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Anemus /laumonaa-biexkgeHa
(AJIB) - penkas ¢gopma BpOKICHHON
KPACHOKJICTOYHOU (3PUTPOUIHON) amjaa3un
KPOBETBOPEHUS PAHHETO U JIETCKOIO
BO3pACTa, pa3BUBAIOIIASICS B PE3YJIbTATEe
aroITo3a SPUTPOUTHBIX
IPEIIICCTBEHHUKOB B KOCTHOM MO3I€
BCJICJICTBHE Je(PEKTa OMOCHUHTE3a PHOOCOM.




PacripoCTpaHeHHOCTH

. Peructp 001bHBIX ¢ AJIb - cpeHerogoBomn

rnokasareib B PO - 6,3

0,34 na 1000000 ;xuBBIX

NETEU, POXKACHHBIX 3a niepuon ¢ 2011 mo 2018r

- 1lomoBOM M 3THUYECKOU NPEAPACIIOIOKECHHOCTH HE

BBISABJICHO



ITHOJIOTHUS U ITATOrcHE?R

' Ten | Koa-so [ Yacrora sssiaenus %
. 67% naupentos B PO (2018r) |
- TCHCTHYECKHUE ACDEKTEI B | I
RPS10 4 3,2 6,4
pHOOCOMANILHBIX I'eHAaX. RPSTH i 08 ]
| RPS26 '8 1 6,5 | 2,6
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| RPL11 | 8 1 6,5 | 4.8
. HamOostee yacTas mojiomMka -{ ... L o
RPS7 18 6,5 [
MyTaHI/IH FGHOB, ' RPS17 0 ) [
e GATAI 0 0 | Ennanunbe cly4yau
KOI[I/Ipy}OHII/IX 6eHKI/I MaHOI/I '46.XY.I('8,'19)((1.?4:(/13)(‘/13/ E 10,8 | Exunnunsie CiIy4au
7777777 1 0,8 E/MHHYHBIC Cydan |
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1199022 n.n.

PRS 1 9 (27,4%) U PRL 5 (SENPS, NCBP2, RPL354,

PIGZ, MFI2, DLGI, BDHI,

( 1 3 %) . KIAA0226, IQCG, LMLN)

He ycranosnen

CpaBHEHHE JaHHBIX MOJIEKYJISIPHO-TEHETUYECKOTO
uccienoBanus peructpa PO ¢ MexayHapoaHbIMU
nanHbpiMu, 2018r



OOmras xapaKTepuCTHKa 3a00JICBaHUS

- YTHETEHHE SPUTPOII033a
- Haaunaue BpOXKIAEHHBIX ITIOPOKOB PA3BUTHA

- IlpenpacnonoxeHHOCTh K Pa3BUTHIO
3JIOKAYECTBEHHBIX 3a00JIEBAaHUN



HauvaJjo kinanyeckux

npOHBﬂeHnﬁKﬁWHﬂﬁle CKas KapTI/IHa

Cpeanuii BO3pacT YCTAaHOBJIECHUSA

AUATrHo03a — 3-4 mecsana. B 0onee 90%
ciay4daeB MaHu(ecTanus 3a00JI€BaHUs Ha
IIEPBOM I'OAY JKHU3HHU, KpaliHE PEIKO — B

IICPBBIC CYTKH KU3HH.

OcHoBHAA ’KaJ100a — 61eTHOCTD

KO>KU U CIIM3UCTBIX, CIIa00CTh,
YTOMJISIEMOCTb (0COOEHHO IIpHU

KOPMJICHUMN).



