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CnMCOK COKpallleHH# U YCI0BHBIX 0003HaUYeHH
* - ToproBoe Ha3BaHHe JIeKApCTBEHHOTO CPe/CTBA
¥ - nexapCTBeHHOe CPe/CTBO He 3aperucTpupoBaHo B PO
A3H - aHeMus 3/710KaueCTBEHHBIX HOBOOOpa30BaHUH
AXD - aHeMUsi XpOHUUeCKUX Oosie3Hel
IHK - ne30kcrpruOOHYK/IeMHOBAs KUC/IOTa
KA - xene3oneduliuTHasE aHeMUSsI
WNJI - vHTep/ieuKuH
PHK - puboHyK/1erHOBasi KUC/I0Ta
pulI1O - pekKOMOMHAHTHBIM UeoBeYeCKrii S3pUTPOIIOITUH
XBIT - xpoHuueckasi 60/1e3Hb TIOUEK
OI10O - 5pUTporos3THH
OCA - 3puTpOno33CTUMY/IUPYIOLLe areHThl (To e, yto pudl10)

HFE (High Fe) - dakTop Bbicokoro Fe



Joporo# unrare/b!
AHeMus SIBASIETCS CaMbIM YaCTbIM T'eMaroJIOTUUeCKUM CHUHJPOMOM. JTa
MoHorpadusi (dakTuuecku 3-e u3[jaHue) MOCTPOEHA WCXOAS U3 CHUHTEeTUYeCKOU
K/accu(UKaluu aHeMUid, KoTopasi pasfie/isieT UX Ha TPU K/IWHWUYeCKUe TPYMIIbI:
«Zle(UIIATHbIE» aHeMUH, aHeMUH XPOHUYECKUX 3a00/1eBaHUM 17|
«remMaTo/IoTMuecKre» aHeMuu. Takoe pasfefieHde TIpe/CTaB/sgeTcsl BecbMa
TMoJIe3HbIM, TaK KakK I103BOJisieT Cpa3y OIpeJeuTb HeobXoAWMOro Bpaua - 3TO
COOTBETCTBEHHO Bpau 00i1leli MpakTHUKU, Bpay, Jieualljuii 0CHOBHOe 3abosieBaHre U
Bpay4-reMaroJior.
B npepnaraemMoii MoHorpadvu Bbl HalifieTe OTBeTbl Ha OCHOBHbIE BOIPOCHI,
Kacarolyiecsi pas3/iMuHbIX BU/IOB aHEMUWU: 3TO OTHOCUTCSI K STHOJIOTHH, K
0COOEHHOCTSIM HUX TeUeHHWs, a TakKKe MeToJaM Teparmuud W TIPOMUIAKTHKY.
[Tpennaraembie OTBETHI JOCTaTOYHO KpaTKKUe, OAHAKO OTPaKaroT CyTh OCBELaeMOu
1po0sieMbl. ABTOPBI He MPETeHAYIOT Ha TO, UYTOObI TeMa aHeMHi Oblia pacKpbiTa
WCUeprbIBaOIMM 00pa3oM, OJHAKO ee K/iueBble MOMEHThl OTpakeHbl
JIOCTaTOYHO TT0JIHO.
KHura azipecoBaHa TeM, KTO XO4eT 3HaTh 0OJibllle O TipoOsieMe aHeMUid, TO eCTb
BCeM TeM, KTO paboTaeT (Wiu riaHupyeT paboTaTb) B IPaKTUUeCKOW MeAULIVHE.

O.A. PykasuyblH



OT penjeH3eHTa
MOC/IeJHNE TOAbl B FeMaTO/IOTUM TIPOU30LUIA 3HAYMTE/IbHbIE YCIIeXU B U3yUYeHUH
TaToreHe3a, JUArHOCTUKU U jiedeHHWs 3a00reBaHUM CHCTeMbI KpOBU. OTPOMHBIM
TIPOPBIB JOCTUTHYT B 00/IaCTH M3yueHHUs] KDOBETBOPeHMs, (YHKIIMH KPOBETBOPHBIX
5JIeMEHTOB, UMMYHOJIOTUM, LATOKUHETUKU, LUTOTeHeTWKU. B mepuop Takoro
ObICTPOTO pa3BUTUS HAyKW CHHTE3 ee JMIOCTH)KeHUW TIpe/CcTaB/sieT OoJibIive
TpyaHocTU. [losTomy o6oOirjatoiiie paboTel B BUJe MoHOrpadum UM
DYKOBOZICTBA HeOOXOAWMBI H3-3a 0OO/BILIOTO KOIMUeCTBa JIMTepaTyphl, BecbMa
Pa3HOCTOPOHHEH, KOTOPYHO TIPAaKTAUeCKHEe BPauu He B COCTOSTHUW OXBAaTUTh.
Ocoboe MecTo cpegu TeMaTorOrMueckux 3abosieBaHUM 3aHUMAKOT aHEMUH, C
KOTOPBIMU TPUXOAUTCS CTaJKUBaThCS BpauaM pa3/uyHbIX npoduierd. OgHaKo C
MOMEHTA BbIXOZIa B CBET TPe/IbIAYIINUX U3/IaHM, 0CBel[aloI|X ITPo0/ieMbl aHeMUH,
MPOLLIO MHOTO BpemeHU. [IOABW/IMCH HOBbIe Hay4Hble [aHHbIE TI0 BOIPOCaM
PEery/siliuyd 3pUTPONO033a, AUCKYTUPYKOTCS CUCTeMbl KiacCU(UKalLMd aHeMUH,
TepecMOTPeHbl KDUTEePUM [UarHOCTHMKW psijia aHemuii. HakoHel] pa3pa0oTaHbI
HOBbIe 3¢ deKTUBHbIe TperapaThl U BBeZIeHbI MaTOTeHeTHYeCKHM 000CHOBaHHBIE
CXeMbl UX MPUMEHEHHUs [Jis JIeUeHWs] aHeMUM Pa3HOro reHe3a. JTO MOCTYKWJIO
OCHOBaHWEM I HamvcaHusi aBTOpoM PykaBuibiHbIM O.A. HOBOM BepCHH
MoOHorpad1, KoTopasi SB/IsSIeTCS OJHOBPeMEHHO yueOHbIM, MH(OPMAI[OHHBIM H
CTIPaBOUHBIM T0CcO6MeM fIjist TPAaKTUUeCKUX Bpauel pa3TMuHOTO IMPOQUIIs.
ABTOp mpujilaeT 0coboe BHHUMaHWe KiacCUbUKALIMM aHeMUM, TPU/ep>KUBasICh
KOTOPOM TMpaKTUYEeCKUM Bpau CMOKET BbIZEJUTh OCHOBHOM MaTOreHeTHuYeCKUi
MeXaHU3M B Da3BUTUM aHEMUM KOHKDETHOr0 TauudeHTa W 3((eKTUBHO
BO3/IeMCTBOBaTh Ha Hero. CornacHO 3TOW MO3WULIMM aBTOPOM DPACCMOTPEHBI BCe
BBl aHEMMM: TlaTOreHe3 WX [POUCXOKIEHUs, O0COOEHHOCTU TeueHwus,
000CHOBaHHbIE METO/IbI TePAITvu.
AHanu3upys (pu3NoI0rUUecKre, Narou3noIOrnyeckrue U KIMHUYeCKUe CTOPOHBI
PEry/siliuy 3PUTPOII033a C MO3ULMA COBPEMEHHBIX HAyUHBIX JOCTW)KEHWM, aBTOD
yMeJIO WCIT0/1b30Basl 60rareiii co6CTBeHHbIN KIMHUUeCKUY MaTepuas U OOIIMPHYIO

