B, - AE@UIIUTHAA AHEMMUAA
(MEI'AJIOBJIACTHAJ, IEPHHUITMO3HAA)




EJJMHOMN OBIENPU3HAHHOM KJIACCHAPHKAIINNA AHEMHH HA
CEr'OJIHSAIIHWM JJEHb HE CYHIECTBYET

IMMATOPHU3UOJIOTHMUECKAS KJIACCHPHUKAIIASA AHEMHAM

AHEMHH BCJIEICTBHE OCTPOH KPOBONOTEPH

AHEMHH BCJICICTBHE HAPYIICHHS CHHTE3a reMorJio0uHa )
KenesogepHOHTHBIEC (HApyIIeHHEM CHHTE3a reMa)
CHHepoaxpecTHYeCKHe (HapylleHHe CHHTe3a NoOpQHPHHOB)
AHeMHH XPpOHHYECKHX 3a001eBaHHH

AHeMHH BCJIeICTBHe HapymeHHs caHTe3a /THK
B;; — 1e(pHIHETHAA aHEeMHHA
PoHeBO — Je(PHIHTHAA AHEMHS
AnnacTHvecKHe (rHIOIIaCTHYeCKHE) aHeMHH
HanonaTa9decKas aljlacTHYECKas aHeMHSA
BropHuHas alIacTHYECKas aHeMHS (JIeKapCTBa, HH(EKNHH, HHTOKCHKAIHH, paJHALHA)

MeTanacTHYecKHe aHeMHH (reM00./1acT03bl, METACTHYECKOE NOPaKeHHe KOCTHOIO
MO03ra)

AHEMHH BCJIeJCTBHE Je()HIHTA SPHTPONOITHHA
IloyeuHnass aHeMHS
AyTOaHTHTeIa K 3pHTPOHNOITHHY
AHEMHH BCJIeJICTBHE NOBLIMIEHHOI0 KPOBepa3pymeHHs (TeMOJIHTHIECKHE)

BpoxaeHHbIe
IIpaobpeTeHHBIE




B, AE@OUIIUTHAA AHEMMI

CymHuocTts B, 1epuuuTHON aHEMHAH
3aKJII0YAETCd B HAPYIICHHH Ipomecca
CO3peBaHUS KPACHOI'0 POCTKA KOCTHOI'O MO3ra
BCJIeACTBHE AepunuTa BATAaMAHA B, min
(o1HEeBOH KHCJIOTHI




laTorenes KIMHAYECKUX CHHAPOMOB IIPH B,
Ne(pUIUTHOH AHEMHUH

Tetrahydrofolate
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JTHOJIOTUA B,, NE®UIIUTHOU AHEMHUHU

»  IlpuoOpereHHBbIe PopMBI NepHNHATA BHTAMHHA B,

L/
0.0

HapymeHHe CeKpeNHH raTPOMYKONPTEeHHA (BHYTPEHHET0 q)a_m‘onil B
KeyaKe :

ATpodua DapHeTANbLHLIX KJIeTOK CIHIHCTOH 000109K0H XKeayaKa

AHTHTela K DapHEeTANbHLIM KIeTKaM CIH3HCTOH 000/109K0H KeayaKa

AHTHTela K raCTpOMYKONPOTeHHY HIH K KOMILIEKCY racTpOMYKONpOTenH +BHT. B,
Oprana4gecKHe NOpaKeHHS KeJayAKa (TracTPIKTOMHSA, ONYX0IH KeJayaKa,
PacOpocTpaHeHHBIH MOJIHI03 JKeJTyAKa)

Oprannvyeckne 3a00/1eBaHHS TOHKOI0 KHIIEYHHKA (Pe3eKNHs KHIIEYHHKA, HICHT,
Ooae3ab Kpona, copy)

»  HacaeacTBeHHbIe (POPMBI JepHOHTA BHTAMEHEA B,

»,
0'0

»
0'0

.
o

> >, >,
L I

HacieacTBeHHBIH Je()HIHT «BHYTPeHHEro (paKTopa» (racTpOMYKONPOTEHHA)

I'eHeTHYeCKH 00yC/10B/IeHHbIe HAPYIIEeHHS BCACHIBAEMOCTH KOMILIEKCa
racTpOMYKONpoTeHH+BHT. By, B 3HTeponuTe (601e38b MMepcaynn — I'pecbexa)

HacneacTBeHHBIH Ae()HIHT H PYHKIHOHANbHBIE AHOMAJIHH TpaHcKobaxamuHa IT

OepeMeHHOCTD
KHINeYHasl (Jopa NpH JHBEPTHKY. Ie3e KHIIeYHHKA
HHBa3HA IIHPOKOro jJeHTena

