHEHUN B reMorpaMme — MMeeT MeCTo Npu Aeneunn oaHoro U3 4 — X reHos (-
a/aa).

Manag TanacceMua — nerkas aHemmsa 6e3 nNpuM3HakoB remMosiv3a uin eé
oTcyTcTBUue, cHmxeHne MCV, MCH (cp. 06bEM aputpoumnTa, cp. coaep>xaHue
remorsniobuHa B 3pMTPOLIMTE) — BO3HUKAET B pe3y/ibTaTe AeNelnn AByX reHoB
NN HepeneTupyloLlien MyTtauum BToporo reHa (--/aa, -a/-a, -a/a).
[emMornobuHonatma H (MpoMexyToyHas Tanaccemms) — XpOHUYECKas]
reMo/IMTUYeCcKas aHeMmnst — BO3HMKaET Npu aeneumn Tpéx reHos (--/-a).

BHYTpnyTpobHasa BoasHKa — CMepPTb BO BHYTPUYTPOOHOM nepuoae uam cpasy
nocrne poxxaeHus — obycnossieHa aeneumen Bcex YeTblpéx reHoB (--/--).




MonekynsipHble OCHOBbI TanacceMUMN.

Manag Tanaccemus (B+/B) npoTekaeT, Kak npaBusio, 6e3 KIIMHU4YeCKmnx
NPOSIBMIEHMN, 3@ UCKTIOYEHNEM Boee BbICOKOM YacTOThl aHEMUN B Nepuon
6epemeHHOCTUCHMHTE3 B — ueneun rnobuHa Kkoampyercsa ABYMS reHaMu
B/B ( no oaHoMy oT o6oux poautenen). Cunte3 B — uenen rnobmHa npu
NAHHOM BuAe TalacCEMUU HapyLLAETCSa BCNeACTBUE MYTALMOHHOIO M3MEHEHWS
(OYHKLIMOHANIbHOW aKTUBHOCTW reHa. [1pu 3TOM MOXET BbiTb CHUXEHNE CUHTE3A
B — uenen (B+) nnu nonHoe otcytcrBue cnHTesa (BO).

bonbliag Tanaccemus (anemmusa Kynu) nmeet reHotun BO/BO ¢ TunnyHou
KNWHMYECKOW KapTUHOU 3aboneBaHus, npossnstolencs ¢ 6 — 8 — n Hepenu
XXU3HMW.

[IpomexyTo4yHas Tanaccemus (B+/B+ nnmn BO/B) knnHmnyeckas kapTuHa
reMOJSIMTUYEKON QaHEMUU MEHEE BbipaXkeHa, NOTPEOBHOCTb B reMOTPaHCPY3naX
BO3HMKAET MPU UHTEPKYPPEHTHbLIX NHPEKLUSAX.




TanacceMmum.
[laToreHeTU4YeckmMe MexaHu3Mbl U KIIMHUYEeCcKne nposBieHns.

NORMAL B-THALASSEMIA

HBA ‘ Reduced p-globin synthesis, Insoluble «-globin aggregate
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TanacceMmmnmn. KnmHn4eckmue nposaBeHus.

1) AHEMUSI XPOHNYECKOrO TEYEHUS!, Bbi3blBaIOLLAs 3aMe/IeHNe pocTa, NOJI0BOro PasBUTHS,
XPOHWYECKYIO CEPAEYHYIO HEAOCTATOYHOCTb U APYrne CBA3aHHbIE C HEN OCIIOXKHEHMUS.

2) 'vinepnna3ns KOCTHOMO3roBOro KPOBETBOPEHUS, NMpexae BCero 3puTporoa3a, B npeaenax
KOCTHOI0O cKeneTa M C BO3HMKHOBEHWEM 04aroB 3KCTpaMeaynisipHOro KPOBETBOPEHUS B
CeNe3EHKE, NeYeHn N MArkuxX TKaHSX:

-pacLuMpeHune rybuaToro BeLecTBa KoCTen Yepena C PEHTreHOI0rMYeCcKon KapTuHOW,
Ha3bIBAEMOW «CTPUXKEHHbIV NOA EXMK>», rMNepTpodus 06HON KOCTU C YrIOLEHNEM
NepPEeHOCHLIbl, CY>XEHUEM TNA3HbIX LWENEN, BEPXHEN YEOCTU C BbICTYNMAHMEM 3yO0B U
d)OpMMpOBaHVIeM «nua bypyHayka»;

