BeneHve nauueHTOB C
remocdounuen

[1.B. CBupunH

PI'Y denepanbHbI HAYYHO-KITMHUYECKUIA LLIEHTP OETCKOU
remartonorum, OHKosrorum n ummyHorsornmn Pocsapaea,
3amannoBckasa getckasa ropoackasi 6onbHuua r. MockBbl.



P =
[emodpununs

I'emouinsa — remopparuyeckoe 3a00j1eBaHue, BOSHUKAIOIEEe
BCJICACTBME FTEHETUYECKHU 00YCJIOBJICHHOI0 MATOJIOTHY€ECKOI0
cHIKeHUus aKTUBHOCTH (pakTopoB VIl (remoduinsa A) niaun

| X (remoduiiust B) B kpoBH.

PacnpocrpaneHHocts 8 — 14 yesoBek Ha 100.000 my:xckoro
HaCeJICHUSA

TI'emopuius A — 70 — 80%
I'emopuiaust B — 20 — 30%



= e vy et
[laToreHe3 remodpunnun
CHMkeHHe  AKTHMBHOCTH  (hakTOopoB IX  (dbepment

ceeptbhiBanusi KpoBu) uiau VIl (kodepment daktopa |X)
BJICYET 32 CO0OI:

. yJIMHEHUE BPeMEeHH CBEPTHIBAHUS KPOBH,

. o0pa3oBaHHe HEMOJHOIEHHOI0 CryCTKa, KOTOPbIA JIETKO H
ObICTpO pa3pymiaercs (pepmeHTaMu PUOPUHOIU3A

KJIMHUYeCKM 3TO BBIPAXKAETCH B PA3BUTHH KPOBOTCYCHUU M
KPOBOM3JIMAHNN, BO3HHUKAKIIUX CIYCTHd HEKOTOpoe BpeMs
1ocJie TPaBMbl (JIATEHTHBIN IEPHUOL).

B psjge ciayyaeB reMopparum He yaaércs CBA3aTb ¢ TPAaBMOM,
TOIA FTOBOPAT 0 KCIIOHTAHHOM)» KPOBOU3JIUSITHUU



—AnarHoctuka remohunmu

K/IMHUKA (npu rem A u reM B onuHakoBasi):

* [ eMOpparnyeckue mposiBICHUSA Y TAllUEHTA
* [ eMmopparnyeckue mposiBICHUS Y POACTBEHHUKOB

JIABOPATOPHUA:

* CKPpMHMHI:

* AYTB - YAJUHEHO
 1IB - HOpMa
* TB (pubOpuHOTrEH) - HOpMa
* BpeMsI KpOBOTCUYCHHUS - HOpMa

* Onpenesienue akTuBHocTH GPVIII m 11X



.
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KJACCUPUKALIMS TEMO®UINU

TAKECTb AKTUBHOCTD BO3PACT BO3- XAPAKTEP
ITEMO®WINN | ®.VIII WA IX | HUKHOBEHMUSA I'EMOPPAI'MYECKOI'O
(%) IHEPBBIX CUHAPOMA
MPOSIBJIEHUH
BripaskeHHBIN KOKHBIM FEMOCHHAPOM,
KPOBOM3JIUSAHUS B MATKHE TKaHU U
ey <1 J1o roaa. CyCTaBbl, JUIUTEJIbHBIE KPOBOTCUEHMUS
(l)OpMa I0CJIe TpaBM. XapaKTEePHBI
«CIIOHTAHHBIE» KPOBOU3JIASHUS.
MeHnee BbIpaKEHHBINA KOXKHBIN TeéMO-
Kak npaBujo, | CHHAPOM. KpoBouznusiHus B cycTaBbl U
Cpennersixe- £ MSTKH€ TKaHU BO3HHKAIOT 1ociie Oosee
Jasi (l)OpMa. o S oo S 3HAYUTENLHBIX TPaBM. BO3MOXKHEI
roaa KM3HM. «CIIOHTAHHBIE» TEMaPTPO3bI IIPU Pa3BU-
TAHA XPOHUYECKOTO CHHOBHUUTA.
I'emopparnueckuit CHHAPOM BCETna
CBSA3aH CO 3HAYMTEIbHBIMHU TPaBMaMU
Jlerkas >5 - <50 ? WY BO3HUKAET II0CJIE ONIEPAaTUBHBIX
¢popma 2 BMelaresbCTB. « CIIOHTaHHbBIEY