OTeueCTBEHHYIO U 3apyOeXXKHYIO JIUTepaTypy. Y[auHO COCTaBJjieHHas CTPYKTypa



KHUATU TIO3BO/IW/JIA aBTOPY OXBaTUTh TIOUTH BCe Haubosiee Ba)KHBIE ACIEKThI
nipo6sieMbl aHeMUH.

MoHorpadus cHabkeHa I[BETHBIM aTacoOM KJI€TOK Tepudepryeckoii KpOBU H
KOCTHOTO MO3ra, UTo 06/ierdaeT uMTare/r0 BOCTIPUSATHE MaTePUA/IOB KHUTH.
HecoMHeHHO, KHHTA TIPe/[CTaB/IsieT UHTepeC /ISl Bpaueli-reMaTo/IoroB, OHKOJIOTOB,
a Tak>Ke Bpauel IPyrux CIelfuaJbHOCTeN U CTYIEeHTOB MeJUI[HHCKUX BY30B.

Ilaenos A./l., 0-p med. HayK, npocpeccop

bnaropapHocTn



Bhipa)kato MCKpeHHIOI0 OmarofgapHocTth KoMaHgoBaHHi0o @OI'KY  «I['maBHbIM
BOEHHbIM K/IWHWYECKWW TOCNUTaNb UMeHM akagemuka H.H. bBypaeHko»
(HayasBHUKY rocnuTans, uaeHy-koppecrnoHzeHty PAH, npodeccopy KprokoBy
E.B, maBHOomy TepamneBry [n.M.H. YepHoBy C.A., Befyiiemy TepareBTy
nipodeccopy ITorexuny H.I1.) 3a MOCTOSIHHYO MOMOILLb U COZIEMCTBUE.

WckpeHHsisi U ryboKasi 6/1arojlapHOCTh - BCEM aBTOpaM, COTVIAaCUBLIMMCS TIPUHSITh
yuactue B paboTe Haj/l W3[aHUeM, a TakKKe pelleH3eHTaM, BHECIIIMM CBOM BKJaj, B
TIOSIB/IEHVE KHUTH.

['myboKass MpHU3HATEILHOCTh - KOJUIEKTHBY remarosiormdeckoro ieHtpa I'BKI 3a
MHOTOJIETHIOIO COBMECTHYO Pab0Ty U MOAEePIKKY.

CrieriuasibHasi  671aroflapHOCTh - CTIOHCOpaM, MaTepuasibHO — TIOAJepyKaBILUM
v3faHue.

Ocobast 6;arogapHOCTh - BpauaM, MeIMLIMHCKUM CeCcTpaM, MaljlieHTaM 1 BCeM TeM,
KTO TPOCTO COUYBCTBOBAJ paboTe Hafl 3TOM KHUTOM.

HauanbHuk 2emamonozuueckoeo yeumpa I'BKI' um. akad. H.H. BypoeHko,

2/1agHblIll BHewmammblili 2emamono2 MO P® npogeccop O.A. PykasuybiH



I'maa 1. OBIIIASAI XAPAKTEPUCTHUKA JOPUTPOIIO33A. OBMEH
JXEJIE3A. TEMOITIOBH. OCOBEHHOCTU IN®PEPEHIIUPOBKU U
CTPOEHUSA 3PUTPOILINTOB

[bixaTesnibHasi (QyHKIMSI KDOBU 3aK/IFOUAeTCsl B JOCTaBKe KeTKaM MOJIEKY/ISIPHOTO
kucsopoza (O,) B KonuuecTBax, afleKBaTHBIX UX MeTab0IMUeCcKUM TTOTPeOHOCTSIM.
AfleKBaTHOe cHaO)keHHe K/IeTOK W TKaHed ;3aBHCUT OT TakuX (aKTOPOB, Kak
KosmuectBo O, BO BABIXaeMOM BO37yXe, Ta3000MeHHast GYHKI[US JIeTKHUX, paboTa
cep/illa, KOHI[eHTpaIus LIUPKY/IMPYIOIero reMoro0rMHa, Cpo/iCTBO reMOT/Io0nHa K
O, u pacmipefiesieHre KPpOBH B COCyJaX JaHHOM TKaHW. HopmanbHasi OKCUTeHalysl
K/IETOK HaxOAWTCS B TIPAMOM 3aBUCHMMOCTH OT HarpsbkeHusi O, B Karmispax,
KOTOpOe [IO/DKHO OBITh JOCTAaTOYHO BBICOKMM i Bbixofa O, M3 Kamuisipa U
middy3un B oKpyKaroilve TkaHd. HampsbkeHve O, B apTepuanibHON KpoBU (Pa0O>)
TIPUMEPHO OJJMHAKOBO BO BCEX TKaHSX, TOT/A KakK B BeHO3HOH (p,O.) BapbUpyeT U
3aBUCUT OT KosinuecTBa O,, yTWIM3UPYeMOTro JaHHOW TKaHbiO. [Ipy TMMoKcemMuw,
korza pO; B Kanu/isspaXx CTAaHOBUTCS HEAOCTATOUHO BBICOKHUM, UTOOBI 00€CIIeUnTh
K/1eTKM O, B COOTBETCTBUM C UX MeTabOMM3MOM, MOKET BO3HUKAaTh TMIIOKCHUS
TKaHed. J/loctaBka O; B 3THUX YCIOBHUSIX MOXKET OBITH y/yullleHa THUIephyHKI[Hei
cepAlla W TepepacripesiesieHieM KpOBU (pe3epB KPOBOTOKA), ITOBBLIIIEHUEM
ra3oobMeHa B JieTKMX (pecnMpaTOpHBI pe3epB), yMeHbIIIEHHEM CpO/CTBa
remornobnHa K O, (pe3epB cpozcTtBa remornobmHa K ;) U yBeJWUeHUEM
KO/IMUeCTBa LIUPKY/IMPYIOLLero reMoryiobrHa (3puTpOno3THUeCKUii pe3eps).
[TocnemHve ABa MexaHW3Ma ajiariTalldd OpraHyM3Ma K TUITOKCUU SIBJISTIFOTCST BeCbMa
CYII[eCTBeHHBIMU U CBSI3aHbI C 3PUTPOU/IHBIMHU KJI€TKaMH, COBOKYITHOCTb KOTOPBIX
o0603HauaeTcsi TePMUHOM «3pUTpPoH» (puc. 1). BriepBoie A. Boycott B 1913 T.
3aKpermu/ 3a KPAacHbIMU KPOBSIHBIMH KJ/IETKAMHM TIPUBBLIYHOE BCeM Ha3BaHUe