- pacLUMpeHne MO3roBOro C/10si U UCTOHYEHWUE KOPTUKAJIbHOW MIACTUHKN MO3BOHKOB U AJIMHHbIX
TpybyaTbIX KOCTEN, NpeapacrnonaraoLLee K NepesoMam;

- CM/IEHOMEranus, renatoMeranus;
- OYarn MMesTIoNAHOI0 KPOBETBOPEHMUS B MAMKUX TKAHSX, NapaBepTedbpasnbHbiX 06/1acTsax C
BO3MOXHbIM CIABIEHWMEM CMMHHOMO MO3ra.

3) CMHAPOM Meperpy3Ku >XenesoMm U3 — 3a NoBbileHHOW abcopbuum xxenesa u3 XKT u
BC/IEACTBME TPaHCDY31N 3pUTPOLIMTApPHON Macchl. FeMocMaepo3 MMokapaa NpuBoANT K
KMI, aputMusaimM; reMocmaepos neyYeHn — K pa3BuTULO renatoumppo3a, renaToLentonsapHOn
Kale,VIHOMbI

4) XpOHUYECKN FrEMOSIN3: CMJIEHO-, rernaToMeranusl, bGunMpybrHoBbIE KAMHW B XXETYHOM
ny3blpe, rMNepCnieHn3M, NoBbIALWNN TPaHCHY3NOHHYIO 3aBUCUMOCTb.






Tanaccemun. Kputepun anarHosa.

A. B aHanmn3e KpoBu aHEMUS pa3IMYHOWN CTEMNEHU, MUKPOLIUTO3
saputpountoB (MCV<80), runoxpomus aputpountos (MCH <
24), Hannyne MULEeHeBNAHbIX 3pUTPOLIMTOB, HOPMOHIACTOB.

b. Hannyne cuMnTOMOB remMosin3a u akcenepupoBaHHOro
3PUTPONO33a.

B. U3MeHeHus dppakunn remornobumHa no AaHHbIM
3/1eKTpodope3a reMornobuHa.

[. TUNMYHbIe coMaTUYeCKne HapyLleHUa: aHoMalMn CKenNeTaq,
CN/1eHO-, renaToMeranuns, 3agepXkKa pocTa,
nonurnaHaynapHas HeaoCTaTovyHOCTb.

[. CMMNTOMbI Neperpy3Kku Xene3oM.




Tanaccemun. JleyeHwue.

NMpu THKENbIX (bopMax:

1) PerynspHble TpaHCdy3un 3 l/ITpOLI,l/ITapHOl/I Macchl (1 —
NO3bl KaXkable 3 — 5 Heagenb): LeneBon YpOBEHb
reMornobuHa cocrasnger 100 — 120 r/n. C uenbto
npeaynpexaeHns M3oMMMYyHU3aLnn, TpaHCQY3MOHHbIX
peaKkunn, MHPEKLIMOHHbLIX OCITOXXHEHUN U NoAAEP)KaHUS
BbICOKOIO KOMIJIAQEHCa K JIeYEHMIO LieNecoobpasHo
MCMO/b30BaTb CUCTEMbI C NEUKOLIMTAPHBbIMU (PUNbTPaMM,
yCTaHaB/MBaTb BEHO3HbIE MNOPTbI, OCYLLECTBNATh
MeponpuaTHs no obecneveHnto BUpycHoN 6e3onacHoCTy
reMoTpaHcdy3mnen.




2) MNpodunnakTnka n neyeHme TpaHcdy3MOHHOW NeEpPErpy3Ku
xxene3oM npu CO 6onee 1000 Hr/mn. Aecdhepan 500 Mr BBOAAT Mo
50 Mr/Kr noaKoXHo B TeyeHue 8-12 yacoB waun B/B KanenbHo 5
NHEN B HepeNto. Bo3amMoxkHble NoboYHble 3hdeKTbI: NOBpeXAeHNE
CeTYaTKWU, KaTapakTa, NepCUHNUO3Haa UHMeKUnsa. Ikeuakaa 250
(500) Mr npuHumatoT B fo3e 10-30 Mr/Kr oanH pa3 B AeHb BHYTPb
B BMJE pacTBopa Lunny4yen TabneTkm AonmMTenbHO, HE MeHee 1
roaa.