4 UlXl AVVVINVUNWV .l].\JUU, 1AW ULLIGV/7L PMUMUJLILLLQ, AAJAVUNVING/1T VIi1X1111\GV

HOCa, MUKPOTHATHs1, MUKpOLIE(paJINsl, MUKPOTHSI, HU3KO

PpacCIIOJIOKCHHBIC YIIIHBIC paMBﬁMq e C Kaﬂ KapTHHa

-AHOMAJIUM KMCTEH PYK (yaBoeHHLIH,

pacIIeIUICHHBIN, 3-(pajlaHrOBbIM OO0JIBIION HaJIell,

CUHJIAKTUJINS) — 8%

-IaTOJOI'nsl CEPAUA (medexr

MEXOKETYI0YKOBOM MEPErOPOAKH, 1€(DEKT

MEXITPEICEPIHOM TTEPETOPOJIKH, KOAPKTALMS A0PTHI,

teTpaaa ®anio) — 50%



dusnyeckoe pa33mljﬁgﬁ}ﬁle CKad KapTI/IHa

Huskuit Bec npu poXKJIEHUU - B 10% CJIy4acB, B

MOJIOBUHE U3 ITUX CIIYYaeB - OTCTABAHUE
(PU3UYECKOr0o Pa3BUTHUS OT F€CTALMOHHOIO

BO3pacTa.

Bonee ©0% - POCT MEHee 25 MEePLEHTHIIA.

Puck pasBurusa Bcex
3JI0KAYE€CTBEHHBIX
HOBOOOPA30BAHMM y Gonpuex AB/]

IIPEBHIIIACT OOIICIOMYIISIIMOHHBIN B 5,4’ pasa.
MaxkcumabHbI pUCK Pa3BUTHS ObLT OTMEUYEH IS

MHUEJOAUCIIACTHYECKOT0
CHHAPOMA, OCTPOIO
MHUEJ00/IaCTHOIO JIeH K034,

L4
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JlaboparopHas JuarHocTHUKa

e Jlmaruo3 AJIb peKOMEH/IOBAHO YCTAHABINBAThL HA OCHOBAHWW KIWHUYECKHUX MPOIBICHAMN W JIAHHBIX
71a00paTOPHOro 00CIEI0BAHUS

Oo0s13aTesibHbIE KPUTEPUH:

k= HopmoxpoMHasi, 00bIYHO MaKpOILUTapHas, aHeMHsI B paHHEM BO3pacTe 0€3 BOBICUCHMS IPYTUX
KJICTOYHBIX JIUHUMH.

2 PeTUKynOLUTONEHUS.

S HopMOoKIIeTOUHBIN KOCTHBIN MO3T C CEJICKTUBHBIM YMEHBIIICHUEM dPUTPOUTHBIX
HpeIIeCTBEHHUKOB (<6%).

4. o Bospact <1 ronua.
JlonoJIHUTEeIbHbIC KPUTEPHUH:

e Hannune mytanuii B pudbocomanbHbix reHax (RPS19, RPS10, RPS24, RPS26, RPLS, RPL11,
RPL35a, RPS7, RPS17).

2’ CeMenHbId aHAMHES3.
S BpoxkeHHbIE aHOMAJIMN Pa3BUTHS, XapaKTepHbIe I Kinaccndyeckon AJlDb.
4, o IToBeimienne HbF (1 manueHToB cTapiie 6 mec.).

Do [IoBBIIIEHE AKTUBHOCTH 3PUTPOLIMTAPHON aACHO3UH Je3amMuHasbl (€ADA).



BHHNMAHAE!
BAKHAST V \

MHMDOPMAUNST!
-4

 —

Yuncimo TpoMOOIIMTOB U ICHKOLIUTOB B OCHOBHOM B
peaeiax HOPMbI; PEAKO MOKET ObITh TPOMOOILIUTO3,

TPOMOOLUTONCHUS H/UIA HEUTPOIICHUS.



LRI Y Ch ettt TR S AT O Cftika

HCCKOJIBKHUX MCCIAIICB.

. Tpan3uTopHasi 3puTpoOIaCTONCHUSA

.BpoKIeHHASA Tr’NNOIJIACTHYCCKAA aHEMUSA
BCJICACTBHE TPAHCILUIAHICHTAPHO NEPEIAHHOU

I/IH(l)EKIII/II/I MNAapBOBUPYCOM B19O (BBIsiBIEHME ¢ ToMotkio TP o6pasia

KOCTHOT'O MO3ra)

= CI/IHI[p oM HI/Ip COH A - xapaxrepusyercs pedpakrepHOii apereHepaTOpHOH



Juddepenumanbaas guarnoctuka AJlb
Y TPAH3UTOPHOM SPUTPOOIACTOIICHUH

[Ipusnak Tpansuropnas Anemus [laiimonna-bnexdena
SPUTPOOJIACTOTICHUS
YactoTa Penko Ouenb peako (5-10 ma 10°
BCTPEYAEMOCTHU PO IEHHBIX YKUBBIMU
HOBOPOJK/ICHHBIX)

Bo3pact k MOMeEHTY
NOCTAaHOBKHU
JMar’Hosa

6 mec. — 4 roga (MHOT A
cTapiie)

90% k 1 rony, u3 Hux 25% npu
POKIEHUU UJTU B MIEPBBIE 2 MEC.

