IHATOJIOI'UA DOPUTPOHA

(AHEMUMN)




AHEMWMU BCJEJICTBUE
HAPYIIEHUS JEATEJBHOCTH
KOCTHOI'O MO3TA
(IU3IPUTPOINODTUUYECKMUE)
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AIVIACTUYECKUE
AHEMHNUUAU




AA, OIIPEAEJIEHUE

HApylIeHHe KOCTHOI0 M03ra, XapakTepu3ylolieecs:

Oymenvuienuem 2emonoImMuUYecKol

MKAHU (YMEHbIIEHHOE KOJIUYECTBO CTBOJIOBbIX
KJIETOK B MAJIOKJIETOYHOM MO3re)

030M€M€H€M€M KOCMHOZCO M0O32a4 HCUDPOM
(oTHOILIEHHUE )KMPA K MO3IY 3aMETHO
IMOBBIILIEHO, O0HAPYKMBAKTCH JHUIIb PEeAKHE
OCTPOBKH ''THIIEPAKTUBHOI0'" M03ra)

Onanuyumonenueu
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TEOPUSA « BEPHA» U «110YBbI»

YMeHbllIleHHe MacChl (PYHKIMOHUPYIOIIETo
KOCTHOI'0 M03ra CBSI3aHO ¢ MOKCUUYECCKUM,
paduauuonubm WJIH UMMYHO10CUUECKUM

Bo3aercreueM HA
(1) CTBOJJIOBBIC KJIE€TKH KOCTHOIO MO3Ia uau

(2) ux MUKPOOKPY:KCHHEC,

YTO CHHKAET CMIOCOOHOCTDh K KJIETOYHOMY
00OHOBJICHHUIO



KIMHNUYECKUE CUHAPOMBbBI IIPU AA

*aHEMHNYECKHUH (maHMHeI0nATHS,
HAHIUTOIICHUS )

*IreMOJIMTHYECCKHUM CHHIPOM

*TeMOPPATrHYECKHUM CHHIPOM
(maJjo Tr)

*CeNITUYECKHH cuHAPOM (M0
I'PAHYJOLIUTOB)



KJIACCUOUKALIMU AA

INEPBUYIHBIC (Bpo:kaeHHbIe, HIUONATHYECKHE):

- aHKOHH,
- BpOKJICHHAS runormactTudeckas biskdana-/laiMonaa

BTOPUYHBIC (mpuoOpeTeHHEbIe):
- BO3JCMCTBUE XUMHUYECCKUX W (DM3UYECKHUX arc¢HTOB
- paauanys
- ”H(EKIIUHU (BUPYCHBIEC -TeHaTUT, OaKTEPUAIILHBIC -
MUJIAAPHBIN tbe)

- METa0O0JIMYECKHUE HapYIIeHHUS (TTaHKPEaTUTHI,
OEpPEMEHHOCTD )

- UMMYHOJIOTHYECKUE BO3JICMCTBUA (AHTUTENA, PEAKIIHS
TpaHCIUIAHTAT IIPOTUB XO35MHA)

- HEOIUIACTUYECKHUE BIMSIHUS (MUEIO(DTH3NYECCKAS)



BEH301 U T/EMATOIOI'MYECKUE AHOPMAJIBHOCTH

I reMoJINTHYeCKasi aHeMHU
_runmepmnjasusa KOCTHOT0 MO3ra
I MHUeJIOUIHAY MeTallJIa3us
lmumponeHus
_locTpBIN MHEJI0JICUKO03

_/Ho HanOoJ1ee 001uM 3¢ PexToM 0eH30.1a
SIBJISIETCH FMII0- WJIM THIIEPIIACTHYECKUI
Hed((PeKTUBHBIN KOCTHBIM MO3T

Ilanyumonenusa moixcem pazeueamucsa uepes 200bl
CHYCHLA NOC/1e 8030eUCmeUs 0DeH30.1a



I'EIIATUTDbI KAK IIPUYHUHA AA

Tpu B3riIsI12 HA CBA3b I'ENaTUTA CO
3JI0KAY€eCTBEHHbIMHU (popMamMu AA:

© TUCPYHKIMA MEYCHHU IPUBOIUT K OTCYTCTBUIO

HOPMAJBHOI'O ICTOKCHUIIUPOBAHNA
MOTCHI[MAIbHO MAECIOTOKCUYECKUX COeauHEeHNM (1)

¢ OTBETCTBECHHBIMU 34 aIUIA3HUI0 SBISIOTCS
ayTOMMMMYHHbIE MeXaHH3MbI(2)

© Bupyc renarura cnoco0eH BO31€HCTBOBATh HA
BOCIIPOU3BCACHHUC KJICTOK KOCTHOIO MO3Ira

(3).



NUMMYHDBIE AA

Nvmynnbie AA cocraBisior 10 40% Bcex AA (1!).

BAPUAHTBI UMM YHOJIOI' MYECKOI'O ITOBPEX/IEHI A
K Ipsavoe KOUII — noBpexaeHne
% ATOMUII — noBpe:kIeHHe
% Coueranue ATOUII - u KOUII — mexaHN3MOB

MMMYHOJOTMYECKUE MEXAHM3MbI MOT'YT JEMCTBOBATH ITPOTUB:
XK DpHTPOUIHBIX NPeALIeCTBEHHHKOB
X PenenTopoB PHTPOUTHBIX MPeEIIIECTBEHHUKOB

XDpurponodTnaa [ rudesb KJIeTOK H OCTAHOBKA MPoandepanun KIeToK
IPUTPOHA 0€3 MPU3HAKOB reMoJIN3a

JHOKA3ATEJIbCTBA POJIM UMMYHOJIOI'MYECKOI'O XAPAKTEPA
AJIBTEPAILINUN:

X I PeKTHBHOCTHL HMMYHOCYIIPECCOPOB pu AA
X 1 B kpoBu 1 B KM KoJn4ecTBa ayTopeakTuBHbIX T8 1uMpouuTOB
X 1 koanvecTBa antumnpoandeparupabix HuTokHHOB (TNF alpha u INFoB)



KAPTHUHA KPOBU I1IPU AA

& anemust, BhIpaskeHa oueHb cuinbHo: nnoraa Hb magaer mo 20 - 30
/71, yame HOPpMOXPOMHAs, HOPMO- U MAKPOLIUTAPHAS

O xommecrso peTUKynonuTos 0 - 4 %
@ BelpakeHHas TPAHYJIOLIUTOIICHU A

6 KOJIMYECTBO 1T BCCI'ld CHMUKCHO, uHOrIa He yaaeTcs

OOHApY>KUTh UX BOOOIIE — peTpaKLMs CI'yCTKa HapyIleHa —
JUIATEIbHOCTh KPOBOTCUCHHMS YBEJIMYECHA — PAa3BUBACTCS
reMOpPpParud4eCKuil CHHAPOM

@y OoapnHCcTBa 00aHBIX COD Bo3pacTaer 10 30 - 50 mm/uac

I )KEeIIe30 CbIBOPOTKH YBC/IMYCHO — HaACBIIICHUC
TpancheppuHa npudamxaeTcs Kk 100%

@ JUTMTEILHOCTD JKH3HHA DP YKOPOUCHA, peiKe - HOpMallbHa
@ MHOTIA ITOBHIIIACTCS YPOBEeHB (heTanbHOoro He



KOCTHBIU MO3I I[IPU AA

©MerakapHouuTLI MOI'YT IOJTHOCTHIO
O0TCYTCTBOBATH

@ Kon4uecTBO JUMQOIUTOB, IJIA3MAIUTOB H
MACTOIMTOB YBEJIHYECHO

@ K0IMY€eCTBO IPAHYJIOIUTOB YMEHbIIIEHO

@pe3Ko yBeJINYeHO KOJIMYECTBO Kee3a,
KOTOpPOE PacioJaraercs 1 B
IPUTPOKAPUOLMNTAX, H BHEKJIETOUYHO

@ 00/1b1110€ KOJINYECTBO KHPA



AHEMHUA PAHKOHMU

Bpoxaennas ¢opma nmarojorud, INpu KOTOPoOd MMETCs GPU3HYecKHe aHOPMAJIBLHOCTH, BKJIIOYAIOLIUE
KOPMYHEBYI0 IUTMEHTALMIO KOKH, HHU3KOPOCJOCTh, THIOIIA3MIO MTOYEK U CeJIe3eHKH, BPOKACHHbIC IOPOKH
cepALa, YPOACTBA CKesleTa (0TCYTCTBHE WM YKOPOUYECHHE 00/IbIIOr0 Nadbla, AIVIa3us WIH TMIOIJIA3UA JTyYeBOH
KOCTH, MUKpoueda s, KOCOJANOCTh ) YMCTBEHHOE U 10JI0BOE HeI0pa3BUTHE (TMIOTeHUTAJIN3M, KPUIITOPXHU3M,
TPAHCHO3M LU 10JI0BOI0 YWIEHA U MOIIOHKH), BPOKACHHbIC IOPOKH CEepALa.