Ilnoxoe mETAHHE

OTC}'TCTBH(‘ OPOAYKTOB KHBOTHOI'O NPOHCXOKACHHA
CTporoe BereTapHaHCTBO




g \\ﬁ

ATOI'EHE3 B,, JE®HUIIUTHONU AHEMHMH

But. B}, aBagercd KopakTopoM 2-X (pepMEHTOB: MeTHOHHH CHHTeTa3bl
H L-MeTHIMA/I0HOBOH KO3H3HM A MyTa3bl

Hdeduuunt Burt. B,

He(puunT KoepMeHTa AT€HO3HAK0OATaAMHHA

HdepuuHT KopepMeHTa METHIK00ATaAMHHA

Hapymenne odMeHa
AHPHBIX KHC.I0T

Hapymenne CHHTEe3a MeTHOHHHA

HapymeHne cHHTe3a
MHeTHHA

Hapymenne CHHTEe3a THMHIHHA
HaxkonieHne TOKCHYHBIX

MET0.IMAT0OHOBOH H
NPONHOHOBOH KHCI0T

Hapyvmenne cuatesa JHK

Hapymenne KpoBeTBOPeHHS B KOCTHOM Mo3re TlopaKeHNe HePBHOII CHCTeMbI

I'acTPO3HTEPOTOTrHYIe CKHI Helipo-mCHXHIeCKHI

I'eMaTOTOTHYIeCKHI CHHAPOM

CHHIpPOM CHHIpOM
Mera1obacTHAas aHeMHS B
: I'a1occur P VHHKY.IAPHbIH MHET03
(mpenMYyIIeCTBEHHO) ? > >
T CroMaTuT Hapyvuienns
JelikoneHus i 3
= ATpodHs CIH3HCTON KeayIKa YYBCTBHTE IbHOCTH
TpoMmbonuTONEeHHA = s

H KHIIeYHAKA HapymeHns naMsiTH



NTEMHO.JIOTUA B,, JIEGUIIUTHOU AHEMHMH

» B Tedenue xu3Hu B, neQpuuuTHON aHEMHEN CTpaJacT
1% HaceneHus

» Jlepunut ButamuHa B, B kpoBu otmMedaercs y 10%
nrojien crapme 70 et




A1 OBHBIE KJIMHUYECKHUE CHHIPOMBI
IPH B,, JEGUIIUTHON AHEMHHA

» IlHpKyJISTOPHO- THIOKCHYECKHH CHHAPOM
» T acTpo3HTeposiorHiecKnii CHHIpPOM
» CHHIpOM HeHpONCHXHYECKHX PacCTPOiCTB

» T'emaToslorHYecKHil CHHIpPOM




E®UINATHON AHEMHHA
HI/IPKYJIHTOPHO—FHIIOKCH‘IECKI’IfI CHH/IPOM

SIBasieTc KOMIEHCATOPHOH peaKknHell Opragu3Ma Ha HOOKCHIO TKaHedH, 00ycI0BIeHHYI0
HapymeHHeM «IbIXaTeIbHOID) PYHKIHHE KPOBH (I0CTaBKa KHCJIOPOAa K TKAHAM)

- 6.]19}.[110(‘.'1'!) KO’KHBIX NIOKPOBOB H CJIH3HCTBIX 000J109eK (mmma C
HKTEePpHYHbBIM OTTCHKOM)

= CﬂﬂﬁOCTb, HOBbBINNICHHAA YTOMJISEMOCTD

* FOJIOBOKPY/KeHHS

*0AbINIKA NPH PH3HYECKOH HATPY3Ke

*TaXHKaAp/JAHs (THHePKHHeTHYECKOE COCTOSIHHE KPOBOOOpaIeHHs )
*CHCTOJIHYeCKHe IIYMBbI («(aHeMHYeCKHe)) Ha/l HOBePXHOCThIO cepana

* IPH JJHTEJIbHOM TeUeHHH AHEMHH — Pa3BHTHEe MHOKAPAHOAHCTPOpHH
(mosiBjieHHe HeraTHBHBIX 3yomoB T ma JKI)




OCHOBHbLIE KNIMHUYECKHE CHH/I[POMBI IIPHA B,,
JEOHUIIUTHOU AHEMHHU

» TacTpo - 3HTepPOJOrHIecKHH CHHAPOM
* cy0BbeKTHBHEIE PACCTPOiiCTBA (OTCYTCTBHE AaNNETHTA, 00JIH B mﬂ,
AHCHENTHIECKHE PACCTPOHCTBA, HEYCTOHIHBBIH CTY.JI)
* H3MEHEHHS CJH3HCTOH 000/109KH KeJIyI09HO — KHIIETHOro TPAaKTAa
(aTpodus CIH3HCTOH 000,109KH NHIIEBOAA, XKeJIYIKA, KHIIeTHHKA;
CHHDKEHHE CeKPeTOPHOH (PYHKIHH KeJyJIKa (THCTAMHH YCTOHIHBAs
axuians), 'IOHTepOBCKHH IVIOCCHT (PeaKo)