- s3pumpoyumnl. IToHsTHE «3pUTPOH» BBeAeHO B 1936 1. Y. Kaciom.
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Puc. 1. SputpoH

OTa K/IeTOYHasi CHUCTeMa BBIMIOJIHAET BBICOKOCIELMAIU3MPOBAHHYIO (YHKLUIO
niepeHoca O, U3 anbBEOSIPHOTO BO3/[yXa B TKAHW M BK/IFOYAET YEThIpe KaTeropum
KJIeTOK:

1) appocogeprkalyie SpUTPOUHbIE KJIETKU KOCTHOTO MO3ra;

2) PEeTUKY/IOLIUTBI KOCTHOTO MO3Ta;

3) PeTUKY/IOLMThI KPOBY;

4) 3pesible 3pUTPOLIUTHI.

B koctHOM Mo3re HaxoauTcs 6% KIeTOK 3pUMTPOHA, B LIMPKY/IUPYIOLLEU KPOBU -
94%.

Ons mopjep>kaHust TOCTOSTHHOTO KOJIMUECTBA LIMPKYJIWMPYIOLIUX SPUTPOLIMTOB,
MMEIOIIUX TIeproj, KU3HM OKomo 120 cyT, HeoOXoAuma BBICOKAasi CKOPOCTH
TIPOAYKLMM HOBBIX SPUTPOUJHBIX K/JIETOK B KOCTHOM MO3re. OPUTPOWJHBIU
KOCTHBIM MO3r TOAJEP)XUBAaeT Ha I[IOCTOSSHHOM YDOBHe TIOMY/SILUI0 B
25x10" LUPKy/IMPYIOIIHX IPUTPOLIUTOB, KOTOPbIe cofepskar 750 r remoriobuHa. B
HOPMAaJ/IbHBIX YC/IOBUSIX CTapble SPUTPOLUTHI YAAISKOTCA W3 KPOBU CHUCTEMOU
MakpodharoB Co CKOPOCTbIO TIpubm3nuTensHO 1,25% B JleHb, a U3 KOCTHOTO MO3Ta

ocBobokgaercs B 1 MuH npumepHo  1,8x10° MO/IOABIX — IPUTPOLIUTOB



(petukynonuToB). OIHAKO U TakKast BBICOKasi CKOPOCTh TTPOJAYKLIMM SPUTPOLIUTOB He
sB/isieTcsl  TipefiesibHOM. [Ipy  MakcMManbHOM CTUMY/SILMK  (KPOBOITyCKaHUe,
reMOJTi3) SPUTPOUTHBIN KOCTHBIA MO3T CITIOCOOEH TMOBBIIIAaTh CKOPOCTh MPOAYKLIUU
spuTpoLuToB B 10-12 pas.

Ob6bem LMpPKyIUpYHOIlleld KPOBU COCTaB/isieT B cpefHeM 70 MJI/KT Macchl Tena, a
YMC/I0 LMPKY/IMPYIOIIUMX 3PUTPOLMTOB - 350x10%/Kr. TIpyu HOpManbHOM Mepuoge
)u3Hu 120 cyT ekefHeBHasi TPOAYKIMS SPUTPOLIUTOB JO/DKHA OBITh paBHOM
350%10%120, uaum 3x10%Kr maccel Tena.

OO61uit 06beM KOCTHOTO MO3ra y B3POC/OrO TPAJWIIMOHHO TIPUPAaBHUBAETCSA K
o0beMy TieueHM WIM K Macce LMPKYIUPYIOIMIUX 3SPUTPOLUTOB. ITOT 00BeM
(mpumepHo 30 MJI/KT) MOXKeT COOTBETCTBOBaTb IPUBEJEHHBIM  BBILIE
BbIUMC/IEHUSIM, OCHOBAaHHbIM Ha JAuddepeHLMaJbHOM — TOACUeTe  K/IeTOK
SPUTPOUIHOTO Psifia ¥ BK/IOueHuH Fe ¥ IMOKA3aBIKMM, YTO SPUTPOMHBINA ITy/I
KOCTHOrO Mo3ra paseH 11,5x10%Kr maccel Tesa, 4To cocrasisieT 1/30 KoiMyecTBa
LIUPKYJIUPYIOLLIUX 3pUTPOLUTOB. CriefyeT MPUHATL BO BHUMaHUe, UTO TOJIbKO 1/3-
2/3 BCex KOCTHOMO3TOBBIX K/IETOK SIBJISIFOTCSI SPUTPOMAHBIMU, a 00beM HeKOTOPbIX
PaHHUX SPUTPOUIHBIX KJIE€TOK MOXeT ObITh B 10 pa3 OGonblile oO6bemMa 3penbix
SPUTPOLMTOB, U UTO 110 KpaiHeir Mepe 50% o0ObemMa KOCTHOTO MO3Ta COCTABJISIET
JKAPOBasi TKaHb.