®uodpodsacTel U JUMGPOUUTHI 00JIbHBIX 00HAPYKUBAKT HEOOBIYAWHO BHICOKYIO CTENEHb
XPOMOCOMHBIX HAPYIIEHNH (BbINAJeHUS, TMOJOMbI, IATOJOTUS XPOMATHA, IHAOAYIJINKAIMSA).

Y OouabHbIX aHemuell DAHKOHM YACTO BCTPEYAIOTCS JIEHKEMIH, YTO TAKKe MO3BOJISIET MPEANOJ0KUTH KOPPeIsiiuio
Me:KAy 00J1e3HEHHBIM MPOLECCOM U HAOIIIAI0IUMUCH U3MEHEHUSIMHA XPOMOCOM.

CyTb nedekra:

napywenue cunmeza IK30HYK/IIEA3BI, yuacmeyrowiei ¢ "evipezanuu’’
nogpesicoennozo ywacmka /[HK — oegpexm ¢ cucmeme penapauyuu /[HK.

JlaboparopHble NPU3HAKH:

# NAHUMTONEHMS

# HOPMOXPOMHUSA

# HHOIIA He0OILIIIOM MAKPOLIMTO3

# Rtz 0 -5 % (Mporue u3 HuX BeJIMKH 110 pa3Mepy H He3peJIbl, 4T0, BO3MOKHO, OTPAKAET BO3POCIIHE
KoHUeHTpauuu Epo)

# a0COJIIOTHAs TPAHYJIOIMTOINCHUS (€CJIM TPAHYJI0IMTOB CTAaHOBUTCH MeHee 200/ky0 MM, TO BO3HHKAET ONMACHOCTh
HH(PEKIUOHHBIX 0CJI0KHECHUM)

# TpomOonuToneHusi. [Ipu BHI3TOPOBIEHUM TPOMOOIMTHI BOCCTAHABJIMBAIOTCA B MOCJIEHIO 0UYepeb.
# Fe CbIBOPOTKH MOBBIIIEHO € MOYTH MOJHBIM HACBIIIEHUEM KeJ1e30CBA3bIBAIOIIEN CIIOCOOHOCTH

# konuenTpauus gperaabnoro Hb mo 1.5 r/100 ma

# MOHOLIUTOTIEHM ST

MeTtoab! Jie4yeHus: cmepou()bl, nepeiituearnue Kpoesu, mpancnjiarmayusil KOCHHOZ20
Mmo3ad.



AEOUIUT KPACHOI'O POCTKA

(KpacHOKJIETOUHAA alJIa3usl)

IIpuoOpereHHas
Peakoe HapylueHue, xapakrepusyouieecs:
* aHeMuen
* HHU3KHM YPOBHEM PETHKYJIOLHMTOB

* CHH)KEHHEM 3PUTPONOITHYECKON
akTuBHOCTH KM

e 0eJblil POCTOK B HOPMeE
°* MerakapuouUTAPHBINA POCTOK B HOPMe

Mo:xeT ObITH BTOPUYHOM

(omyxouin, cuiibHbIM remosin3, CKB =
Lupus erythematosus, nngpexuuu,
MOYEeYHasA HeI0OCTATOYHOCTb,
MeJIUKAMEHTHI).

IHpuodausurteabno 50% cay4daeB CBSI3aHBbI €
TuMoMoii. Hexkoropsie ciyyau ynucrom
KPACHOKJIETOYHOM ANJIa3ud U TUMOMBI
CBSI3aHBbI C MPUCYTCTBHEM B CHIBOPOTKE
HHIHOMTOPOB, HANPABJCHHBIX IPOTHUB
KOCTHOMO3IOBBIX 3PUTPOUIHBIX
NpeAecCTBeHHUKOB WJIH
IPUTPONOITHHA.

Bpo:xaennas

TMIOIJIACTHYECKAS] AaHEMHUS
Blackfan-Diamond, o0Hapy:xuBaet Te
’Ke MPU3HAKH, YTO U IPHOOPETEHHbIE
(popmbl, 3a HCKJIIOYEHHUEM TOTO,

Ymo ypoGHU IPUMPONOIMUHA
NOBbIUICHDL.

CaenoBarejibHO, 3TO - HE TOPMOHAJbHBIN
Ae(UIUT, HO: JeUIUT IPUTPOUTHBIX
CTBOJIOBBIX KJICTOK.

IIposiBiisieTcsl B HepBble MeCALbI "KM3HH,
o0oJierot getu 10 1 roaa.

B kpoBu: HOPpMOXpPOMHAsI aHEM U,
apereHeparopHasi, HOpMaJibHOe
coaepKaHue JICMKOUUTOB U
TPOMOOLIUTOB.

B KM:

OCTPBIH Je(PUUUT MOJOABIX IPUTPOUIHBIX
¢GopM: co3peBaHME IPUTPOLUTOB
OCTAHABJIMBACTCS HA CTAANH
ypurpodiacra.

EcJiu jieueHue crepouiamMu
0e3pe3yJIbTaTHO, IPOTHO3 MJIOXOM.




KEJE3OIE®UIIUTHBIE

AHEMHUU



POJIb ’KEJIE3A B OPIAHU3IME

@ Kesre3o00eaKku:

I T'eMONIPOTEHHBbI [TEMOITIOOWH, MUOIJIIOOMH, LIMTOXPOM,
[IUTOXPOMOKCH1a3a, TOMOT€HTU3NHOKCH/1a3a, IIEPOKCHUIA3a,
MHUEJIOIIEPOKCHIa3a, Karaaasa]

_17Kene30(1aBonpoTeMHbI [IIMTOXPOM-C-PEAYKTA3A,
cykuuHaraeruaporenasza, HAJ[D-nperuaporenasa, anuia-KoA-
NETUPOreHa3a, KCAaHTUHOKCHUAA3a U JIp. ]

[JOK0J10 m0JIOBHHBI (pepMeHTOB WM Ko(pakTopoB mukiaa KpeoOca
WM COMEPIKAT KeJ1e30 WM HYKAAKTCA B €ro NPUCYTCTBH M.

© Kejezo neooxoaumo a1 GopmupoBanus B Mo3re D2 -

peuentopos (peuenTopbl 10aMuHa). OTCyTCTBHE WIH
HEIOCTAaTOK T0()aMHHEPTHUCCKUX PELEHTOPOB HAPYIIIACT
HOpMajibHOE (DYHKIIMOHHPOBAHUE W Pa3BHUTHE I0(MaMUHEPIUIECKUAX
HEUPOHOB.

OPacnpenenenne keje3a B MO3re 0TPaKaeT JOKAJTH3AIUIO
OKOHYAHUI HEHMPOHOB, MPOU3BOAAIINX Fr'AMMA-aMUHOMACJISHYIO
kucjaory (F'AMK). IIpeanonaraercs, 4To HU3KHWM YPOBEHB JKejIe3a
memaet aerpaganuu [AMK nnm Hapymaetr GpyHKIIMOHUPOBAHUE
HEMPOHOB, MPOU3BOMAAIIMX T0(aMUH.