KPOBOM3JIUAHHAA HC XapaKTCPHBI.
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TpoasneHna remopuamnm

KpoBousnustHus B CycTaBbl (reMapTpO3bI)
[eMaTOMBI MAATKMX TKAHEU

KpoBoTeyeHMsI M3 paH CIU3UCTHIX 000T0YEK
KpoBoTeueHust U3 paH APYryux JIOKAIU3AL UM
[loyeyHbie KpOBOTEYEHUS

Kuine4ynsie KpoBoTeYeHUS
BHyTpu4yepernHbie KpOBOTEYEHUS

KPOBOTE‘-IQHI/IH N KPOBOU3/IWAHHWA BCJIEACTBHUE
XUPYPruvdeCKoro JiceHeHHns1

Ipyrue nposiBieHUsI



_OCOBEHHOCTV FTEMOPPATVMECKUX—"

MPOABNEHUU NPU TEMODUNNU

KpoBoTeueHust pa3BUBAIOTCS CIYCTSI HEKOTOPOE BpeMs
(JTaTeHTHBIN MMEPUO) ITOC/IE TPABMBI

[lagueHT MOXXeT YyBCTBOBATh HA4Ya/10 KPOBOU3/TUSTHUS
W/ KPOBOTEeYEeHUS 3aI0JIT0 10 BUAUMBIX MPHU3HAKOB

KpoBou3nusiHusST BBI3BIBAIOT 00/I€EBOM CHHIPOM U
MOTYT CUMY/TUPOBATh APyrHue 3a0omeBaHus (dugpg. d-ka
- noaoxcumenvHasi JuUHAMUKA nocae npumeHeHus
cneuyuguueckou zamecmumesibHOU mepanuu
KOHUeHmpamamu akmopos)
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3a4a4u

CoxpaHeHue XU3HU

AanTanus K )XU3HU B 00IIeCcTBe
® TICUXOJIOTHU4YeCKas
e pusmyeckas

* CcollMaJ/IbHAA

CoxpaHeHUe PU3UIECKOTO 3T0POBbS



~“AEYEHUE TEMOPUIUN

I'emouInI0 BbLIICYUTH HEJIb351!

JleueHne HanmpaBJIeHO HA NPOPUIAKTHKY H
OCTAHOBKY ONMMACHBIX KPOBOTCYCHUH

B ocHoBe JieueHHUA JICKHUT crnemupuUecKas
3aMeCTUTeJIbHAsA  Tepanus  npenaparamMu

¢pakropoB VIl (remopuaua A) wum IX
(remoduiiust B)



ﬁﬁmcbquCKAﬂ 3AMECTUTE/IbHAS

TEPANWNA — OCHOBbI YCIEXA

MakcrMaibHO paHHee Ha4yaJsio — A0 2 YaCOB
BBegeHMe 1ocTaTOYHOMN J03bI

llocTaTouyHast  AJIMTE/IBHOCT MW KPAaTHOCTH
ledeHUs: 0  pyOmeBaHWsS  paHbl, OO
M C4Ye3HOBEHUS TPU3HAKOB BOCHAIeHHUS

KnnHunvyeckunit KOHTPOJIb

JlabopaToOpHbBIN KOHTPOJIb
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NomallHee fieyeHune