Pa3BuUTHe 3pUTPOUHBIX K/IETOK OCYLIECTBIseTCs Mporeccamu Aud@epeHLauu
U co3peBaHus. B pe3synbrate auddepeHiyalid  KJAeTKM TIPUOOpeTaroT
OrpaHUYeHHYI0 CIIOCOOHOCTH MPOSIBIATH (PEHOTHUIT TeX UacTeil KJIeETOUHOTO TeHOMa,
KOTOpble KOAWPYIOT HWHGOpMAl[Mio [Jjisi CUHTe3a 0enKkoB, cCrieluUUHbIX [/
spuTpoHa (I1aBHBIM oOpa3om remoriobuHa). B mpoijecce moc/eaytolero
CO3peBaHuUst SPUTPOU/HBIE KJIETKA CTaHOBATCS TOJTHOCTBIO
nuddepeHMpoBaHHbIMU. TakuMm oOpa3oM, Tipoliecchl AuddepeHIMalud U
CO3peBaHMsl CO3/AI0T YHUKA/IbHYH CIleLdajv3alui0 B CTPYKType U (PYHKLUH
SPUTPOUJHBIX K/IETOK.

[Ons nopgep>kaHusl AUHAMUYECKOTO YCTOMYMBOIO PaBHOBECUS LIMPKY/IAPYHOLIUX

SPUTPOLMTOB Y HOPMAJIBHOI'O B3pOC/I0Oro 4e/10BeKd Maccor 70 Kr eXXeJHEBHO



oOpasyeTcss 0komo 20-25%10' HOBBIX 3PUTPOLIMTOB B KOCTHOM Mosre. KieTku
9pUTPOHa 00pa3yroTcs myTeM Aud@epeHIHaliii U3 OTHOCHUTETBHO HeOO/IbIIIOro U
MOCTOSTHHOTO TiyJla  HeAu(d@epeHI[MPOBaHHbIX K/JIETOK - TeMOMO3TUYeCKUX
CTBOJIOBBIX KJ/IETOK, CIIOCOOHBIX K CAaMOOOHOBIeHUIO U AuddepeHIaIiu.
OpUTpor/HbIe K/IeTKHM HMeIT OOIyl0 C MHeIOHWJHOM M MerakapHoI[UTapHOM
JIMHUSIMM ~ KJIETKY-TIPeJIIeCTBEHHUK, KOTOpasi Ha3bIBaeTCSd TUIFOPUIIOTEHTHOM
reMOITO3TU-UeCKOM CTBOJIOBOM KJ/IETKOU. IIpOMEXYTOUHBIM MeXAYy MyJaMu
TTFOPUTIOTEHTHBIX FeMOIO3THUYECKUX CTBOJIOBBIX K/IE€TOK W 3PUTPOUHBIX KIETOK
SIB/IIETCS MY/  YHUIOTEHTHBIX TeMOI03TUYeCKUX CTBOJIOBBIX K/JIETOK C
OorpaHUYeHHOM CIOCOOHOCTRIO K AuddepeHIMaLMY Wb B CTOPOHY 3PUTPOII033a
(SpuUTpOMHBIE KOMMUTUPOBAHHbIE TIpeAIIeCTBEHHUKN). HY MIIOpUTIOTEHTHBIE, HU
YHUTOTEHTHbIE TeMOIO3TUYeCKre CTBOJIOBble KJIE€TKU MOpP(OIOruyeckd He
OXapaKTepr30BaHbl W  OMpeJesIOTCA JIMIIb 10 WX  (YHKIMOHAJIbHBIM
0COOEHHOCTSIM.

OpUTpOUJHbIE KOMMUTHUDOBaHHbIe TMpeJIIeCTBeHHUKU AuddepeHupyloTcs B
MPO3PUTPOO/IACTbI - caMble paHHWe MOPGOJIOTUUECKH paclio3HaBaeMble KI/IeTKH
9PUTPOHA, CIIOCOOHBIE K CUHTe3y remoryiobrHa. [Tpo3putpobiact, coCcTaBstOIIHM
KpaeyrojbHblii KamMeHb B  SpPUTPOIO33e, 3alporpaMMHpOBaH  Kak  [ijist
nipordepaliu, Tak U AJi CUHTe3a, YIIAaKOBKU U 3alllUThl MOJIEKY/T reMorio0rHa.
[TposputpobsacTel B TeueHWe 3-5 CyT TIOABEpPralOTCS  Aa/bHeMIen
quddepeHialiuu - (CO3peBaHHI0) U T0OC/Ae[OBaTe/lbHbIM  TpeM-ueTbipeM
MUTOTUYECKUM JIeJIeHUsIM, TIPOXOZsl dyepe3 MOP(OJIOrMYeCcKr TUMUYHbIE CTaJUU
(6a3oduibHbIE U TIOMUXPOMATO(MUIBHBIE IPUTPOO/IACTRI, TOMMXPOMaTOhUIbHbIE U
okcubuIbHbIe HOPMOO/IACThI) W TIpeBpailjasich B Oe3bsifiepHble PEeTUKY/IOLIUTHI, a
3areM (y>Ke B LUMPKY/JWPYIOLeNd KPOBU) - B 3pesible 3puTpouuThl. M3 omHOrO
npo3puTpoOIacTa, UMerLero oobeM okoso 900 MKM®, myTem roc/enoBare/IbHOM
TpaHchopmai ~ obpa3yrorcss  8-16  SpPUTPOIMTOB,  CoOAiepXKallux [0
400x10°Monekyn remorio0MHa B KaXkAOH KieTke o6beMoM mpumepHo 90

MKM® (puc. 2).
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. 3pensio IpUTPoOUMTE (NPpoKaBoaKTCA 0o 16 KNeToK U3 oaHoro apuTpotnacTa)
Puc. 2. Cxema spuTporiossa
[Tposputpobsact - Gosbiiasi KiaeTka AvaMeTpoM 20-25 MKM C KPYITIBIM SIAPOM,
3aHUMaroUM 3/4 kneTku. SAapo auddy3Ho oKpallleHO B TeMHO-(PUO/IeTOBBIM LIBET
npu okpacke 10 PomaHOBCckoMy-I'MiM3e C TOHKOAMCIIEPCHOM CTPYKTYpOM
XpOMaTHHa, COAePXXUT OAHO WM HEeCKOJbKO 0Oosiee CBET/IbIX SIZIPBIIIEK U YeTKO
OTAEeNeHO OT TeMHO-roayboit  (6a3o¢guibHONM) LUATOIUIA3Mbl  OTYETTHUBO

BbIpa)KeHHOW MeMOpaHoi. [IpospuTpobnactT rioc/ie [JesieHUs TepsieT CBOU



SPBIIIKA U AaeT ABa 0a30puabHBIX 3puUTpoOmacta (auameTpom 12-18 MKM) C
WHTeHCUBHO 0a30(pU/IbHOM LIUTOIIa3MOM U 60o/iee KOH/IeHCHPOBAHHBIM SIIPOM.