/AKEJIE3O B TEJIE YHEJIOBEKA

[MapameTp Macca (mr) MpoueHT (%)
XXene3o Hb 2 500 67
XXene3so-3anac 1 000 27
(cheppUTUH, reMocuAaepyH) (P3C, NneyeHb,

Ce.l1e3eI-II(KI\:3
XXene3o mmornoomHa 130 3.5
JNTabunbHbIN Nyn 80 2.2
XXene30 B Ap.TKaHAX 0.2

TpaHcnopTHOe Xene3o 3 0.08
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IHOKA3SATEJIN KEJIE3A B CbIBOPOTKE

X MeppUTHH CHIBOPOTKH PACCMATPHUBAETCS KaK
XapaKTEPUCTHKA 3araca Kejue3a B OpraHnu3me

X Kese3o cbiBopoTKH (JKC, CBIBOPOTOYHOE JKEIC30)

X O01as Kej1e30CBA3bIBAIINASI CIIOCOOHOCTD
cbIBOPOTKHU (OJKCCC, KOIMYECTBO Kene3a, KOTOPOE

MOYET CBSI3aThCS C TPAaHCHEPPUHOM )

X HeHnacobllieHHAA (JTaTCHTHAs )
KEJIE30CBSI3hIBAIOIIYI0 CIIOCOOHOCTh ChIBOPOTKHU =

OXXCCC — xene30 ChIBOPOTKH



ABCOPBIMUA KEJIE3A

Heme iron

+ i _ Heme transporter
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Lost by shedding Erythroid
of epithelial cells marrow

KuleTku ¢cJIM3UCTON COPOUPYIOT reMOBOE U HereMoBoe keJie30. Koraa 3anmac skese3a
U 3PUTPONOITHYECCKAA AKTUBHOCTH HOPMAJIbHbI, 00JbIIMHCTBO
COPOMPOBAHHOIO KeJie3a MOCTYINAaeT B KUIIKY B COCTaBe CJYIIEHHOIO
ynuTensa. Hanporus, B ycJ10BHSIX NOBbILICHUS NOTPEOHOCTH B XKeJjie3e U B
IPUTPOIOI3e 00JIbIIAT YACTH COPOUPOBAHHOIO KeJjie3a MOCTYnaeT AJs
CBSAI3bIBAHUSA C TPAHCPEPPUHOM IJIA3MbI C OJHOBPMEHHBIM CHUKEHUEM MOTEPH
JKeJie3a B cocTaBe heppuTHHA CJIUBUCTOM.



KEJE3OJIE®ULIAT

«McTomieHne 3a1acoB KeJie3a'’' - paHHsasa cragus xKene3oneUInTa;
| ¢peppUTHH YyMeHbILIEH HJH OTCYTCTByeT, HO
] /KC B HOpME
" Hb B HOpMme
'] Ht B HOpMe
* «Kenezogehunur 0e3 aHeMuu' - Gonee cepbesHas CTyIEHb
xene3oneduimra:
[ /Hu3kue ypoBHU peppuUTHHA
"] Huskue ypoBHu KC
HO
| be3 HAJIMYUA UCTUHHOMH aHeMHH

* Kenesogebuuurnasas anemus (ZK/1A):
/Hu3kue ypoBHU peppuTHHA
[/ Hu3zkue ypoBHu KC
[IBbicokass OKCCC
[ |Hu3skas konuentpauusa Hb
" Huskoe 3Hauenue Ht
[ I'mmoxpoMusi, MUKPOIIUTO3



KJIACCUDPUKALIUA KIIA

I1o MexaHU3My pa3BUTHA:
* HeaJeKBATHOE MOCTYIVICHHE sKejie3a ¢ ImuIen
°* MaJIba0COPOMA KeJie3a
° XpPOHHMYECKAasi KPOBONMOTEPS

° pacxoj KeJjie3a Ha 3PUTPOI0I3 SMOPHOHA U ILJIOAA B
X0/1e 0epeMeHHOCTH

° pacxoj JKeJjie3a IMpH JaKTAIUH

° MOTEePs Keje3a BCIeJICTBHE BHYTPHUCOCYTUCTOIO
remMoJin3a ¢ reMorio0OuHypuen

° HApYIIEHHE BKJIIOYEHHUS Kejie3a B CHHTEe3 reMa
("aoxubIe" Kede30dePUIUTHBIE)

°* KOMOMHALIMU YKA3aHHBIX (DAKTOPOB



HEAJIEKBATHOE TOCTYIUIEHUE Fe C IMUIIEN

* Y 1eTeH xKesedoaeUIMT BOSHUKACT Yallle BCero
KAK CJeJACTBHE JAUEThbl, HE coaepKalien
aICKBATHOI'0 KOJIMYECTBA XkKeJie3a.

PoxxkaeHHOMY B cpok Tpedyercs okoJo 160 mr Fe,
Hea0HOCKY - 240 mr Fe.

* Y 0oJice cTapmux JeTed K (PaKTOpPy AUEThI
MOI'YT NPUCOETUHUTHLCS U Apyrue:

NapasuThl KHIIEYHUKA, KPOBONMOTEPH BCJICACTBHE
nospexaeHus KKT...

* Y B3pOCJBbIX IOTPeOHOCTH BCero 1-2 Mr/cyT.
AKese301e(pUIUT PeIKO BOSHUKAET

TOJILKO BCJIEACTBUE Je(PUIIATA Ke1e3a B MUIILE.



MAJIBABCOPBUMUA KEJIE3A

Peakoe siBjieHHEe, €CJIM TOJbKO OHO HE CBSI3aHO C XHpPYyprueu
KKT mim

MaJIba0COPOIMOHHBIMHI CHHAPOMAMM.

N3BeCTHO, YTO Y MOJIOBUHbI OOJBHBIX IOCJIE
CyOTOTAJIbHOM TAaCTPIKTOMHMM 4Yepe3 HeCKOJIbKO JIeT
BO3HUKaeT KA. MHorue u3 Takux 00JbHbIX MMEIOT
HApYLIEeHUEe peadcopOuMu MUILEBOIO JKejie3a
YACTUYHO BCJIEACTBHE 00Jiee OBICTPOr0 racrpo-
CHIOHAJIBHOI0 TPAH3UTA, YACTHYHO - BCJICACTBHE
ObIcTpoOi 3BaKkyanuu nuiny u3 duodenum.
JlekapcTBeHHOE XKejie30 XOpoliio abcopoupyercs.



BEPEMEHHHOCTD

@ Cpennsisi moreps xeJjie3a onpeaesieTcss TeM ero
KOJIMYE€CTBOM, KOTOPO€ HAET HA IPUTPOIO0I3 ILJIOAA.

@B xo0/1€e ponoB MMeeT MeCTO KPOBONOTEPS U MOTEPS
nopsiaka 150 - 200 mr skenesa. Ilocie poxos, npu
Jakranuu, - 900 mr. Bce 310 BMecTe SJKBUBAJIEHTHO
KpPOBOIIOTEpPE B ABA JIUTPA.

I1oCKO0JBbKY 00JILIIMHCTBO KEHIIUH HAYUHAKOT

0epeMeHHOCTH 0e3 0CO0BIX 3aIacoB KeJjie3a,

HEYINBUTEJIbHO, YTO JONMOJHUTEIbHBIE
MOTPEOHOCTH YaCTO NPUBOAAT K AKJIA.

dakTnuecku 80 - 100 nmpoueHTOB KEHIUH

HMEHT UCTOIICHHE 3aI1aCOB Kejie3a, a MOTOMY
OepeMeHHas J0JI2KHA MM0J1y4YaTh 2KeJ1e30
TOMOJIHUTEJIBLHO!!!



KPOBOTEYEHHUA JKKT

Yy B3POC/IBIX MYKYHH M JKEHINMH II0CJI€ MEHOINAay3bl
OCHOBHOM NpUYUHOM 7KJIA ABJIAOTCH KPOBOTECUEHUA M3
KKT: nenmuueckaa azea, ouagppazmanvnasn zpwiiica,
cacmpumol (A1KO20bHbIE, 6CTIEOCMEUE 1eHECHUA
CANUUUTAMAMU), ORYXOJIU.