Ctpaterusa segeHusa NaLuMeHTOB NPU KOTOPOIA:
reMoCcTaTMYeCKUMN NpenapaT HaxoaMTca y NaumeHTa

npenapaT BBOAMTCA CaMMUM NALUUEHTOM WU KeM-
NNBO U3 ero OKpPY*KeHnA BHe ie4ebHOoro yypexaeHus

npenapat MOXeT BBOAMUTCA /AMBO NO cxeme
nepBMYHOU NPOodUNAKTUKN, TMDBO NO HEODBXOAMMOCTHU
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410 HeobxoaMmo ANA AOMaLUHEero
neyeHms

*HAJINYNE KOHIICHTPATOB (PaKTOPOB CBEPTHIBAHMS
*TpeOOBaHUS K BEHO3ZHOMY JOCTYIy

* HAJIM4KeE JIFO/ICH, CIIOCOOHBIX MTPOBOJAUTH B/B HHBEKIIUU
*KOMIUJIACHTHOCTh PEOEHKA U YJICHOB €r0 CEMbU

*BEJICHUE OTYETHON JOKYMEHTALMU POAUTEIISIMU (MH(MOpMAIYS O
Iare, J03€, CEpuH, IpPUYMHAX BBEACHHUS, SPPEKTHUBHOCTH,
reMOpparu4eCKux MposiBICHUSX )

*CTPOTHH KOHTPOJIb CO CTOPOHBI Bpaya



NOCTOAHHOE NPO®UNAKTUYECKOE
EYEHUE

[{lenb —nipoduaKTHKA ITOPAKEHHS OTIOPHO-
ABUTaTe/IbHOTQ allllapaTa: MpeJoTBpalleHre
KPOBOU3/THUSIHUM B CyCTaBBI

A30BbIM PUHLHIIL: TIOAJEPXKJHNE AKTHUBHOCTH
AKTOPOB Ha ypOBHe He HIKe 2% - 5%

BapuaHThI

® HepBI/I‘-IHa}II Ha4aJ1Oo JO 2X JIET UJIN ITI0CJIe I1I€PBOTO
KPOBOMN3J/INSAHHUS B CYCTAB.

e BropuyHas:

a.  TIOCTOSTHHas MPQQUIAKTHUKA, HAaYaTast Mocsie 2 uau bojee
KPOBOUBJ/IMSHMHA B CYCTaB UJIY MOCJIE 2X JIeT,

b. TpoPUIAKTUYECKOe BBeZileHHe MpernapaTa B TeueHHe
OIATEe/IbHOTO BpPEMEHU [J11 OCTAHOBKHU PellUAUBUPYIOLLIMX
reMapTpO30B.
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IbTEPHATUBHbIE CXeMbl

NPOPUIAKTUYECKOIO IeYeHUa y geTen ¢
remopunanen A:

HauwnHaTts ¢ BBegeHus 70 — 80 ME/Kr x 1 pa3s B

HeJleJIto
Hanee 50 - 70 ME/Kr x 2 pasa B HeZie/1t0 MU 1 pa3
B 3 AHS
Hanee 25 — 40 ME/Kr X 3 pasza B HeZie/110 UM 1 pas3
B 2 JHS

IlepexoauTh K 00J€€ HWHTCHCHUBHOM CXEME JICUCHHUS MpHU
BBIPAKEHHOM T'€MOCHHJPOME, TPEOYIOIIEM AOMOIHUTEILHOTO
BBEJICHUS MPEINAPATOB, JM00 MOCe reMapTpo3a



An bT€PHATUBHbIE CXEMDbI

NPOPUNAKTUYECKOTO NeYeHUA y AeTen C
remoduamen B:

HauwnHaTts ¢ BBegeHus 50 — 80 ME/Kr x 1 pa3 B Hegento

Hanee 25 — 40 ME/Kr X 2 pasa B HeZie/110 UK 1 pa3 B 3
THS

[lepexonuTs K OO0OJ€€ MHTCHCUBHOW CXEME JICUCHUS IIpHU
BBIPAKEHHOM T€MOCHHAPOME, TPeOYIOIIEM JIOMOIHUTEIHHOTO
BBECHMS MPEIapaToB, J100 MOCjae reMapTposa