HanbHelive cTaguu  SpUTPOMAHON  AuddepeHLMalMd  XapaKTepU3yHTCs
CTyIleHYaTblM YMEHbIIIeHHeM pa3MepoB KJIETKU U siipa, KOHJieHCaluel siZiepHOro
XpOMaTMHa B TI/ILIOKM UM pa3BeJeHUMeM OKpallleHHbIX B Troiayboil 1BeT
[[UTOTI/Ia3MaTHYeCKUX pubOCOM CHHTE3UPOBAHHBIM TeMOIJIOOMHOM, OKpallleHHbIM
B PO30BbIi IBeT (puC. 3, CM. I[BeTHYIO BK/IeWKy, U puc. 4). M3 6a3oduibHbIX
3puUTpO6/IaCTOB B pe3ynbrate JejieHdss 00pa3yroTcs MOIUXpOoMaTopuibHbIe
pUTPOO/aCTel, B  KOTOPbIX  OTUETIMBO  HAKalUIMBAeTCsd  IeMOITIOOWH.
[TonuxpoMaToduibHbIe 3PUTPOOIACTBI TIOJBEPraloTCs TMOCAefHEMY [e/IeHUI0 U
TIpeBpalLjaloTCs B HeJeIslecs MoamxpomMaroduibHbie HOpMOO/IacThl [UaMeTpoM

8-12 MKM, co3peBaroiirie B OKCU(pUIbHBIE (OPTOXPOMHBIE) HOPMOOIACTHI.

Creonosas BOE-3 Mpoaparpatnact SpHTpotnacTL
KneTkn KOE-3 FPUTPONOSTUH HopMotnacrel Patikynouut Sputpousr

@ @ . Fe
Buramun B

+
— 3 IHK
donueran A Harannexwe remornatiHa
KHenaora

Pric. 4. T'emoriobuHM3aLMs KJI€TOK 3PUTPOUIHOTO psijia

Slmpo HOpMOOsIAaCTOB, MMelOlljee BHauajie pajfidajbHYI0 CTPYKTYpPY, CTAHOBUTCS
TUIOTHBIM, THUKHOTUYECKUM W  BBITAJIKUBAETCS IyTeM BHYTPUKIETOUHOMN
JeMapKallid W BHEK/IETOUHOro [aBieHus. HopMoOnacTbl JMIAIOTCS siapa MpH
TIPOXOXKJEHUU uepe3 Y3KHe SH/0Te/rabHble OTBEPCTHS B CHHYCOM/IaX KOCTHOTO
Mo3ra. BbITecHeHHOe SIIDO OKPY)KAaeTCs TOHKMM CJIOeM TeMOIVIoOMHa, pacraf
KOTOPOTO TP YCKOPEHHOM 00pa30BaHWM 3PUTPOLMTOB MOXKET 3HAuHTe/bHO
TIOBBICUTh COjZlep)KaHre OwnupybmHa B KpoBu. [locie yjaneHus siipa w3
HOpPMOO/acTOB 00pa3yloTCsi PETUKY/IOLWThI, B KOTOPBIX TIPOJO/DKAETCS CHUHTE3
reMoriioOnHa eije B TeueHue 3-4 cyT. Ha cTafiud peTHKY/OLMTOB OCTABIIHECS
6a3odunbHble  pUOOCOMBI, CHHTE3UPYIOIIWe TeMOITIOOWH, OCaKAalTCI U
KOH/JIEHCUPYIOTCSI B BHJleé CETUaTOHUTUYAThIX (PHOTETOBBIX 00pa3oBaHU IpH

CrieliuaJbHOM TaK Ha3blBA€MOW CYNpPAaBUTENBHOM OKpacke C KpaCKaMu-



okuc/MTenssMu (OpuMaHTKpe3nnbay, MeTuneH6/ay). PeTHKY/TOLUTB HAXOASTCS
B KOCTHOM MO3re OKOJIO 2 CyT, 3areM IOCTYNaroT B LMPKY/ISALUI0 KPOBU WU
CO3PEeBarOT B SPUTPOLIUTEL.

[Tepuog co3peBaHusi OT MPO3pUTPOO/IACTa [0 PETUKY/IOLUTA COCTaB/IsieT TIPUMEepPHO
120 u (B cpegHeM 24 4 Ha KaXAyw craauio pa3Butvs). OpHakKo
noMxpoMatouabHble  3pUTpPOOIacTbl  MOTyT 0e3 fiefeHust Co3peBaTh 0
OKCU(PUIBHBIX HOPMOO/AacTOB U OOMBIINX PETHUKY/IOLMTOB, KOTOpble 3aTeM
MOCTYyMawT B KPOBb. DTOT MYTh Pa3BUTHS, XapaKTePHBIU /11 SPUTPOIIOITHYE CKHUX
cTpeccoB (KpOBOMOTEPSs, TeMO/IM3), M0 BpeMeHH 3KOHOMUT OKojo 70 u (3a cuer
yMeHbIIeHHs Ha 50% uwuc/ia 3puTpOIMTOB, 00pa3yOIUXCs P HOPMAa/IbHOM Iy TH
pa3BUTHSA U 3-5-KI€TOYHBIX reHepalusix). C Apyror CTOPOHBI, YaCTh KJIETOK MOKET
rorubarb Ha CTafusax 0a30pUILHOTO WIM MOMUXPOMAaTO(PUILHOTO 3pUTPOO/IACTa,
YTO Ha3biBaeTcsi He3((PeKTUBHLIM >5PUTPOI0330M. BennumHa He3(pGheKTUBHOIO
5PUTPOIIO33a TOBLIIIAETCS, HAPUMED, Y JIUL], AJIUTe/IbHOe BpeMsi HaXOAUBIINXCS
Ha OosbiMx BbICOTaX (y TOpLIEB, anbIIMHUCTOB). B 3TOl  curyarumn
He3((EKTUBHBIM 3PUTPOII033 CAY)KUT (PAaKTOPOM PEery/siiui SPUTPOLIUTAPHOIO
romeocrtas3a. [lo gaHHbIM psijla aBTOpPOB, B KOCTHOM MO3re 3[J0POBBIX JIOAEeHN
He3(DPeKTUBHBIN 5PUTPOII033 cocTab/isgeT OT 5 710 20%, a NpU HEKOTOPbIX aHEMUSIX
OH yBenuuuBaetcs 6omnee ueM Ha 50%.