Crepouabl, MHAOMETAUH TOXKE MOI'YT ObITh NPUYHHON
KeJIYT0YHbIX U 1yOA€HAJbHbIX SI3B.

Y neren kposoreuennss uz KKT Toxke MOryT HIPATh
poJib B pazsutum 2KJIA:

°* aHAPMIAKTHYECKOE COCTOSTHUE HA CBEkKee MOJIOKO,
reJIbMHUHTHI, IAPA3UTHI KUIICYHUKA.

e HapyumieHust B cucTeMe reMocTasa Toxe MOr'yT BeCTH K
kpoBoTedyeHusaM us KKT.



KPOBOTEYEHUSA U3 MOUYEITIOJIOBOI'O TPAKTA

MeHcTpyaJbHbIe KPOBOTEYEHHS MOTYT CTATh NPUYHHOM
KA.
Cpeansisi KpoBOIOTEPS B X0A€ MEHCTPYAIHH COCTABJISAET
oxo.10 40 MJI/IIMKJI.

10 % KCeHIIIUH TEPSIIOT 30 MJI/IIAKJL, YTO SIKBUBAJICHTHO
norepe 30 Mr xenesa.

IIockoabKy a0copOmusa 1 Mr keJsie3a/1eHb Tpedyer
10 - 20 mr xene3a B nuine, NOHATHO

nouemy npu cpeonem co0eprHcanuu dceieza 6
oueme oxoo 10 me/0env

Oananc scenesay 0ouibHO MEHCMPYUDPYIOULUX
ULAMOK.
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YyeM B HOpMe

KA 3puTpouuTHI MEHbIIIE,
(MHUKpPOIUTHI) U UX 00JIee CBETJIasl HEHTPAJIbHAS YaCTh
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Ipu Ts2K€510

pacumupeHa (runmoxpomMusi) TaK, YTO FreMOIJIOOMH 0CTAEeTCHA JIUIIb
TOHKHUM KOJIBLOM IO nepu@epuu KIETKH (KOJbIEBUIHBIE).



IS %KJIA XAPAKTEPHO

Konuyecmeo 3p moxeT 6bITb CHMXeHbIM A0 1.5 - 2 T/n, nockonbKy:
* CHMXKeHa nponudepatMBHas aKTUBHOCTb 3PUTPOHA
* Bo3pacTtaeT Hea(h(PeKTUBHbLIN IPUTPONO3I3
* yKOpayuBaeTcA NPOOAOIIKUTESNIbHOCTU XXU3HU P
FI cHwuXeH.
Pemukynoyumsi
HopmanbHoe nnm cHMXxeHHoe coaepXaHue peTUKynouuToB.
Jletikoyumsbi. TeHAEHUUA K CHWXKEHUIO, Yalle B pe3yribTaTe YMepPeHHOro CHMXeHuUs
coaepxXaHus HeMTpocunnos.
Tpomb6oyumsi
TpombouuTtos y B3pocnbix B 50 — 75% cny4yaeB XXOA kak pe3ynbraT XpOHUYECKOWU
KpoBonoTepu. NMNpun aToMm cuntaeTcsa, 4YTO TPOMOOLMUTO3 XapaKTepeH AN OONbHbIX,
aKTUBHO KpOBOTO4aLUMX.
Y mnageHueB u aeten TpomoouunToneHns otmeyeHa B 28 % npoueHTtax cny4daeB XOA, a
TpomoouunTos - B 35 %. TpombouutToneHns cBsizaHa c bornee TAXeNbIM Te4eHUEM aHEMUMN.
«llokazamenu xenesa»
(>Keneso cbIBOpPOTKK, OOLLAA Kene30CBA3biBaloLWasa CNOCOOHOCTL CbLIBOPOTKU, heppPUTUH)
* )Xene3o CbIBOPOTKU CHUXEHO [B Hopme XeH 10.7 - 21.5 mkmonb/n, myx 14.3 - 26
MKMOnb/1]
* yBenuumBaeTcs obLyas xernesocsiB3biBarowas cnocobHoctb = TIBC (Total Iron-Binding
Capacity) [B Hopme 30.6 - 84.6 mKkmonb/n]
* 3HaUUTENbHO YBeNMYNBaAETCA HeHacCbIWeHHas, NnaTeHTHas, XXene3ocBA3bIiBaroLWwan
cnocobHocTb = UIBC (Unsaturated Iron Binding Capacity) = TIBC - Fe cbiB = UIBC
* pe3Ko]C|-|mKeH NPOLEHT HacblweHua TpaHcdeppuHa [B Hopme 20 - 50%, XXKOA: 15% un
MeHee
* deppUTUH CHMXKEH - MeHee 10 Hr/mn [B Hopme 34 - 150 Hr/mn]



«CUAEPOINIEHNUYECKHUE CUMIITOMDbBI»

B KNIMHUKE K/IA

_IBBIpaKCHHBIC M3MEHEHHUS KOKH, HOTTE, BOJIOC, MbIIIEYHAS
¢J1a00CTh, KOTOpPasi HE COOTBETCTBYET TSHKECTH AHEMUH, U3BPALEHU S
BKyca. HacThl CyX0CTh M TPEIIMHBI KOKHM HA PyKax M HOrax,
AHT'YJISAPHBINA CTOMATHT.

I TIpu tsxensix JKJIA BBINYKIIbIE HOI'TA CTAHOBITCS YIUIOIICHHBIMH U
JIAKE BOTHYTBIMHU, PE3KO UCTOHYAKOTCH, JIOMAOTCSA. KonjaoHuXus
(JIO)KKOOOpa3HbIC HOI'TH) - YaCTO OMKUCHIBAEMbIN CHUMIITOM
KeJle30/1e(PUIMTa Y B3POCIBIX U ICTEH.

I XapakTepHbIN MIPU3HAK KeJIC304C(DUIINTA - MbIILIEYHAS CJIA00CTD -

HaOJIr0gaeTCs y OOJIBITIMHCTBA OOIBHBIX. B OCHOBE - aeduiuT
KeJIe30CoAepIKallero (pepmeHTa aba-ziuuepopochamorxcuoasol.
C MBIIIEYHOM CITA00CTHIO CBS3BIBAIOT HEPEIKO BCTPEUAIOIIECECS Y
J€BOYEK HOYHOE HEeJlepKaHue MOYH. YacTo OOIBHBIE HE CIIOCOOHBI
yJIepKaTh MOUY IIPH Kallljle, CMEXE, HE MOTYT OCTaHOBHUTH
Ha4yaBIIIEECs MOYECHCITyCKaHue. Moda ObICTpO HAKaIIMBaECTCs B
MOYEBOM ITy3bIpE MOCIE B3SATHUSI KPOBHU U3 BEHBI, OOJEC3HEHHOIO
YKOJIa, TPaBMbI U T.II.



[TOPAKEHUE JKKT 11PW JKJIA

}I(eﬂef}OJIe(l)I/IIII/IT ] CHHsKeHHEe aKTHBHOCTH MHOTHX 3KeJIe3e0IPOTEHNHOB
[} CHMKEeHHe CIIOCOOHOCTH MapUeTAJbHBIX KJIeTOK K cekpeunun HCI

] HApyUIEHHUE KeJIyTOYHON CeKpeuuu (MHOIIA Ppa3BUBAETCHd TMCTAMUHOYIOPHAS
aXWiKs; Yy MOJOBUHBI 00JIbHBIX OOHAPYKMBAETCH ATPOPUUYECKHUI FACTPHUT).

ATpO(l)I/II/I NoABECPIrarTCHd CJIM3UCTHIC B AKTHUBHO
HpOJII/I(l)epI/IpyIOIIII/IX IMONMYJAIHUAX
(A3BIK, NUIIEBO/, KEJIYI0K, TOHKAsA KHUIIKA, IPOMCXOAUT KePATUHHU3ALUA OYKKAJIbLHOIO
MUTEHNA).
IHoABIAOTCA MapacTe3uu.