CemMeliHbI aHaAMHE3

He oTsirouien

OtdroueH kak MUHUMYM B 10-
25% ciyqaen

HurepkyppentHsie | BupychHas ungexuus Her
3a001eBaHUs
BpoxnenHbie Her [IpucyTcTBYIOT B ~50%
aHOMAJIUU CJIy4aeB
Teuenue CnontanHoe JlnurensHoe, 20% BepOSITHOCTH
BbI3JJOPOBJICHUE B | peMHUCCUn
TEYECHUE HENellb WU
MECSILICB
Tpancdy3nonnas Her 3aBUCUMOCTh OT TpaHCy3uii
3aBUCUMOCTD wm ['KC Tepanuu
[ToBbiienue MCV
- B Ha4ajie 20% 80%
- B TCUECHUU 90% 100%
- B pEMUCCHUU 0% 100%
[ToBeimienue HbF
- B Ha4aJie 25% 100%
- B TE€YEHUU 100% 100%
- B pEMUCCUU 0% 85%
1-aHTUTeH OOBIYHO B HOPME [ToBbileH
AxtuBHOCTh €ADA | He noBbliieHa [ToBbIlIEHA




JleyeHue

KoHcepBaTUBHOE JIeYeHHE

Heﬂb JICHCHM S : o0ecieunTh HOPMAIBHBIN POCT U Pa3BUTHE PEOCHKA, COXPAHUTH

TPYAOCHOCOOHOCTh B TOAPOCTKOBOM M B3POCIIOM BO3pACTE, 00ECIIEUUTh XOPOIIIEE KAYE€CTBO
YKA3HU TAIMCHTA.

1-51 IMHUS Tepanuu:

e PexomMeHI0BaHO NPOBEAECHUE TIIFOKOKOPTUKOCTEPOUIHOM TEPANUM | -1 JTUHUH

o HpenapaT: NPCAHU30/JI0H, MCTHJIIIPCIAHU30I0H - yepes 2 nenenu
MOCJIE MTPOBEACHHOM TpaHC(Y3UU SpUTPOLIMTAPHON MacChl B Bo3pacTe 12-15 Mec.)Ku3Hw.

e CraproBas J103a - 2 MI/KI/CyT B TeueHHue 2-4 HEeICIb
e [lpu OTCYTCTBUHM OTBETA - OTMEHA B T€UCHHUE 3 JTHEH.

e Ortger ecth (crabmmzanus Hb Beiie 90 r/n, petukynonuros) -> camxkaem 103y 'KC: o
0,5 MJI/KI/CyT KaxkJabl€ 2 HEACIU, 3aTEM KaKble 4 HEJENIM, KaXIble 8 HE/ICb.

e MaxkcumaibHO gonycrumMas nogaep:xuparoman go3a I'KC - <0,25 mr/kr/cyT.



BHMMAHNE!

BAXHAST

MHPDOPMAUNST!

F— -i - = "W/ g

PETHUKYJIOLUTOB;

yactudyHbIii — Hb 85-100 r/ua, Hann4une
PETUKYJIOIHUTOB;

orcyrcreue orsera — Hb <85 r/i1, perukyionuroneHus.

_'S(b(be_KTHBHOCTL repanuu [ KC - B 607 ciyvaes




Hep €1 HAYAJI0M I'KC TepaIuy 3aBEPIINTh, OCHOBHOM 3Tall BAKIIMHOIPO(MIAKTUKH

(3aBEPIINTH BaKIIMHAIIAIO ITPOTUB AUDT ﬂ JTIOIIIA, TIOJIMOMUENINTA, rernaruta B,
renatuta A, TyOepKyIesa, KOpu, KpacCHyXH, : e

Hep €1 HAYAJI0OM I'KC Tepanuu HeoOXOAUMO MPOBECTHU UCCIICIOBAHUS

oO11ero 0eaka 1 OeIKOBBIX (DPAKITU;

coaepxkanus IgA, IgM, 1gG;

UMMYHO(QEHOTUITUPOBAHUS JICUKOIIUTOB;

coJZiep>KaHus BUTaMuHa /1.