* VBC/IHYICHHC NIC'ICHH




@D CHOBHBIE KIMHUYECKHE CHH/IPOMBI ITPH B,
JEPUIITUTHOU AHEMHHA

» HeliponicHXHYeCKHE pacCcTpoiicTBa

(QYHHEKYISpHBIA MHEe/103 (IeMHEeTHHA3ANHAS 32 JHAX H 00KOBBIX CT0.100B
CIHHHOIO MO3ra ¢ HOCJIeAYIIHM HX CKJIepP0o30M)

napecTe3nH

HapYHIeHHS TAKTHJIbHOH, 00/1eB0H, BHOPAIIHOHHOH YYBCTBHTEIbHOCTH
ATAKCHSA

CHHJKeHHe MbIIIeYHOH CHJIbI
ycHJIeHHe ped ieKcoB
camnToMm badmHCKOrO
camnToM Pomoepra
HelepKaHHE MOYH H KaJia
nenpeccHs

napaHoHus

raLIIONHHANHA
0OecCOHHHIA

ICHXO03BI




IIOKA3ATEJIX KPACHOM KPOBH B HOPME

emorioo0uH (Hb)
* Myx4yaabl = 135 - 180 r/n
* Kenmuasl = 120 160 r/n

» PdpaknuH reMor;iooHHa
« A;=96-98%, A, = 3%, A;— cuemss, F <2%

» DPHTPONHUTHI
* Myx4nasl =4,0 - 55 MaH. B 1 MM
*« JKenmmuHbl = 3,7 —5,1 Mmaa. B 1 Mmm
> I[nameTp IPHTPOIHTOB
* 5,0 MM — 0,5%; 6,0 MM — 4%; 7,0 MKkM — 39%; 8,0 MKkM — 54%; 9,0 MxM — 2,5%.
» PeTHKYJIOIHUTHI
* 0,5-1,5% ot KoIH9eCTBa 3PHTPONHTOB
» I'emaTokpHT
* Myxanasl =40 - 52%
* ZKenmuHbI = 36 —48%
» IIBeTOBOMH MOKa3aTe]Ib
* (Hb x 3 : mepBblie 2 nu}psI 9uCI0 3pETponHTOB) = 0,86 —1,05.

3




CHOBHBIE KJIMHAYECKHE CHHJIPOMBI IIPH B,
NEGUIIATHON AHEMHHA

» TI'emaTojiorEYecKHH CHHApPOM » B,, AepHNHETHAN aHEMHS

Kapraaa HopMaJIbHOH (MaKpomuTO3
nepadeprIecKol KPOBH ramepxp




Kadeppa cpakynsterckon tepanum Ne1 neuebHoro ¢akynsreta

OCHOBHBIE KJIMHUYECKHE CHHJ/IPOMBI IIPH B,,
®UIUTHON AHEMHH

» T'emaTojIorHYecKHH CHHIPOM
- D
KapTrHHa KOCTHOr0 M03ra upu B,
neHENHATHOH aHeMHH (Meraj100.,1acThl H THTAHTCKHE MeTAMHEJIOIHTDI)




E2JCMATOJIOTHYECKU CUH/IPOM IIPH B,
JIEOUIUTHON AHEMUU

» Camxkenne ypoBHa Hb < 135 r/a aast myxuns u < 120 P/Mmml
» CHmxeHHe ypoBHs reMaToKpuTa < 40% y myx4anH 1 < 36% y KeHINUH

» CHIDKeHHE KOJIHYECTBO YPATPonHTOB Hike 4,0 MuH. B 1 MM 1i1s
MY2KIHH H HIDKe 3,7 MuIH. B 1 MM IS JKeHIAH

» VBeanuenue cpeaaero oonema spuarpouuros (MCV) > 100 p? (fL).
» YBeanuenue cpegaero cogep:xkanas Hb B sparponurax (MCH) > 35 or
» YBejH4YeHHE IIBETOBOro nmoxasarens > 1,1

» YBeqHUYeHHE KOJIHYECTBA MAKPONHUTOB (001bIIHX, OBAJIbHBIX
spaTponuToB quamerpom > 100 3 (fL) B nepudeprueckoii KpoBH |
NOsIBJICHHE METAJIOIHTOB — JPUTPOLHUTOR AHamMeTpoM Gouree 120 p? (fL).
Casur kpusoi Ilpaiic — /[xonca BopaBo




TEMATOJIOTHYECKHA CHHJ/IPOM IIPH B,,-
JAEPHUIITUTHOU AHEMHHA

» H3menenne Mop¢o.10riH 3PATPONHATOB (OHKHIOMATOS, SUISHENe
(opMBI, OcTATKH siIpa — Teabna Ko 1 koasna Kebora)