Y nereit 00HAPY:KUBAKTCH NMPU3HAKHA HAPYIICHUS KHIICYHOIO BCACHIBAHUA KMPOB,
KCHJIO3bI, JKeJie3a.

N3Bpamenue BKyca (pica chlorotica) o0HapyxMBalTCaA Kak y B3pOCJIbIX, TaK Uy
NOAPOCTKOB boJIbHBIE YaCTO eaAT MeJl, 3yOHO! MOPOILIOK, YI0Jib, INIMHY, IECOK.

Oco0eHHO oOpamaeT Ha ce0s BHMMAaHUeE MOTPed/ieHue Jabaa (morogarusi), cCbIpoil Kpymbl,
TeCTa, CbIPOro MsicHOro ¢apma. bpiBaeT npucTpacTue K 3amaxy KepocuHa, MasyTa,
O€H3HMHA, ALETOHA, I'YTAJMHA, BLIXJIONMHBIX I'a30B MAILIMH, PEe3HHBbI U Ja’Ke MOYM.

IIpuynHa 3TUX U3BPALIEHUN OJHOCTHIO HE ICHA, OHAKO, OHU IPOXOIAT MOCIe
Ha3HAYCHHUS NPENnaparoB Kejie3a U peuuaAuBUPYIOT npu odoctpenun KA.



KOHI'EHUTAJIbBHAA ATPAHCOEPPUHEMMUNUA

Onucana snepsbie B 1961r.(Heilmeyer):

Yy MAaJEeHbKOM ACBOYKHU C HACJIEACTBECHHOH
TMIIOXPOMHON aHEMHEN B IJIa3Me He
00HapY:KeHO TpaHc(peppHuHA.

IHlamoczenes

B orcyrcrBuM TpaHcpeppuHa He QYHKIITMOHUPYET
[ePBUYHAS CHCTEeMAa 0CBOOOKICHMA Kejle3a B
KOCTHOM MO3re.

B cBsizu ¢ 3Ttum Hapymaercsa cuaTe3 Hb u
PAa3BUBAETCH TMIIOXPOMHAA AaHEMHUS.

HacJienyercss ayroCOMHO-penecCuBHO.



UJINONATUYECKUU JIETOUHbIM T'EMOCHUJIEPO3

Omnucan B 1939r. kak 3a0oJieBaHME, CONPOBOXK/IAIOIICECS 3aMETHBIM T'€MOCHIEPO30M
nerkux u JK/[A ¢ HU3KUM coaepKaHUEM Kelie3a (He MOAAAI0IUMCS Tepanumn
npenaparamMm skeJjie3a): TUIIOXPOMHS, aHU30-, TOMKWIOIUTO3, MUKPOIIUTO3.
JIeKOoIUTHI B HOPME WJIM TTOBBIIIEHBI (HEUTPO(DUIIE3, CO CIABUIOM BIJIEBO JI0
muenonuToB); HU3Koe cojepxkanne JKC m Bbicokas OXKCCC; COD yckopeHa.

YacTto codeTaeTcs ¢ ayTouMMyHHbIMU 3a00seBanusiMu (CKB, PA).

I[TATOTEHE3: aymoummyHHas namoio2us (00Hapyscuearomcs
anmumena Kk bM anveeonapnozo snumenusn).

B cea3u ¢ aumueennou onuzocmoro bM anveeonsiproco
snumenus u BM snumenus ki1ybouko8 nouex 8603MONCHO

COUemdaHHOE NOpaANMNCECHUEC JIECKUX U NOUEK.

K/IMHUKA: cnoHTaHHBbIE KPOBOM3JIUSAHUA B 0a3ajibHYI0 MeMOpaHy aJibBeoJl, B
pe3yJbTare 4ero 0CBO00KIaeTCH 2Kejie30, KOTOpoe NOBTOPHO He YTUIM3HPYeTCs
U OTKJIAAbIBACTCH B BH/Ee reMocuaepuHa (MOABIAOTCH MaKkpodaru,
HArpy:KeHHbIe remocuaepuHom). UMeer mecTo moreps xkeje3a co CJAOHOM.

Couemanue u301Upo8aAHHO20 1€20UH020 2eMOCUOEPO3A U XPOHUUECKO20
anomepynoneppuma nocum nazeanue CuHopoma I'yonacuepa.

B smom crydae noAeIAIiomcsA CuUmMnmombl NOYeUHOoU NAmolocUl.!
apmepuailbHasl cUnepmorusl, OmeKu, KpdCHAsA MoUdd.



CUAEPOBJIACTUYECKUE AHEMMHUU

I 'ereporeHHasi rpynmna HApyumieHU U, XapaKTePu3yroIasics
HAJIMYHEM U30bITKA 0TJI0KeHU (peppudochocharHbIx
KOMILJIEKCOB BHYTPU MUTOXOHAPUH MJIM HOPMOOJIACTOB.

M30bITOK HOHOB ’KeJie3a B MUTOXOHAPHUSAX - CJIeACTBUE
HAPYIIEHHOI0 CHHTE3a remMa.

HacjieacTBeHHbIE U NIPUOOPETEHHbIE AHEMUH, CBSI3AHHbIE C
HApPYUIIEHUEM AKTUBHOCTH (DEPMEHTOB, YYACTBYOLIMX B
CHUHTE3e MOP(PUMPHUHOB M reMa: THIMOXPOMHBIE ¢ BLICOKUM

COePIKAaHUEM KeJie3a B OpraHuzMe U reMoCUuaepo3oM
OpPraHoB.

Hacneocmeernnovie GopMbI peiKH, BCTPEUAIOTCS
IPEUMYILIECTBEHHO Y MYK4YUH. [Ipuobpemerntvie (HOPMBI
4alme BCEro CBA3aHbl C MHTOKCHKAIMSMH, TAKHUMHU KaK:
CBHUHIIOBOE OTpPaBJieHHE 1 Ae(pUIHMT BUTaMuHa B .



CUAEPOAXPECTUYECKAA KIA

AHemusa ¢ runoxpomuen Er n BbiICOKUM cogepxaHuem xeresa B CbIBOPOTKe (onncaHa B
1945r.), koTopyro nocne 1957 r. ctanu Ha3bIBaTb "cugepoaxpecTuyeckasn":

* eunoxpomusi Er

* mosblWeHHOe codepiKaHUe eJslie3a 8 CbIBOPOMKe

* omJiIoxeHue xesie3a 8 op2aHax ¢ KapmuHoU 2emocudepo3sa
* yeesiu4yeHue 4ucrna cudepobsiacmoe KOCMHO20 Mo32a

NMaToreHe3. CuenneHHoe ¢ X-xpomocoMmol HacneACTBEHHOE HapylUeHMe CUHTe3a NoPGUPUHOB:

K HapyLeHa aKTMBHOCTb AeKap6oKcunasbl KonponophUpMHOreHa, OCyLLeCTBSIIOLWEro CUHTe3
npotonopcdupuHa ns konponopcgupuHa.

% Yalue - HapyLLeH CMHTe3 AenkLTaMuHoneBynMHoBon kucnotbl (AJK).
HapyweHune obpasoBaHus nporonopcdpupuHa obycrnosnmBaeT HE8O3MOXHOCMb c8s3biaHus

xesne3a s Hb n ero HakonneHue B opraHnamMe | LUMPPO3 NeYeHU, caxapHbin AnabeT, eBHYXOUAU3M,
HaAno4Ye4YHUKoOBasi HeAOCTAaTOYHOCTb, HE4OCTAaTOYHOCTb KPOBOOO paLLeHus.

KpoBb: AHemusi, runopereHepaTopHasi, rmnoXpomMHasi, MULLEHEBUAHOCTb, aHU30- U
noukunoumTtos. JlenkouuTbl, TPOMOOLNTLI - B HOPMe A0 TeX Nop, NOKa He pa3oBbLETCH
TshKerioe nopaxeHue ne4vyeHu. XXeneso CbIBOPOTKN 3HAYUTESNIbHO MOBbIWEHO: Ao 60 -
90 mkmonb/n. HacbiweHune TpaHcdeppuHa — 100%.