3) 3aMecTuTeNibHas ropMoHasibHas Tepanus: UCroib30BaHME
FOPMOHOB POCTa, MNONOBbLIX, TMPEOUAHbLIX FOPMOHOB, MHIMOUTOPOB
ocTeoksiactoB (boraTtas KanbUMEM ANETA, Cann/iEMEHTaALMS
KanbLuueM, npy HeobxoaAMMOCTN B COMETAHUM C BUTaMUHOM [,
bucpocpoHaThl).

4) CnneHsKTOMUA B CNy4ae MacC1BHOW CrIEHOMErannn u
NOBbILLEHNS TPAHCPY3MOHHON 3aBUCUMOCTMN.

5) AnnoreHHas TpaHcnnaHtauuns KM.



CepnoBMAHOKNIETOYHAA aHEMUA.

OTO HACNeACTBEHHAs reMoIMTUYECKas aHeMms, obycnoBneHHass KaueCTBEHHbIMY
HapyLLIEHNSMN CUHTE3a Lenen reMornobuna. IputpounTbl 60bHbIX ¢ CKA
coaepxat remornobuH S (HbS), oTnnyatomnnca No 31eKTpoPopeETUHECKON
NOABMXXHOCTM N Ka4eCTBEHHOMY COCTaBy OT reMorsiobuHa 340poOBOro YenoBeka.

Mpn CKA B 6 — 1 no3nuumn B — uenn remornobumHa rnyTaMmmHOBas KMCIo0Ta
3aMeHeHa Ha BaslnH.

HbA: Ban=uc=/1ei=Tpe=po=ny=lny=/us...

// p | HbS : Ban=Iuc=Slei=Tpe~Mpo-Ban=ny=/1na...
y

i S0 § el g
j J




CeprnoBUAHOK/IETOYHAA aHeMUS. [1aToreHes.

3aMelleHne rnyTaMMHOBOW KMUCIOTbl BaJIMHOM NpUBOAUT K ToMy, 4To npu pH 8,6 y HbS
BMECTO OTpULIATENBHOIO 3/1IEKTPUYECKOro 3apsaaa, XxapaktepHoro ana HbA, nogsngaercs
HeNTpasnbHbIK, @ 3TO YCUIIMBAET CBA3b OAHOW MOsieKynbl remornobuHa ¢ apyrov. CMeHa
3apsaaa NpuBOAUT K Pas3BUTUIO Y BCen Monekynbl HbS cTpyKTypHOM HEYCTOMYMBOCTU U K
¥MeHbLueHVHO PacTBOPUMOCTM BOCCTAHOB/IEHHOWN (OTAaBLLen Kncnopod) dpopmbl HbS.

CTaHOBJIeHO, 4YTO HDA, oTAaBLUMK KNCIOPOA, paCTBOPUM B BoAe MeHblue HDA,
HACbILLEeHHOro Knucnopoaom. PactsopuMocTb HDS, oTaaBLero KMcnopod, YMeHbllaeTcs B
100 pa3. BHyTpu 3puUTpounTa reMornobmH nepexoamTt B COCTOSIHME rens, a npu
NOHWXXEHHOM NapunasibHOM AaB/IEHUN KUCNIOPOAa OCa)XAaeTcs B BMAE TaKTOMAOB -
BepeTeHO0bpa3HbIX OCTPOKOHEUHbIX KPUCTAJI0B. TaKToOMAbl pacTArnBatoT 3pUTPOLINTHI,
npuaaBas UM CcepnoBuaHyt0 GopMy 1 CNocobCTBYS MX pa3pyLueHuto. lossrieHne
CEpNOBUAHbIX 3PUTPOLMTOB 3HAUYUTENIbHO MOBbLILLAET BA3KOCTb KPOBW, YTO B CBOKO Oo4epedb
6M€HbLuaeT CKOPOCTb KpOBOTOKa U MPUBOANUT K 3aKyrnopKe Menkux Kanuninspos.

6pa30BaHUIO refisi BHYTPY 3pUTpoLMTa KpoMe rmnokcum cnocobCcTeByeT aunaos
(yMeHbLleHne noka3aTtens pH ot 8,5 0o 6,5 cHmxaeT creneHb cpoacTBa reMornobumHa K
KMCOPOAY) U MOBbILLEHME TeMMNEepaTypb! (p,o 37,0 °C).