» I'mmepcermeHTanusi HeHTPOPHI0B
» JlelikonieHHN, TPOMOOIMTONEHHAS, PETHKY/JIONATONCHHASA

» Hanmuue Merai00/1acToB B KOCTHOM Mo3re (HHOIIa — B
nepudepuIecKoil KpoBH)

> B nepuoj 060cTpeHns — NOBBINIEHHE YPOBHS CHIBOPOTOYHOI0
xkeJie3a (0osaee 170 mxr%)

> B nepuoj 060ocTpeHns — IOBLINIEHAE YPOBHS HENPSAMOI0
omaupyouHa (0oee 1,3 Mr%)




BUOXUMMWYECKHUE USMEHEHWA 1IPHU B,,
JEOHUIITUTHOU AHEMHHA

ITIOKA3ATEJIb

HOPMAJIBHOE
JHAYEHHE

B,, IE®UIIATHAS
AHEMHS

KobaraMuH miasMbl
KPOBH

200-900 pg/mL

MeTHJIMAJI0OHOBAasA
KHCJIOTA

70 — 270 nmol

I'omMmonmucTEeHH

S5 —16 pmol




Jleuenne aneMHuH (OCHOBHbIE IPHHIIAIIBI)

)
1. He HaunHaTthb TCPpAIIHIo 10 YCTAHOBJICHHSA
AHArHO3a aHEMHUHA

2. HazHauarthb CTPOIo NaTo-rICHCTHYCCKYHO
TCpAIHIo

3. He npoBoauTH Tepanuio 0eCKOHTPOJIbHO




Jleuenne B,, nepunurnon anemun (1)

> Bo3neHcTBHE HA 3THOJIOTHIecKHH paKTOop
v JlereIbMHHTH3AIHS

v'IIpH OpraHAYecKHX NOPAKEHHAX KHIEeTHHKA —
(pepMeHTHI, 3aKpeIlIsIIoNIHe CPeACTBa

v' HopMmain3anusi KAMIETHOH (uiopbl — pepMeHTHI, JHETA

/C6aﬂancnponaﬂnoe IHHTAHHE C 10CTAaTOYHbBIM
KOJHYIC€CTBOM 60.]1[(3, BHTAMHHOB, 3alIPpCIICHHE aIKOI'0JIs1

* IlaTorenern4eckas Tepanus (HapeHTepajbHOe BBeleHHE
BHTaMHHA B,,, IpH He00X0JHMOCTH — HEHTPAJIH3AIHSA AHTHTEJI
K FaCTPOMYKOIIPOTEHHY, KOMILIEKCY «raCTPOMYKOIPOTEHH-
BHTaMHH B,,»)




EYEHHUE B,, JE®PUIIUTHONU AHEMHHA

»IlaToreHeTHIecKas TepalHs — NapeHTepaJbHOe BBeJeHAe MHAaHK00a1aMHHA (BHT. B,,)

*IlnaHKo0AJIAMHH BBOAHTCH BHYTPHMBbIMe49HO 00 1000 MKT 1 pa3 B HeJjeJII0 B TedeHHe 8
HeJelb

*IIpH TAKEJI0H AHEMHH NHAHKO00AIaMHH BBOJHTCH BHYTPHMBIIIETHO 0 200-500 MKI/cyT B
TedeHHe 4-6 HeJl 10 HACTYILJICHHS reMAaTOJOrH9eCKOH PEeMHCCHH

v KpHTepHil peMHCCHH — PeTHKYJIONHTAPHbLIH KPH3 Ha 5-6 JeHb JIeUeHH,
TpaHCHOPMANHSA Meraao0IacTHIECKOr0 KPOBEeTBOPEHHS B HOpMoOIacTHIeCKOe

*Iloc/ie HOPpMAJIH3ANHHE IeMaTOJOIHIeCKHX NoKa3aTe/led B nepHpepHIecKoll KPOBH H
KOCTHOM MO3re HHAHKO0001aMHH NPOPHIAKTHIECCKH NOKH3HEHHO BBOAHTCH
BHYTPHMbIIME9HO 1 pa3 B Mecsan mo 1000 Mxr

*IIpH QYHHKYJSAPHOM MHEJI03¢ NHAHKO0AIAMHH BBOAHTCH BHYTPHMbIIMe1HO 110 500-1000
MKI/CYT B TedeHHe 10 qHeH, fajee — mo 1-3 pa3a B HeJl. 10 HCI€3HOBCHHS HEBPOJIOTHIECKOH
CHMIOTOMATHKH

*IlepeIHBAHHE SPHTPONHTAPHOH Macchl (200-300 MJ1) — TOJABKO NPH AHEMHYECKOH KOMe

*IIpH ayTOHMMYHHOH NpHpoAe 00./1e3HH — NpeAHH30.10H 20-30 Mr/cyT