KoCTHLIU MO3T:

(1) Pe3koe pasgpaxeHue KpacHOro pocTka: yBenMyeHue KonumyectBa 6e30(pUnbHbIX
3PUTPOKAPNOLIUTOB.

(2) CHUXXeHO KONMM4ecTBO reMornooMHU3NPoOBaHHbLIX hopM.
(3) CupepobnacTbil.



bUOCHUHTE3 IN'EMA

mMyuumH + cykumHun Ko A
vit. B6
O ALA - cuHmema3sa

delta-Aminolevulinic Acid [ALA]
cBuHey [1 ALA-Oeaudpasa

Porphobilinogen

YpornopgpupuHozeH- YponopgpupuHozeH-IlI -
| - cuHmemasa KocuHmemasa
0 N
Uroporphyrinogen | Uroporphyrinogen
N YporiopgupuHozeH
0 -0ekapbokcunasa
Coproporphyrinogen | Coproporphyrinogen lli

1 KonporiopgupuHoz2eH
-oKcudasa

Protoporphyrinogen IX

1 ¢peppoxenamasa, Fe ++
2eMcuHmemasa
CBUHeL,

HEME



AHEMMUS ITIPU OTPABJIEHUU
CBUHIIOM

OTtpaBiieHHe BBI3BIBAKT PAaCTBOPUMBIE COJIM CBUHIA (100bIYA Py, BBIIJIABKA CBUHIA, AKKYMYJISAATOPHOE
MPOU3BOICTBO, MPON3BOACTBO KPACOK, KadeJJbHOEe MPOU3BOACTBO...). OnncaHbl Jerkue OTPaBJIEHUs y JeTei,
KOTOpPbIE 6epyT B POT NMPE€IAMETHI, OKPAII€CHHbIC CBUHIIOBLIMA KPpaCKaMu, ra3€Tbl.

ITaTorenes.

CeuHen Osoxkupyer SH - rpynnbl B aKTHBHBIX HEHTPAaxX ABYX ()epMEHTOB, y4aCTBYIOIUHMX B CHHTE3e reMa :

1) oecuopasza denbma-amuno1€8yIUHOBON KUCTIOMbL 2) cemcunmemasa.
HapymeHue CHMHTe3a rema || YBEIHUYCHUE COACPKAHUA KEJIE€3a B CLIBOPOTKE (] reMoCucepo3 opraHos.
Jlpyrue MexaHM3Mbl: *CHUKEHHE CKOPOCTH OMOCHHTEe3a INIO0MHA,

e (¢pukcanus cBuHUa HAa MmemOpaHe Er [| Hapymenuune padorsl Na/K- AT®a3pl [| CHUKEHHIO
koHUeHTpauuu K B Er [ ykopoyeHHI0 NPOAOIKUTEILHOCTH KHU3HU Er

* CHUKCHHE AaKTHBHOCTH Hl/IpI/IMI/IIll/IH-S-HyKJIeOTHI[33131 Er [ BO3GHUKHOBeHHE 6330(1)HJIBHOﬁ

INYHKTalluu.
Kposb

I'unmoxpomus, 0azodpuiabHas nynkrauus Er, nHorna - MumeHeBUIHOCTh, Rtz 10 3 - 8 %. KoumnuyecTBO JIeiiKOIUTOB
He U3MEHEHO.

7Kes1e30 CHIBOPOTKH yBeJINYEHO.

Moua

] YBeJIN4eHO coaepxaHme JAejbTa — AaMUHOJIeBYJINHOBOH KHCJI0THI 10 40 - 100 mr/r (B Hopme 0.5 - 1.5 mr/r).
] Copep:kanue nopgoOMINHOreHA yBeJIM4YeHOo B 2-3 pa3a.

] YpoBeHns konponopgupuHa yBejauueH B S - 10 pas.

0 Conepxkanue cBo6oaHOro mporonoppupuna B Er yeaunueno 1o 5.13 - 6.8 mxmoun/a (300 - 400 mr%).

KM

VYBeJIH4eHO KOJIMYECTBO 3IPUTPOKAPHONUTOB, IPH OKPACKe Ha :KeJie30 00HAPYKUBAIOTCS IPAHYJIbI JKejle3a, KOJIbIIOM
OKpY:KaloIIue siapa.



AHEMMUH A, CBA3AHHASA C IIOBBIIIEHHBIM

IHOTPEBJIEHUEM IIUMPUJOKCHHA

Hepuuut Butamuaa B6 Bo3Hukaer KpaiHe peako. Eciu
BO3HHMKAET, TO Y TPYAHBIX AeTell HA UCKYCCMEEHHOM 6CKAPMIIUGAHUU

WM HPU HOBBIULEHH O NOMPEOHOCHU B ’TOM BUTAMMHE.

Y MaJjieHbKHX JeTed pa3BUBAeTCsl THIIOXPOMHAsi HOPMOLUTAPHAS aHEMMSI C Pe3KUM
pa3apaxkeHueM KPacHOr0 POCTKAa KOCTHOIO M0O3ra 0e3 Npu3HAKOB MOBBILIEHHOT0
remMoJin3a nepudepuyecKux IpUTPOLHUTOB.

IHocsie BBeIeHUsSI MUPUITOKCHHA BOSHUKACT PETUKYJIOUMUTAPHBIN KPU3 € MOCIeAYIOLIen
HOpMAaJIM3alMed moKa3arejie KpoBH.

IIaTorenes

Buramun B6 B popme nupugokcanbdocdara - xodakrop

cunmemaswvl Oeibma- CZMMHOJZGG_)/JZMHOBOM Kuciionmal,
OCYU.IGCTBJ’IHIOH_[CI/I CHHTC3 I'CMd B MUTOXOHIPHUHN.

HpnoﬁpeTeHHme CUJCPOOIACTUYECKUE AaHEMUU MOTYT OBITh
BBI3BAHBI U MEAUKAMEHTAMHU: AHTHUTYOCpPKYJIe3HbIE aT€HThI, ITAHOJ,
XHUMHUOTEPANeBTUYECKHE ATeHTHI U XJIOPaAaM(PEHHUKO0J MOI'YT BbI3bIBATH
pa3BUTHE CHACPOOIACTHYECKOM AHEMUM.

DOTU aHEMUM ITOYTH MOJHOCTHIO MCUYE3AIOT IIPU OTMEHE IpernapaToB WK MOCIIE€ BBEACHUS
BUTaMUHA B6.



METAJTIOBJIACTUYECKHUE

AHEMMHWHU



METAJTOBJACTUYECKUE AHEMHUU

I'pynna HapymeHun, MMEIOIIHAX
00IIUH 11A0JI0H
MOP(}hOJIOrHYeCKUX U
(DYHKIIMOHAJIBHBIX IIPU3HAKOB B
KPOBHM M B KOCTHOM MO3re€,

ABJIAIOLNIUUACH Pe3yJIbTATOM
HapymeHnus cuare3a /1HK.



IPUTPO- U MEIT'AJIOBJIACTDbDI

1,1a — mpo3putpo- n A% A3
IpoMeraJjgo0/act )

2, 2a — 0a30(pMIBbHBIE IPUTPO-
U Merajo0/1acTbl

3,3a—
MOJTUXPOMATO(PUIBHBIE
IPUTPO- U MErajio0/1acThl

4, 4a — okcu(PUIbHBIEC
IPUTPO- U MErajnodjiacTsl.

Merano0sacTbl —
(PYHKIMOHAJIBHO U
MOP(OJIOTrHYeCKHU
AHOPMAJIbHbIE . @
HOPMOO0.1aCTHI. L ba -




HopMo- u Merajio0/1acrTol

CpaBHeHne HOPMO- U MeraJjio0aacToB. MerajoodaacTbl 00J1bIlIe, HMEIOT OTHOCUTEJIHLHO MEHee
3peJible 1Pa ¢ HEKHBIM XPOMATHHOM M 00J1bIIYI0 0230(MJIbHYI0 IHUTOILIA3MY.