Ha Tepalnnu I ' KC ueobxomumo KOHTPOJINPOBATH:

e colepikaHue BUTaMHHA D B CBIBOPOTKE KpOBHU 1 pa3 B rof;
e coxaepxkanue IgA, IgM, IgG 1 pa3 B rox;

e JICHCUTOMETPHIO JJISI ITAIIUEHTOB cTapiie S JeT 1 pa3 B rof;



2-as TAHUS TEPAINWU: 3aMECTUTENIbHAA TEPAIIUS
3PUTPOLUTAPHON MACCOM

Iloka3anusi: netu muaame 1 roga u mogpocrku (10-14 j1er), n Juna, He OTBETHUBIIME HA
Tepanuio I'KC.

Iloporosoe 3Hauenue Hb nis nposenenuss reMmorpancpysum:

1. ms gerei nepBoro roga xuzHu 90-100 r/m;
2. s nauueHToB crapiie 1 roga 80-90 r/m.

PexoMeH1yeTCsi HOpMOTPaHC(Yy3MOHHBIN PEKHUM 3aMECTUTEILHON IPOrpaMMHOM Tepanuu
PUTPOLUTHON Maccou, T.e. coaepkanne Hb nmocie Tpancdy3un qomxHo coctapisath 115-120
r/1. O0beM TpaHCPy3UpyeMOM SpUTPOLUTHON Macchl 10-15 MII/KT, KpaTHOCTh — KaXJbI€ 3 -
4 Hen.



cucreme ABO, Rh- (])z-ucT(;py M PEeAKHM I'pynnam
KPOBM (Kell u ap.). B a}KHO !

Ha @OHG 3aMECTUTEIBLHOM TPpaHC(Y3MOHHON TEpATMKU HEOOXOAMMO KOHTPOJIMPOBATh

1. o6umit anamu3 kposw ¢ noacuerom Tpomboruros IIEP €I K%l?KI[Oi/i
TpaHchy3Huen;

2. AHTHAPUTPOLMTHBIC aHTHTENA (Henpamas npoda Kymoca) IICJ) €/1 Ka)KI[Oﬁ
TpaHchy3uen;

3. uMMyHO(peHOoTUIIMpoBaHuE 3puTpouuToB no cucreme ABO, Rh-akTopy n peakum rpyrnmnam
kpoBu (Kell u gp.) 1 pa3 B rox;

4. obmeH xenesa (ceiBopoTounoe xkene3o, OXKCC/HXCC, HTXK, ¢pepputun coiBOpoTKH KpoBH) |
pa3 B 6-12 mec.

— 1 ) emd R [ @ Y



XenaropHas Tepanus

PexoMeH10BaHO HAUMHATH MOCHIE S TpaHCPY3UH SPUPOLUTHON MACCHI W/WJIM TTOBBIICHUS
dbeppuruna ceioporkn >O00 MKI‘/ J

OTMeHa TEPAIIMMU - npu JOCTHKEHUN BEPXHEN IPAaHUIIBI BO3PACTHOW HOPMBI

coiepKaHus (PEPPUTHUHA CHIBOPOTKH MPU YCIOBUH MTPEKPAIIEHUS 3aMECTUTEIHbHOU
TpaHC(y3UOHHOM TEpallMyd U HOPMAJIM3AIUK COACPKAHUS sKeJie3a B IIEUEHU U MUOKAP/IC

Xe1arophl: AedepasupoOKC (sasansHas 103a 30 M I/KT/CYT Peros exeTHEeBHO,

JaJiee € IaroM S5 M I/KI/CyT HOBBIIIACTCS 10 MAKCUMAaJIbHOM J03bI 45 M I/KI/CYT WJIH
MOHMKAETCS B 3aBUCUMOCTHU OT KOHILICHTpaUMU (peppUTHHA CHIBOPOTKH )

Puc. 2. OyeHKa HaKONNEeHUA Xenesa B NeYeHu, NOAXEeNYA0HHOMN Xenese, rmnoduse u MMokapae ¢ NOMOLWbLIO

MarHMTHO-pe3oHaHCHON ToMorpaduu B pexxume T2*




Baxxuo!