ﬁmHee neyeHue «no

HeobxoammocTu»

Ec/r 0CTaHOBUTBH KPOBOTEYEHUE UIU KPOBOU3IUSIHHE
PAaHHUX CPOKAX OT HA4aJIa, MOXXHO MPeAOTBPATUTH €ro
3HAYUMbIe M0C/IeICTBUS.

[TpemrapaT BBOAUTCS MAIlMEHTOM WJIN KeM-JTH00 U3 ero
OKPY)XeHUS:

KaK MOXXHO ObICTpee IOC/ie TpaBMbI (He MO3aHEe 2
YacoB)

IIpY TEPBbIX IIPM3HAKaX Hadaja KPOBOTEYEHUS HJIM
KPOBOU3/IHUSHUS (He Mo31Hee 2 YacoB)
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= MpenapaTbl ANA nevyeHus
remodbunum A

Konnenrparst paxkropa VIII

[TpemapaT mo3UpyeTCs U PaCCYUTHIBAETCSI B MEKTYHAPOIHBIX
eguHULlax akTuBHocTU (ME)

1 ME mepenuTas 3 pacyéTa Ha 1 KT BeCa MOBBIIIAET AKTUBHOCTD
daxropa VIII B xpoBH Ha 1,5% - 2%

[Tepuog monyBeiBegerus ¢pakropa VIII cocraBnsieT 12 4acoB

dopmysia AJist pacdy€Ta MPpU TSHKETOU U CpeTHeTSDKENOoN popMme y eTei
MJIaJ1Iero Bo3pacra:

No3za (ME)= macca Tesa X >xe1aemMbIii ypoBeHb ¢paxkTopa B % x 0,75

dopmysia 1T pacy€Ta MPH THKEIOU U CPeTHETHKENNOU PpopMme y reTeit
CTaplLIero BoO3pacra:

No3za (ME)= macca Tesa X >xe1aemMbIii ypoBeHb ¢paxkTopa B % x 0, 5



~ MpenapaTbl 4ns NeYeHns
remocounuu B

KonmeaTparsl pakropa IX

[TpermapaT mo3upyeTcs v pacCYUTHIBAETCS B MEKIYHAPOLHBIX
eguHULlax akTuBHocTU (ME)

1 ME mepenuTas 3 pacyéTa Ha 1 KT BeCa MOBBIIIAET AKTUBHOCTD
dakropa IX B kpoBu Ha 1%

[Tepuoa monyBeiBegeHUst dakTopa IX cocTaBisier 24 4acoB
dopmysia A1t pacdy€Ta MPU TSHKETON U CpeTHeTSHKENOM popMme y feTel:

Ho3a (ME)= macca Tejia X )ke/1aeMbIii ypoBeHb pakTopa B %



~[103bI TIPETAPATOB A/ CMELNOUYECKON
3AMECTUTE/IbHOW TEPAMU

rlpW-IVIHa Femodpunua A Femodunua B
Jocturaemblii ypoBeHb (%) AnutenbHocTb (aHM) [octuraembliii yposeHb (%) AnutenbHocTb (gHM)
FemapTpos 40- 60 1-2-unbonee 40-60 1-2-wubonee
MeKMblLeYyHble remaTomMbl 40 - 60 2-3 nbonee 40 - 60 2 -3 nbonee
3abploWwMHHAA remaToma
. HayanbHaA 80-100 1-2 80-100 1-2
° noaaep:KmsatoLuas 30-60 3-5ubonee 30-60 3-5u6onee
BHyTpuuepenHoe KpoBousnusaHue
° HayanbHaA 80-100 1-7 60-80 1-7
° noanepKusaroLLas 50 8-21 30 8-21
KpoBousnuaHue B Wweko U ropno
° HayanbHaA 80-100 1-7 60-80 1-7
° noaaeprKusaroLulan 50 8-14 30 8-14
KT KpoBoTeueHue
° HayanbHaA 80-100 1-6 60-80 1-6
° noaaeprKusaroLlas 50 7-14 30 7-14
MoyeyHoe KpoBOTEYEHUE 50 3-5 40 3-5
OnepaTtuBHOE NevyeHue
° npeaonepauMoHHasn 80-100 1-3 60-80 1-3
. nocronepawuuMoHHas 60-80 4-6 40-60 4-6
40-60 7-14 30-50 7-14
30-50 20-40
KpoBoTeueHue co CAM3UCTbIX NOAOCTU pTa
° HayanbHaA 80-100 1 60-80 1
° noaaep}KmsatoLLas 50 2-3 unbonee 30 2-3 unbonee




1036l KOHLIEHTPATOB ®AKTOPOB npu

nedununTe pecypcos

MpuunHa Fremodunus A remodunus B
Docturaembiii OocTturaembiii
OnutenbHocTb (gHM) AnutenbHocTb (gHM)
yposeHb (%) yposBeHb (%)
FemapTpos 10-20 1-2-ubonee 10-20 1-2-ubonee
MeXMblweyHble remaTombl 10- 20 2-3 ubonee 10-20 2-3 unbonee
3abploWwmMHHaA remaToma
o HavyanbHasa 20-40 1'=2 15-30 1=2
° noapepusarowan 10-20 3-5ubonee 10-20 3-5u6onee
BHyTpuuyepenHoe KpoBOU3NUAHUE
o HayanbHaA 50-80 1-3 50-80 1-3
° noapepxusatowan 30-50 -7 30-50 -7
20-40 8-21 20-40 8-21
KpoBousnuaHue B weto n ropao
. HavyanbHasa 30-50 1-3 30-50 1-3
° noapepiusatowan 10-20 4-7 10-20 4-7
KT KposoTeueHue
o HavyanbHasa 30-50 1-3 30-50 1-3
o noagepiusatowan 10- 20 4-7 10-20 4-7
Mo4yeyHoe KpoBOTEUEHUE 20-40 - 15-30 -
OnepatusHoe nevyeHue
° npeponepaymMoHHan 60 - 80 1-3 50-70 1-3
o nocronepawumMoHHas 30-40 -6 30-40 -6
20-30 7-14 20-30 7-14
KpoBoTeueHue co CAU3UCTbIX NONOCTU PTa
o HavyanbHasa 30-50 1 30-50 1
. noaAepXueaoLan 10- 20 2-3un6bonee 10-20 2-3un6bonee




MHrmbuntopHaa popma remodpunmnu

YacToTa npu TDKETON U CPEAHETIKENON opMe:
remopunus A — ot 10% 1o 33%

reMobunus B — ot < 1% n0 6%

3aBUCHUT OT:
* FCHETUYECKUX 0COOCHHOCTEHN HOIYJISIINN

* XapaKTepa NPOBOJUMOIO JICUCHUS



"WUHTmbutopHaa dopma remoduInmn:

KNINHUYecKne ocobeHHOCTHU

MuarnouropHas popmMa reMopuiInm:

[IpyumeHeHre «OOBIYHBIX» 03 KOHIIEHTPATOB
daxTopos cBépteiBanus VIII (IX) He adpPekTrBHO

[locTeneHHO HapacTaeT BBIPAXKEHHOCTb U TSHKECTh
reMOCHUHAPOMA

3HAUYUTE/IbHO YBEJIUYMBAECTCSI PUCK Pa3BUTHSA
OMACHBIX KPOBOTEYEHUU U KPOBOU3IUSIHUUA

Karacrpodudeckn yxyaiaeTcsi Ka4eCTBO XU3HU



~ MhrnbutopHas dopma remodumnm
KAMHMYECKana ANAarHOCTUKA

OTCyTCTBUE WA HEAOCTATOYHBIA A(POEKT OT
OOBIYHBIX «aJCKBAaTHBIX» JI03 KOHIICHTPATOB
(dakTopoB cBéprhiBaHus VI nmm | X