Merano0JacT XapakTepu3yeTcst

CYILIECTBEHHO yBeJUYeHHbIM Kon4dyecTBOM PHK u HOpMaJIbHBIM WIH CjIerKa yBeJN4eHHbIM
conep:xkannem /IHK/na kierky; pemyimkanus JJHK n gesienue kieTku 0JJOKHPOBAHBI, TOIA KAK
HUTOIUIA3MATHYECKHE CHHTE3bI MPOTEeKAT HOpMaJabHO: oTHomeHne PHK//IHK Bo3pacraer.
IIposioHrupoBaHue HECOAJIAHCUPOBAHHOIO POCTA MPUBOAMUT K YTPaTe CIIOCOOHOCTH K MUTO3Y U K
KOHEYHOU rude/in KJIeTKH.




KM ¥ NEPUGEPUYECKAS KPOBbL nPu [VIA




ABCOPBLIAS BATAMHUHA B

B xenyake yacTp KoOajJjaMuHa
0CBO0O0KIAa€eTCHA B X0/1€ e CTBUS
nporeas.

Huskue 3HayeHus: pH B keiryake - npuurHa
TOI'0, YTO 00JIbIIASI YACTH KOOAJIaMHUHA
cBs3bIBaeTcHa ¢ R-0eikom CIIroHbI
(NIMKONMPOTENH), a TA YaCTh
KoOajlaMHHAa, KOTOpPasi 0CBO0OKIAeTCA
B JKeJIYKe B X0[e nporeoJu3a - ¢ R-
0eJIKOM KesynKa (IJIMKONPOTEHH).
ITapueranbHbie (00KJIaI09HbIE) KIETKH
CJIM3HUCTOM KeJayIKa BbipadarsiBaOT IF
(Intrinsic Factor). Cexpeuus IF 00b14uHO
napauieabHa cekpenuu HCL.

B duodenum mnporeassl IIK oTinenisiror
R-0esiku 1 KOOAJIaMUH CBA3BIBACTCSH C
IF npu pH, 01aronpusiTcTBy01eH
Takomy cBsa3biBaHuKO. Komiuteke IF-Vit
B , YCTOHYHB K POTEOIU3Y, OH
MOCTYNAET JaJjiee B IUCTAJIbHbIN OT/IeJI
Tomei kuiku (ileus),

IJ1e CBA3BIBACTCHA €O Crieu(puUecCKUMHI
BbICOKOA(PUHHBIMU pelenTopamMu Ha
JHTEPOLMTAX TOLNEH KUIIKHU.

A\
N

My,
SN Salivary fluid

R-binder

R-B,2 complex

Intrinsic
factor

Proteases

complex
Splitting of R-B,> complex

lHleum

Transcobalamin Il




MEXAHUW3MBI JEMCTBUSI BATAMUHA B,

(MeTuanpoBaHue roMOIIMCTENHA B METHOHMH )

2

o

B 3TOoM npeBpameHun MmeTujko0asaMmuH BbicTynaer kak Ko-gepment N5-uemun -

mempazuopogonam - zomoyucmeun - memuampancepasot, a NS - MermiarerparuapodoJar - kak
HCTOYHUK METHJIbHBIX TPYII, KOTOpPbIE MEPEHOCATCH HA MPOCTETHYECKYIO IPYNILy KOOaJlaMHHA, a 3aTeM
- K TOMOIUCTenHY, 00pa3ysa MeTHOHHMH. [Ipu 3Ttom NS - MeTnarerparuapodosiar npespamaercs B
TeTparuapodoar.

YPOBEHbB 3TOI'O ITYTHU B KJIETKE CBSI3AH C EE ITPOJIU®EPATUBHOM AKTUBHOCTHIO



MEXAHUW3MBI JEUCTBUS BUTAMUHA B,

(I/I30Mepn3aunﬂ L-Mmetnamanonni-Ko A B cyknunmia Ko A )

N3omepuzanusa L-meruiamaaoHuia-Ko A B cykuunuia Ko A

(aneHo3uako0amamMuu) [] cykuuHmia Ko A HJIH
* Berynmaer B uuMkJ Kpedca u meradoauzupyer 10 CO2
WA

* ol0ecmmeynBaeT MyTh AJIA [JIIOKOHEOIeHe3a Yepes npeBpanieHue
oKcajoanerar || mapyBar.

Cuuraercs, 4TO0 3TOT MyTh (OPMHUPYET CBSA3b MEKAY JUIHAHBIM U
YIJIEBOAHBIM META00JIM3MOM, YTO MO3BOJISIET MPEAINoJararb
BO3MOKHYI0 POJIb 3TOr0 NYTH B OMOCHMHTE3€¢ MUEJIHMHA.

Cuauskenue ypoBHs But. B12 [IcHM:keHMe YPOBHS
aJlecHO3uJIKo0a/IaMuHa [ | 1edeKT U30MepU3aluu [ | HAKOIJICHHE
METWJIMAJOHUJIA [ | MeTUJIMAJIOHUJIAIUTYPHUS.



INPUZHAKHU JEOUILIUTA BUTAMUHA B12

Hecnenndbunueckue:
OMA u ee nposiBIECHHUA
O rioccuThI
@noBbimeHnnie yposuu JIII mia3mMbl
Q@ noxyianue

Crnenudunyeckue:
| /HEHPOJIOTHYEeCKUE AHOPMAJIBHOCTH, (PYHUKYJISAPHBIA MHEJI03

_/cHMsKeHHBIN YpoBeHb BUTaMuHa B12 B murazme (10 10 - 150 nr/mun
npu HopMme 200 - 1000 mir/muir))

IMeTuamasionuaanuaypusa (1o 300 u > mr/24 yac; B HOpMe CJieabl -
3.5 mr/24 yac)

_IXapakTepHbIi OTBET HA Tepanui BUTamMmuHom B 12

_JoTcyTcTBME OTBETa HAa TEpanmui (PU3MOJOTMYeCKUMHU 103aMM
(ho1MeBON KMCJIOThI




NEPHUIIMO3HASI AHEMMS AJUTMCOHA (1855) - BUPMEPA

OcHoBa nepunura BuramuHa B12 - xpoHuuyeckui aTpopuuecKUi raCTpUT ¢ HEAOCTATKOM
o0pa3oBaHus BHYTPEHHEro (pakropa.

ITaTtorenes:MexaHu3M pa3sBUTHUA NATOJOIMM Ay TOUMMYHHBIN:

/B mimazme 90 % 00/1bHBIX O00HAPYKUBAKTCH AYyTOAHTUTEA POTUB NAPHETAJIbHBIX
KJIETOK CJU3MCTON JKeJyIKa

| B 00JIBIIIOM NPOLIEHTE CJYYaeB MOTYT OOHAPYKUBATHCH AHTUTEIA OJIOKMPYIOLIUE UJIU
cea3biBaoue BO wiau komiuvieke B - But. B12 B chIBOPOTKE, B 'KeJIYyT10YHOM COKe, B

cjiroHe 00abHbIX ITA

TIA ¢ 00JbIIOH YACTOTON BCTPEYaeTCs Y 00J1bHBIX THPOTOKCUKO30M, THIIOTHPO30M,
THPOUIUTOM XAIIMMOTO; MHOTHE W3 3THUX 0OJbHbIX MMEKT AHTHUTEJA K
MapPHUETAJbHBIM KJIETKAM KeJIyIKa U, B PeAKHUX caydasax, K BD.

I'eneruxka: IIA munuuna ona 40 - 80 nemnux cesepoesponeiiyes c 01e0HOIU
Kooicell (uauie y CKaHOUHAB08 U 8 aH2102080pawux nonynauusax). Knaccuueckoe
onucanue munuunozo 6oavnoz2o IIA, cmasuiee ysrce n1e2enooil 2emamoiozuu:
ceovle unu oOenoesonocwie (""venvie, kaxk aynsv'), 2onyoocnazvie, onunnoyxue.