Cunre3 ge3okcupubonyknenHoBoi (JHK) u pubonyknenHoBoit (PHK) kucior
TpeKpaliaeTcss Ha CTaJUM TI0JIMXPOMaTOMUILHBIX 3pUTPOOIACTOB, TaK UTO
HelessIrecss HopMobacTel He criocoOHb! cuHTe3upoBath THK u PHK. ITo mepe
CO3peBaHus 3PUTPOUAHBIX KjeTOK cogepkaHvne PHK B HuX yMeHbllaeTcs, a
cofiepkaHue remMoryioOrHa moBbillaeTcs. B auddepeHIMpOBaHHBIX 3PUTPOUAHBIX
KJeTKax Oosblllag  4YacTh  cuUHTesupyemoro Oenka  (85-90%)  siBnsieTcst
reMornio6uHoM. [ToCKOMBbKY TeMOT/IoOUH He OOHOBSIETCS, @ HaXOAUTCS B KJIETKe
BIUJIOTH /10 ee ThOesin, OH CTAaHOBUTCS Tpeobia jatolieil YacThI0 KJIeTOUHBIX Oe/TKOB
(95% cyxoii wmaccel spurporura). CHHTE3 TreMornoOMHa TMPOUCXOAUT B
«aKTUBHBIX» TIOIMPUOOCOMAax, COCTOAIIUX U3 TIATA pUOOCOM, COeJUHEHHBIX

BMecTe cTabuibHON T106uHOBOM MarpuuHoit PHK. CuHTe3 rema NpoUCXOAUT B



MUTOXOH/IPDUSIX, @ TeM, B CBOIO Ouepelb, MHULIMHAPYET TPAHC/SINI0 TII0OMHOBOM
MatpuuHoii PHK, crmocoGcTByer arperaiuy (yHKLIMOHUPYIOIUX PUbOOCOM M
yCKOpsieT ABM>KeHre pubocoM BAOIb MoieKy/ibl MaTpuuHoii PHK.

KoCTHBIMI  MO3r  CONEP)KUT  [JOBOJIbHO  OOJIBINION Tyl PeTHUKYJIOLIUTOB,
NpubIM3UTeTbHO paBHBI CyMMe [IByX IIyJIOB: SIIPOCO/EepXKalliuX SPUTPOUIHBIX
KJIETOK Y LIUPKY/IUPYIOLIUX PETUKYJIOLIUTOB.

B HOpMasibHBIX YC/IOBUSX 3PUTPOIIO33a PETUKY/IOLUTHI HAXOAATCS B KPOBU OKOJIO
1-2 cyT g0 MX MOJIHOTO co3peBaHus U cocTtassAoT 0,8-1,2% Bcex 3pUTPOLIUTOB
KpoBHU (puc. 5). OHAKO y MalMeHTOB C TMOBBIIIEHHOW TMPOJAYKLIMEN 3PUTPOLIUTOB
Oosiee KpymHbIE U MeHee 3pefibleé PeTHKY/IOLUThl («CTPecc»-peTHUKY/IOLIUTHI)

0CBOOOXKJAIOTCS M3 KOCTHOTO MO3ra U JI0/ibllie [IUPKYIUPYIOT B KPOBH.

bazodhunbHbIA
aputpobnact

:

[MonuxpomatodUnbHbIN
aputpobnact

:

OkcnpUNEHBIA (o)

aputpobnact \.j

PeTukynoyur ’i.,.b
SpUTPOLUT (;_)

Puc. 5. Oputporioss B HOpMe



OTO HY)XHO TMPUHUMAaThb BO BHMMaHHe, KOT/la MOACYET PeTUKY/IOLMTOB B KPOBU
VICTIONIb3YeTCsl B KadyeCTBe TecTa [/l OLeHKW CKOPOCTM 3pUTporossa. Tak, rpu
COOTBETCTBYIOLLIEM  3PDUTPOIIOSTUUECKOM CTHMMYyJle (Hampumep, Ha BbICOTe
reMO/IMTUYEeCKOM aHeMUM) PEeTHKYJOLMTBI MOTYT IIOJIHOCTBIO IepeMelaTbCsl B
nepudepryeckyr0 KpOBb, YBelMuUMBas TaKuM 00pa3oM B HECKOJbKO pa3 UMCIIO
LMPDKY/IUPYIOLMX PpeTUKYJIoUUTOB (puc. 6). B Takoh cuTyaquu 4KCIIO
LIMPKY/IUPYIOLUX SPUTPOLIMTOB He OyfieT y)kKe OTpakaTb CKOpPOCTb eKeJHeBHOM
MPOAYKLUMK SPUTPOLMTOB, W [Js1 TPaBUIbHOW OLIEHKM HeobXoquMo c/ienaTh
COOTBETCTBYIOLLYIO [TOMNPaBKY.

[TonuxpoMaToduIbHBINA 3pUTPOOIACT

OkcudunbHbIA

sputpobnacr | | FeTVKynouut | | SpuTpoumT

_—

Puc. 6. YCKOpeHHbIU 5pUTPON033

PeTUKY/IOIUTBI COXPaHSIOT CIIOCOOHOCTb CHHTE3UpPOBaTh I'eM U TJI00MH, WMEIOT
CUCTeMy TiepeHOCa 3/IeKTPOHOB, (GYHKIMOHUDPYIOIIMM LMK TPUKapOOHOBBIX
KHCJIOT, aHa3pOOHbIN TIMKOMUTUUECKUI TyTb OMO/jeHa-Meiieproda u a3poOHbIi
OKHCIUTENIbHbINA  rekco3oMoHOodochaTHbIii IIYHT. B rmpoijecce co3peBaHus
DETUKY/IOLIUTOB  TIPOMCXOJUT Jie3arperaiiss TOAMPHUOOCOM Ha  OT/e/bHbIe
pubocomMbl. ITocTerleHHO KJ/leTKa OCBOOOXKAAaeTcss OT pHOOCOM, yTpaudBaeT
MHUTOXOH/IDUM, MeCTa CBSI3bIBAaHMS C TpaHC(eppuHOM, W CHHTe3 remMorio0HHa

nipekpairiaercsi. Co3peBaHHe PETHKY/IOLMTOB HAYMHAETCSI B KOCTHOM MO3re U



3aKaHUYMBAeTCsl B LUPKY/JUPYIOLIe KPOBU U Cejie3eHKe, KOTOpas HOPMaJbHO
CeKBeCTPUPYeT HEKOTOPOe KOIMUeCTBO He3pesIbIX PeTUKY/IOLIUTOB.