[Ipu npoBeiEHUN XENATOPHOM TEpPaAIM HEOOXOAUMO KOHTPOJIUPOBATH:

1. ceiBoporouHoe xkene30, OXKCC/HKCC, HTK, ceiBOopoTOYHBIM
(eppUTHH KaXable 3 MeC IpU NOA00OPE A03bI XeIaTopa, Jajiee KaKable
6 Mec;

2. KIMPEHC DHAOICHHOrO KpeaTHHUHA JI0 HaJyalla XeJaTOpHOU TeparnuH,
KaXKable 3 MEC Ha ATare nogoopa J03bl, Janee Kaxasle 6-12 mec;

3. MPT T2* neuenn u muokapaa 1 pa3 B rog.



NHoe n1eueHue

TpaHcranTanusg reMoIno3THYECKUX
CTBOJIOBBIX KJIETOK PACCMAaTPUBAETCS B
KaueCTBE paauKaJIbHOW TEPAIIHH.

IIpu orcyrcrBum 3hdexra Ha 'KC-
TepaIuio TPaHCIJIaHTAIKs
rEMONOATUYECKUX CTBOJIOBBIX KJIETOK
(TT'CK) oT poJICTBEHHOTO WJIX
HepoacTtBeHHOro HLA-coBmecTuMOro
JOHOpA PacCMaTPUBACTCS KaK

aJIbTePHATHBA IMMOKU3HEHHOM
3aMECTUTE/ILHOU TepaNnuu
IPUTPOUMTHON MACCOU AJIA
NmAIMEeHTOB Mmuiaamie 9 Jer




IIporuo3 0J1aronpusiTHHIM.

C INOHTAHHAAN p EMI/HFB(),EH%O 20% cayuaeB K 25 rogaM HE3aBUCHMO OT paHee

IIPOBOAMMOM TEpAIUH.

OCnoXHEHUE 3aMECTUTEIBHON TEPANTUU SPUTPOIIUTHOM MaCCOU — 110 CTTp aH C(l)y3 NMOHHANA
Hep erpy3 KA KCIIC30M - vowxer CYILIECTBEHHO COKpaIllaTh IMPOAOIKUTEIbHOCTD KU3HU U

yXyaaTrThb Ka4€CTBO KHM3HU OOJIbHBIX.

[IpoaoKUTENHbHOCTD KU3HU OONBHBIX: HO 4'0 JICT HO)KI/IBaeT 75,1i4',8% OOJIbHBIX; B

Cllydae JOCTHMKECHUSI PEMUCCUM WJIHM MEIMKaMEHTO3HOM PEMUCCUHU BBKMBAEMOCTh cocTaBisieT 85-100%; Tpancdy3roHHO
3aBUCHMBIE MAIIMEHTHI JIOKUBAIOT A0 B3pOCIOro Bo3pacra B 60% ciyyaes.

0611[ aﬂ BbBI/’ KB aEMO CTI) nocie poacrBeHHon copmectumon TI'CK, ecnu oHa nmpoBoauiIach 110

9-JIeTHETrO BO3pacTa, COCTABIISET 95 /O, IOCJIE€ HEPOACTBEHHOM NOJIHOCThIO coBMecTUMOM TI'CK — 85%.

C MepTHOCTI) HaHHeHTOB ¢ AJIb 3aBUCHUT OT pa3BUTHUA U CTEIIEHU TSHKECTU OCIIOKHEHUN OT

= /
L\ d /

%
yCTaHOBIICHA IIPUYMHHAS CBI3b — 11 O ciyuyaes.

ITpu orcyrctBun TI'CK uzberars npodeccuii, cBI3aHHbIX BO3MOKHbIMU TpaBMaMu. [Ipu ycnemnoit TI'CK orpanunyenuii B
BbIOOpE Mpodeccuu HeT.