Peakiys Ha BBeJieHUE KOHIIEHTpaTa . 1 X



WMTopHaﬂMremodmnm/ |

NabopaTopHaAA XapaKTEepPUCTUKA

AKTMBHOCTb MHIHOMTOpa M3MepsieTcs B eauHuIiax beresna
(BE)

(1 BE Gnokupyer 50% akruBHOCTH (pakropa VIII B mmazme
MalKeHTA)

[Io akTUBHOCTH MHTHOUTOPA PA3ITUYALOT:.

Huzko pearupyromue manueHTbl — aKTUBHOCTh MHTHOUTOpPA
HUKOTa HE mpeBbimalna S bE.

BbICOKO pearupyroume HauueHThl — aKTHBHOCTh HHTMOUTOpA
XOTsI OBl pa3 nogHuMazachk Boliie S bE.




~ UHrMbutopHaa popma remoPpuamnm:
OCTAaHOBKA KPOBOTEYEHUM

Bricokue 10361 koHIIeHTpaToB (hakTopa VIII:

. HHU3KO PEarupyroIui HHTHOUTOP
. no3a 20 — 40 ME/kr + 20 ME/BE
. no3a 70 — 140 ME/xr

. HenpepbIBHAsA UH(P. co ckopocThio 4 — 14 ME/Kr yac



m@/nopHaﬂ dopma remodpuUnmnu:
OCTaHOBKa KpoBoTeYeHU

«DEUBA» dupma «Bbakcrepy

. Pazoas goza: 50 — 100 ME/kr
. CyrtouHas go3a He oojee 200 ME/kr
. NuTepBan BBeseHU 12 4acoB (Ipu UCIIOIB30BAHUA

pazoBoi 10361 100 ME/Kr)

. OcCJI0;)KHEHHUS: BO3MOXKHBI TPOMOO3BI



~ UHrMbutopHaa popma remoPpuamnm:
OCTAaHOBKA KPOBOTEYEHUM

«HoBoCaBen» HoBoHopauck (Dnrakor anbda)

. 90 — 120 MKr/kr kKaxknbie 2 — 4 yaca 10 MOMEHTA
OCTAaHOBKHU KPOBOTECUCHMUS

. 270 MKI/KT pa3oBO

. OCIOKXHEHUS: BO3MOKHBI TPOMOO3BI



/I_'IpoIOKon bl MHAYKLUNU UMMYHHOR
TONePaHTHOCTU

NMpoTokonsl

XapaKTepucTuku

25 ME/Kr kaxabiv 20U AeHb B TeueHue 1 -

(BOHHCKUUX NpPOT.)

HW3KOAO3HbIE 12 mecaues. (B ocCHOBHOM Yy HU3Kopearu-
pYyloWwMX NAaUMEHTOB)
50 ME/kr exeanHeBHO. WHOrAa B COMETaHUU
MNpOMEeXYTO4Hble | CO CTEPOUAHLIMU FOPMOHAMM.
NpoaonxutenbHOCTb 1 — 12 Mecaues.
BbiCOKOAOSHbIE 200 - 300 ME/kr exenHeBHO B 2

BBeAeHUA. ANUTeNnbHOCTb OT HECKONbKUX
MecsaueB A0 3X Nner.

NpoTtokon ManbMO

B/B uMMyHOrnobynuH, uuknogpochamua,
remocopbuusa (npu TuTpe nHruburtopa
6onee 10 BE), ¢&. VIII no 40 - 100% B
nnasMe Ha NPoTAXEHUU 2 - 3 HepeNnb.