O6pa3oBaHME CeproBUAHbIX KIIETOK MMEET 3HAYEHWE B AanbHEULLEM NaToreHese 6one3Hun.
S-3pUTPOLMUT TepsieT NIaCTUYHOCTb, MoABEPrasiCb reMosin3y, NOBLILLAETCS BA3KOCTb KPOBWU,
BO3HMKAIOT peosiorMyeckme HapyLeHns, NoCKOoIbKY CeprnoBrAHbIE SPUTPOLMTLI 3aCTpeBaloT
B Kanuansgpax c_nocnenyowmmm Tpombo3amm (OKKII03MEN) cocyaoB. B KpoBocHabxxaeMblx
y4yacCTKax TKaHeWn BCeacTBme TpoM6030B BO3HMKAIOT MHMAPKTLI, COMPOBOXAAEMbIE
rMNOKCMEN, KOTopas B CBOKO oyepeab cnocobcTByeT 06pa3oBaHMIO HOBLIX CEPriOBUAHO-
K/T€TOYHbIX 3PpUTPOLINTOB N FreMOJInN3Y.



CepnoBuaHokneTo4yHas aHeMud. KnnHmnyeckue
NPOSABNEHUS.

KOHCTUTYLIMOHaJIbHbIE NMPOSABAEHUSA — OTCTaBaHME POCTa U pa3BUTUS, MOSIOBOrO
CO3pEBAHNS.

2. MNMoBbIWEeHHas CKJIOHHOCTb K TSHKENbIM MHeKUnsaM, 0Co6eHHO MHEBMOKOKKOBbIM,
06BACHAEMYIO HapyLLEeHNEM (PYHKLUMN CeNe3EHKN MO OUYNLLIEHUIO KPOBU OT LIMPKYIUPYIOLLNX
6akTepun BcneacTeme rnoBTOPHbLIX MH(APKTOB M 3aMeLLeHUst HOPMasibHbIX TKaHEW OpraHa
Pn6PO3HON TKAHbIO.

3. AHEMHYECKHE NPosB/IEHUS.

Cemonutuyeckas aHemMms. Npyn roMo3nroTHon opMe TUMMYHA BblPa)kKEHHAs! aHEMUS,
reMaTokpuT 18 — 30 %. B cpegHeM NpoAo/DKUTENBHOCTb XXU3HU SPUTPOLUTOB COCTaBNAET
10 — 15 aHewn. ManTornobuH B nnasme nnMbo OTCYyTCTBYET, MO0 ero KOHLEHTpaLuus
YMeHbLUEHA, @ KOHLEeHTpaumsa ceob6oaHOro reMornobrHa yMepeHHo ysenndeHa. MoBblleH

HenpsiMon bUANPYBUH. ViMeeT MecTo 0bpa3oBaHue bUAMPYBMHOBbLIX KaMHen XK.

MeranobnacrHble Kpu3bl. [1py orpaHMY4eHHOM NOCTYMNIEHMM C NULLEN PONMEBON KNCOTbI
Pa3BUBAETCA MaranobnacTmyecknn apuTponoas, a Takxke rmnepkoarynsumMoHHOe COCTosiHME
N3 — 33 FOMOLIMCTENHEMUN B pe3y/ibTaTe aeduuunTta ponaTos.




CepFIOBM,EI,HOKJ'IeTO‘—IHaFI aHeMund. KnnHunyeckme nposBiieHns.

Annactunyeckue kpusbl. lNauneHTbl ¢ CKA noJ]depx(engl MHEKLUNAM U BOCMaIUTENIbHbIM
npoueccaM, NoAaBSOWNUM 3pUTPON033. TUNUYHBIM NpUMeEpP — UHdEKLNS ﬂaEROBVIDYCOM
B19, Bbi3blBatoLL@s runonaasuto 1 aniasnto KposeTsopeHns y 6osbHoro ¢ CKA. bbiCcTpo

NajaeT KOSIMYECTBO PETUKYIOUMTOB 1 reMornobuHa Ha 10 r/n B AeHb. MNpu oTCyTCTBUU
HeMea/IeHHOM Tepanuu pa3sBuBaeTcs 3actomHas CH.