[Tocne TpaHc@opmalu peTUKY/IOLUTOB B 3peJsible SPUTPOLIUTHI KJIETKU COXPaHSIOT
o0Opa3oBaHHbIMi Ha paHHUX CTaZusX HabOp SH3UMOB, HEOOXOJUMBIX st
noJiep>kaHusi MoJieKysl TeMorsioouHa B Qopme, crocobHolt K obpatumoit
okcureHaluu. M3-3a 0COObIX CBOMCTB reMOr7IoOMHa SPUTPOLIUT B OCHOBHOM
pacxofyeT SHEPrui0 TOMbKO /Il BBINOJIHEHWs CBOEM IJIaBHOM (YHKUWU -
cHaOkeHus1 knetok O,. DOHeprusi, T1o0TpebiseMasi >SPUTPOIMTOM 3a CYeT
TipeBpalljeHus] TVIFOKO3bl B JIAaKTaT uepe3 aHa3pPOOHBIM TIMKOIUTUYEeCKUM MyTh U
reKC030-MOHO(OC(ATHBIM LIYHT, Harpap/eHa JUIIb Ha MojJepkaHWe KJIeTKU B
AaKTMBHOM (DYHKL[MOHA/IbHOM COCTOSIHUU.

@OyHKIUM SPUTPO- UM HOPMOOIACTOB UWCTO BHYTPEHHHE U HaripaBjieHbl Ha
obecrieueHre 00X U MeTabomuyeckux mnoTpebHOcTeil. OOIMe MOTpPeOHOCTU
SIBJISIFOTCSI OOBIYHBIMU [IJii BC€X WHTEHCHUBHO [IeNSIUXCS KIeTOK U BKJ/IFOYAOT
cTpouTesibHble 0e/KM U KO3H3UMbI, HeoOXo[uMble [/1s1 KJIeTOYHOTO TMOCTPOEHHUSI.
CrierjuasibHble MOTPeOGHOCTH HEOOXOAUMBI [I7Isi CHHTEe3a MOJIeKY/Ibl reMOryIo0ruHa U
5H3MMOB, MpeJHa3HaYeHHbIX [/ 3alUThl OT pacnaza v AJs (PyHKL[MOHUPOBAHUS
5TUX MOeKys. ['71aBHOW (DyHKLMel 3PUTPOLIUTOB SIB/ISIeTCS TPAHCIIOPT KHCI0POAA
U YIJIEKUCTIOTO Tasa, 3alluTa OT Jerpajlaliii MoJieKyn reMorobuHa. B Hopme
KPOBB COZIepKUT TIpuMepHO 150 /71 reMOrio0MHa, ¥ KaXK/IbIi TpaMM TeMOorIo01Ha
nepeHocHT 1,36 M1 O, pU MOJTHOM HackllleHrd. KpoMe cBoel I1aBHOM (DYyHKLIMH
S5pUTPOLMTEI TpaHCHOpTUpPYOT CO, u3 TKaHer B Jierkve B Buze HBHCO;,
yYaCTBYIOT B  peryasiiuM  KUCJIOTHO-OCHOBHOTO  paBHOBECHs,  BOZHO-
3JIEKTPOJIMTHOTO 0OanaHca, afcOpOUpPYIOT aMHUHOKUC/IOTHI, JIMMHbI, TOPMOHBI,
TOKCUHBI, JIeKapCTBa U T.[.

CTpoeHue 5>puUTpOLIMTa MaKCHMaJbHO ONTUMMU3MPOBAHO /I  peanu3alyu
BBILLIEN3/TOKeHHbIX (yHKIMA. OH TOJBMKHBIM, WMeeT OO/bLIYI0 KOHTAKTHYIO
MOBEPXHOCTb /i1 ra3oBOW AU(QPy3urd U TPOTEKaHUs] XUMHUECKUX PpeakLUid C

FEMOFJ’IOGI/IHOM, d TadKXKe GBICTpO AenuTCd W BOCIIOJIHAET TIOTEpU B



nepudepuueckold KpOBU. OTO Y3KOCIelMa/JM3UpOBaHHAs KjeTKa, 3aMeHUTh
(YHKL[MY KOTOPOM HEBO3MOJKHO.

B cocraBe mia3masnieMMmbl sputpoiura ~50% 6enkoB, ~40% smunumoB U ~10%
yr1eBoioB. besiku b0 TorpyskeHsl B T/la3MazieMMy (TpaHCMeMOpaHHbIe OeTKi),
mubo TIpUcoeqVHEeHbl K Hapy)KHOW IUTOTIa3MaTUUeCcKol TTOBEPXHOCTH WM K
BHYTpeHHell moBepxHOCTH (miepudepruueckue 0Oenku). CriekTpuH - 6esiok
L[UTOCKeJieTa SPUTPOLIMTA; MYTAl[dHd ero reHa HapyllalT JUO0 CHUHTe3 Iiereit
CTIeKTpHHa, MO0 caMOCOOPKY ero reTepoZiIiMepoB.

3a BpeMsi CcBoeM XH3HU B 120 gHeM KaXKAbIM SPUTPOLIUT IPOXOAUT TI0 BCEMY
reMalMpKy/JIaTOPHOMY pycay 1o KpavHen mepe 100 Teicsiu pa3. Ilpu 3TOM OH
LUPKY/IUPYeT M0 MHOTOUMC/IEHHBIM KPOBEHOCHBIM KalW/isipaM, TIPOCBET KOTOPhIX
MeHbIIle AuaMeTpa 3PUTPOLUTA, UTO SIBJSIeTCS 3HAYMTE/TbHBIM MPENSITCTBUEM JJIsi
JIBIDKEHUST SPUTPOLIUTA. DPUTPOLUT T0/IBEPraeTcs JeMCTBUIO pa3HOHANpaB/IeHHBIX
CU/, TPUBOJAILIMX K €ro 3HauuTe/lbHbIM JedopMauusM. B Takux yC/IOBUSIX
L[UTOCKesieT obecrieurBaeT MPOYHOCTh IJla3MajieMMbl U COXpaHsSieT CTPYKTYPHO-
(yHKLIMOHA/IbHYIO 1]€/TOCTHOCTb 3PUTPOLIUTA.