KM: HeseyeHHbIX 001bHBIX IIA mpencraBisiercss pasMardeHHbIM, KPACHbBIM,
?KCJICOﬁpaEBHI)IM U THNECPKJICTOIYHDbIM.

I'HCTOIOrHYeCKH BBISIBJISIETCS THNEPKJIETOYHOCTH KPACHOI0 POCTKA, JeiKo-
IpUTPOOIACTHYECKOE OTHOIIeHHEe YacTo ObiBaeT 1:1. Cpeau 3Toi rHNEPKIETOYHOCTH
00HAPYKMBAIOTCHA THe31a MeraJjodaacToB.B 0es10il KpOBU — OTHOCUTEJIBLHO BO3pocCIIee
KOJINYEeCTBO JIEHKOMOITHYECKUX JIEMEHTOB, KPYITHBIX, MMEIOIIHX
runepcerMeHTUPOBaHHbIE AApa (10 6 — 7 cerMeHTOoB).

CXOI[HI)IC XAPaAKTCPUCTUKHU UMCHOT 1 MCIraKapmuoIuThI.




DOOJIATDI

DOOJTUEBASA KUCJ/IOTA (®K) = TpuBHAJIBbHOE HA3BAHUE NTEPOUJIMOHOIJIYyTAMUHOBOM
kucaotThl. [Ipespamenue @K B TerparuapogoiueByro - He00X0AMMbI
NpeABaAPUTEJIbHBINA ITAI ISl Y4ACTHUS B (DEPMEHTHBIX PeaKIUAX.

Ucrounuk @K : 3ej1eHb, JUMOHBI, 0AaHAHBI, IEY€Hb, NOYKH, JKEJITOK, TPHOBI.
dos1aTbl 00HAPYXKEHBI BO BceX TKaHsAX Teja. @opma @K B chiBopoTKe, Er, remarouurax -
NS - MmeTr1 — TeTparuapodoiueBass KUCJI0TA.
Cucrembl MeTaboau3Ma, Tpedyoume @K B kauecrBe Ko-(pepmenra:
© NnpeBpalleHue CepuH — INIMIUH
© CHHTe3 THMHMUINJIATOB
© KaTa00JIM3M r'HCTHANHA
© CHHTe3 IYPHHOB

© CHHTE3 IMPUMHUINHOB
Hogasi poab ©@PK- npou3BOAHBIX NTEPUANHA:

1B M03ry umMeroTcsa Metuiarerparuapo OK - 3apucumsble mpancgepasvl, KOTOpbie
KATAJIHM3UPYIOT METHJIMPOBAHUE OHMOIreHHbIX AMUHOB, BKJIKOYAS MPUNRMAMUH,
HOpPAOpeHalun, CepoOmoHuUn

[IMeTnia-®K-H4 B Mo3re pacnpenejieHa periOHAJbLHO M MI'PaeT 3aMETHYIO POJib B
HeHpPO(PU3UO0JOTUN MO3Tra B HOpMe (MaMATh, OBEAeHNE) U B ATOJOTMM (30 peHusi)

[ IcBOOOAHBIN NTepUANH UIAeHTUGUIUPOBAH Kak Ko-ghepmenm cucmemol
zudpoxcyﬂupoeanuﬂ Den — Tup, okucnenus OTUHHOU Uenu 2iuyepuna W Jap.
peaxkuuii.




IJTABHBIE IIPUYHUHbLI JAEPUIIUTA OK

* njiioxoe numanue

* HapyuieHue aocopoyuu (KAUIIeYHas
MaJbadcopoOMa, racTpIKTOMHUS,
TPONUYECKas CIPY, HeTponu4YecKas Crpy...)

® NOGbIUECHHAA hompeoHocmb (0ePEeMEHHOCTD
TMIEPAKTUBHBIM IeMOII033, 00JIC3HU KOXKH,
3JI0KAYEeCTBEHHbIE OIYXO0JIH)

\9

* OnoKkuposannas axmueauus (AHTATOHUCTbI
DK, pedunur Vit.C)



VITAMIN C, ®K u VITAMIN B12

Tun aneMun, CONPOBOKAAIIMNA IBIHTY, HE HMeeT ONpeaeJeHHOro madJaoHa.

OOBIYHO - HOPMOOJIACTHYECKAS U ABJISETCHA CJIAEACTBHEM IeMOJIM3a UJIH KPOBOTEYEHHSI C
pe3yJabTaroM B xejne3onepuuutr. MHorna - merasodaacTuyeckas.

Buramun C yyacrByer B BoccTaHoBjieHun @DOK — FH4.

IIpMHATO CYNTATD:
o I[e(l)l/IIII/IT aCKOpﬁaTa MOKeT CTaTh HpI/IqI/IHOﬁ HEJO0CTATOYHOI'0O MOIVIOIIeHUSA
DOK

e mnpu ubiHre Vit.C ycuiauBaer 3puTponodTudeckuii 3pdexrt 1apaemMoi
exxeqHeBHO DK

e JkcnepuMeHTaJIbHAsA MA y 00e3bsiH Beaeacreue aepunura @K u
ACKOPOMHOBOW KUCJIOTHI MPOTEKAET IJs IPUTPONOITUYECCKOU PyHKIUU
THKeJIee, YeM U30upoBaHHbIi Aepuuut OK. A moromy 0ObLI0 MPEANOJI0KEHO,
YTO ABOMHOM Aepuuut (ackopodar + ¢oJiar) - ocHoBa MA y nereid, KOTOPbIX
KOPMSAT CMECSIMHU U3 CyX0ro MoJIoKa 0e3 1o0aBiaeHus Buramuna C.

e Vit. C noBpimaer craduiabHocTL FH4 M ero nponsBoaHbIX.

[NokasaTtenbcTBa MeTabornuMyeckux cBA3en ackopbara c Vit. B12:

HU3Kue ypoeHU ackopbama nna3mbil Habrnrodaromcs y 60s1bHbIX ¢ dechuyumom
BumamuHa B12, a mepanusi BumamuHom B12 eo3epawaem memabosiusm
ackopbama 0o HopMasibHO20 YPOBHHI.



INIPUZHAKHU JEOPUIIUTA OK

Hecneuuduueckue:

MA, IJ10CCUT, HUTOJIOTHYECKUE AHOPMAJBLHOCTH PA3JIMYHbIX TUIIOB MUTEJIUA,
NnoBbIlIeHHbIE YPOBHU JI/II' B CHIBOpOTKE U Ap. NPU3HAKUA, KOTOPHIE
BCTpe4yaroTcd M npu Bur.B12 - ne(puuUTHBLIX aHEMUAX.

Cnenuduueckue:
* CHHMKeHHbIC YPOBHH (pojiata B cbIBOPOTKE[N: 3 - 25 Hr/mui]
* CHMKeHHbIe YpoBHH (posiata B Ip [N: 100 - 425 Hr/mua]

°* AHOPMAJIbLHO OBICTPOE HCYE3HOBEHHME M3 CHIBOPOTKH B/B BBEICHHOU
cTaHaapTHOM 10361 PK

* CHMKEHHE IKCKPelMH ¢ MOY0i MeYeHO! CTAHIAPTHON A03bI OPAJIbLHO
BBogumoro °H - ¢onara

* MNOJHBIA KIUHNYeCKUH 3P @eKT HA Tepanuio pusnogorunyeckumu ago3amu OK
* OTCYTCTBHE HEHPOIr€eHHbIX CUMIITOMOB, CBOMCTBEHHBIX Aepuuuty But. B12

e HopMaJbHOe coaep:xkanue But.B12 B chiBopoTke [200-1000mr/m.1]

°* B aHaMHe3e: OeaHasi AUeTa, MAJIbA0COPOLUS, AJTKOTOJU3M U JP.

° MOBBINICHHbIC YPOBHU 0€JIKOB, CBA3LIBAKOIINX (0JIATHI.