NMOHIA

Jla

Cu
H/I
poM llIBaxma
Ha -



XAapaKTEPUCTUKA

Cunapom IlIBaxmana -

JlanmMoOH /1A - 510 3a601eBaHME C

ayTOCOMHO-PEIECCUBHBIM TUIIOM
HACJIEIOBAHHUS, XapaKTEPHU3YIOIIEECs
3K30KPUHHOU HEIOCTATOYHOCTHIO
OJKETYIOUHOH JKEJIE3hI, B
r€MATOJIOTMYE€CKUMHA HAPYIICHUSIMU,
3aJICPKKOH POCTA M KOCTHBIMY aHOMAJTUSIMU.

Hpnana - myTaius B reae SBDS,

KOTOpPBIN KoaupyeT 0enok SBDS. benok
HaXOJIUTCS MPAKTUUYECKHU BO BCEX OpraHax (B
OOJIBIIIOM KOJIHUYECTBE - B MOMKEITYIOUHOM
KeJe3e, KOCTHOM MO3re, KOCTHOW TKAaHU).




Hapymenne (pyHKIUY KIETOK HOMKETYI0UYHOM KEIIC3bI

PazBputue pepMeHTHOH
HEAOCTATOYHOCTH

\/

IlepBas kano0a - yactbii 10 10-14 pa3 B cyTku, :KUAKMMA, KUPHBIH

CTYJI



Kanauka

Cunapom Majabadcopoum:

-11oxasi mpudaBKa B Bece

-HapyLICHUE BCACBIBAHUS )KUPOPACTBOPUMBIX BUTAMUHOB A,
D, E, K.

-HAPYIICHHUC BCACbIBAHM JKCJIC3a, KAJIbITHUA

I'emaTogornyeckmue N3MeHEHU S :

-HCﬁTpOHCHHH, dHCMMUA, TpOM6OI_II/ITOH€HHH

KocTHBIC aHOMAJINN:

-HU3KUH POCT, aHOMAJIMU PA3BUTHUS TPYIHOM KIIETKA

MoTtpebneHne

2
4

-MeTaduzapHas JMCXOHAPOIUIA3Ksl, TUHoIIa3us (ajgaHr R ~
-0CT€0MNO0pPo3 Y
IlaToJiorus NeYeHu: .

BbiBeAeHME
-50-70% - remaroMmeranus B Iepuo HOBOPOKIACHHOCTH U ManbaGeopGums = noTpeGnetme - BcaceiBanue

noBeiieHue AJIT, ACT (cuHApOM IMTOIM3A)



Jlnarnocruka

3os10T0M cTAaHAAPT - JHK-1MarHocTHKA ¢ OIpeeIeHueM
MyTanuu B reHe SBDS.

bHOXMMHYECKHUN aHAIU3 KPOBHU - IIOBBIIIIEHUE AaKTUBHOCTH
AJIT, ACT, 1D, canxenne XC, MIaHKPEATUUYECKON aMHJIA3bI.

AHann3 Kaja Ha JUIHA0TPpaMMY - MOBBIIICHUE BCEX (PpaKIUiM
JUAIAI0B + CHUKEHUE ITAHKPEATUYECKOM 3J1aCcTa3bl B KaJle.

KJIMHUYECKUY aHAJIU3 KPOBU - HEUTPOIICHU S, AaHEMMUS.



JIndpdepennmpanbHas quarHocTUKa

- 1) MykoBuCIIM103
- 2)AHemusa DaHKOHU

- 3)Anemus [lariMoHza - biskdana



JledeHue

BpICOKOKanopuHasg JUeTa

3aMEeCTUTEIIbHAS TEpaIus
mperaparaMy IMaHKpEaTUHA B
BBICOKHX 033X MOXU3HECHHO

I[J‘[HT@J‘[BH& 9 MemoyHUKU sumamuHos8
8 pas/iu4HbIX 2pynnax npodyKkmos:
BUTAMHWHOTCPAIINA, I~ Monoussie npodykms
penaparsl xKeesa, Kaablns ¥ i oo
IV — ogowu,
V — gppykmeil,

VI - xneb, kpynel,

[Iporao3 - OIaronpusITHHIN. Vi - asicit
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