OCTpbIN TMNepPCnieHn3M XapakTepeH st HOBOPOXAEHHbIX U eTeN paHHero Bo3pacra. B
TEeYeHMe HECKOJTbKMX YaCoB CENE3EHKa YBENMMYMBAETCA U CEKBECTPUPYET 6OMbLUMHCTBO

LIMPKYNUPYIOLNX 3pUTPOLMTOB. MaccnBHas CriyieHOMeranmsa U nageHne reMmornobmHa
6onee 10 r/n MOryT NpMBECTU K CMEPTMW.

[Mnepremonus. TUNnYyHble reMoIMTUYECKME Kpu3bl C NOBbILLEHNEM PETUKYIOLINTOB U
NageHNeM remorsioouHa.

4. PeHOMEH OKKJ1HI03UM COCyAoB € 6oneBbiMU Kpu3aMu. Peumamsumpytolume TpoMo0o3bl
OnpeaenstoT B OCHOBHOM 60/1€3HEHHOCTb U CMEPTHOCTb MauneHToB npu CKA. Kpu3sbl

HaYMHAIOTCS BHE3AMHO U TOKANU3YIOTCA B 061aCTN XXMBOTA, FPYAHOU KNETKMW.
[osiBnsAOTCA 60K B CyCcTaBax.



CepI'IOBVILI,HOKJ'IeTOLIHaFI aHeMunda. KnnHunyeckume NPOABJ1IEHNAL.

5)XpoHnyeckune opraHHble HapyLUeHUS.
Cepale. 3acTorHas HeAOCTaTOYHOCTb KPOBOODOpaLLEeHWS.
[MeyeHb. CKNOHHOCTb K 06pa30BaHUIO XEMYHbIX KaMHEN.

[loykun. Bcnencreme NOBTOPHbIX MHAPKTOB BO3HMKAET U30CTEHYpUs. MoxeT 6bITb Bblpa)KeHHas
remaTypus.

KoctHag TkaHb. «Hand — Foot» cuHapom — tunuuHoe nposeneHvue CKA y aeten ¢ MpUCTYNom bonewn
B o6nacm NanbLEB HOr AN PYK, AJIUTENbHOCTbIO 1 — 2 HeAenn, ¢ OTEKOM, JIMXOPaAKOU,
nenkoumto3oM. MocneacTBMeM AakTUAUTa CTAHOBUTCS 3nmc|3v|3aanoe nospexaeHue C
YKOpOYeHUEM anaHru.

[1aTOrHOMOHWYHBIN NPU3HAK UH(APKTa KOCTEN — ABOSIKOBOTHYTOCTb T€N NO3BOHKOB WK X opMa B
Buae pta pblbbl. BO3MOXeEH 0CTeocK1epos.

[na3Hble 9610KkM. Y 60nbHbIX C roMO3UroTHON chopmon CKA HapylLuaeTcs ocTpoTa 3peHus
BC/IEACTBUE CaMbIX Pa3HbIX NOBPEXAEHMMN rMA3HOro 16noka: nHdapkTa CeTYaTKM, Pa3BUTUS
apTEPMOBEHO3HbIX aHACTOMO30B, KPOBOU3NUSAHNIN B CTEK/IOBUAHOE TE0, NPONNgEepPaTUBHOMO
PETUHUTA, OTC/TIOMKN CETYATKM.

Koxxa. XpoHM4YecKkne S3Bbl AUCTaNbHbIX OTAEN0B HUXHUX KOHEYHOCTEN.
HepBHas cuctema. TpoMb0o3bl cocyaoB MoO3ra. 'emunnierus, cyaoporu.




CeprnoBUAHOKIETOYHAsA aHeMus. Kputepum avarHosa.

1. I3MeHeHnsa Co CTOPOHbI aHanusa KpoBu: MakpounTos sputpountos (MCV>100),
petnkynoumto3 (>100,0*%1019/n), nemkoumTo3 ¢ HEUTPODUIE3OM U
He3Ha4YnUTEeNbHbIM N1IEBbIM CABUIOM, TPOMBOLMTO3. B Ma3ke nepudepunyeckomn
KPOBW: CEPMNOBUAHBIE 3PUTPOLIUTbI, MONXPOMATOPUAbHLIN MaKpOLMTO3
SPUTPOLIUTOB, HaNU4ne 3puTpoumnToB C Tenbuamm XKonnn (pyHKLMOHAbHas
acrneHns).

2. dnekTpodope3 reMornobuHa ¢ Kosin4yeCcTBeHHbIM onpeaeneHneM remornobumHa A,

S, A2, F.