dyukimeli MeMOpaHbl sBJsieTCs obecriedeHue AeOpPMUPYEMOCTH 3PUTPOLIUTA,
yTo HeoOXOAWMO TP KalW/IIPHOM TIPOXOXKAeHWH. [Iph 3TOM CTpoeHHe
JPUTPOLIMTOB UYejioBeKa obecrieurBaeT [JOTIO/THUTEbHBIE BO3MOXKHOCTH -
KJIETOUHOE B3aUMOJEUCTBHE W 37EeKTPOJMTHBIA TOK. belku ¢ ymieBogHbIMU
OCTaTKaMH - 3TO MOJIeKY/bl pelienTopoB, 6/1arofapsi KOTOPbIM Ha SPUTPOLIUTHI «He
BefeTcss oxota» CDS-nelikolMToB ¥ MakpodaroB HMMYHHOU CHUCTEMBI.
OpUTPOLIUTHI  CYI[eCTBYIOT Osarosapsi pelieniTopaM UM He YHAUYTOXKAIOTCS
coOCTBEHHBIM  MUMMYHMTETOM. A  KOTZQ  BC/IeACTBHE  MHOTOKDPATHOTO
«TIPOTA/IKUBaHUs» M0 KamujuispaM WM H3-3a MeXaHWYeCKUX TOBPeXX/eHul
3PUTPOLIUTHI TEPSIOT HEKOTOPbIE peLieNTOpPbl, Makpodaru ceye3eHKH «HU3BIeKatoT»
VX U3 KDOBOTOKA U YHUUTOKAIOT.

BHyTpeHHsiIs CTPyKTypa SpDUTPOLIMTAa TakOBa - KJ/eTKa MOX0XKa Ha MeLIOUeK C
reMoryioOMHOM, OrpaHUUYeHHBbIM MeMOpaHOM, Ha KOTOPOW 9SKCIpecCUpOBaHbI

peLenTopsl: Kaactepbl AuddepeHIMPOBKA U pa3HOooOpa3Hble TPYIILI KPOBHU (I10



JlanmmiteiiHepy, mo pe3ycy, no Jdadpdu u Ap.). DpUTPOLUTEI He COAepXKaT sifipa,
pubocoM U 3HAOIIa3MaTUueCcKo ceTW. Bce 3TU opraHes/ibl yAaasiFOTCS TOCTe
HAaroJIHeHUS! LIUTOTIa3Mbl K/IETKH TeMOTTIOOMHOM.

3pesiblii  3pPUTPOLUT KMeeT (OpPMYy [IBOSIKOBOTHYTOrO JKMCKa, TUOKOrO W
TJIacTUYHOrO, yto obneryaer auddysuto O.u MpoxoKAeHWe KIeTKU depe3 y3Kue
TKaHeBble KalWIISIPbl U CUHYCOU/IbI cesie3eHKU (puc. 7). Mem0OpaHa spuTponuTa
MeeT CIIOCOOHOCTb K CaMO3a)KUBJIEHUIO, U TIOBPEX/eHHe KIeTKU MOKeT BbI3BaTh
oOpa3oBaHUe >KU3HECTIOCOOHBIX ()parMeHTOB W He TIPUBECTU K BHYTpH-
COCYAUCTOMY UCTeueHHI0 TeMomiobuHa. Ilo Mepe cTapeHWs 3PUTPOLUT
CTAaHOBUTCs 0oJiee TUIOTHBIM, HO COXPaHsieT CBOIO TMOKOCTh M /IBOSIKOBOTHYTYIO
dopMy T1pu coxXpaHeHHU MeTabO/NMUeCKUX IyTel, OTBETCTBEHHBIX  3a
noJiiep>kaHe CTPYKTYpbl M (DYHKLIMM K/IeTKM Ha [A0CTaTOuyHO 3(O(PeKTUBHOM
ypoBHe. CHIKeHHWe YpPOBHSI 3/l1aCTUYHOCTH MeMOpaHbl, 00yc/iOBlIeHHOe, B
YaCTHOCTHM, TIOCTENeHHOM yTpaToll SH3UMOB, TPUBOJUT K PUTHAHOCTH

SPUTPOLIUTOB, UX 3axBaTy ()aroLUTHUPYIOIIUMU MakpodaramMmu U JjeCTPYKLUH.

D=75 MKM
H=1,1 MKM
S=145 MKM?

Puc. 7. PasaMmepsl spuTpoLuTa
CraHJjapTHbIM  MeTO/IOM  OLIeHKH  MOpP(OJIOTUA  SPUTPOLIUTOB  SIBJISIETCS

NMMEPCHUOHHAsA MUKPO CKOITHSL.



[Ipu oljeHKe Ma3koB KpoBW (puc. 8) mpexzae Bcero oOpaljal0T BHUMaHHe
Ha @HU30Yyumo3 - pasHbIi pa3Mep 3PUTPOLIMTOB; NOUKWIOYUMO3 - pa3Hy (Gopmy
SPUTPOLIUTOB, W3MeHeHHe OKpacKu [Jisi OLIEHKA CofepKaHus TreMornobrHa
(oLleHKa aHM30XpOMMM) Y Ha/lduue BK/IOYeHUU. Bce 3TH NMpH3HAKK OTHOCATCA K
B&KHBIM KDUTEPHUSIM JUAarHOCTUKU TOW WIA WHOW PAa3HOBUJHOCTH aHeMHYeCKOro
CUHZpOMa.

Mopdonoruueckue u3MeHeHUs SPUTPOLIUTOB

Puc. 8. OueHka Mop¢osiornuecKkrux napaMeTpoB SpUTPOLIUTOB

Haunbosee yacto HabmogaeTcs GremHast OKpacka SpUTPOIIUTOB C 0ojiee IITMPOKOM
HeOKpallleHHOW L|eHTpa/bHOW YaCTbl0 - THUIMOXPOMMUS, UTO CBU/IETETbCTBYET O
HU3KOM  HaCBIIIeHWHd 3DUTPOLMTOB TIeMOIJIOOMHOM U XapaKTepHO  [Jis
)Kesie30eULIMTHBIX COCTOSIHUMN. ['MIOXpOMUS 3PUTPOLMTOB MOKET BCTPeYarbCsi
He TONMBKO TIPU >Kese30Ae(ULUTHBIX COCTOSHUSIX, HO W TIPU CBUHLIOBOM
OTpaBJIeHUH, Ta/laCCEMUH U [IPYTUX HEKOTOPBIX BPOXK/I€HHBIX reMOITI00MHOMATUSIX.
['unoxpomusi He 00s3aTelbHO COTMPOBOXKAAETCS CHIDKEHWEeM  COfep>KaHUs

reMorsio6MHa ¥ KoJiMuecTBa SpUTPOLIUTOB B KPOBHU.

Pasmepel Popma CogepxaHue
i BkntoveHus
(aHu3ouuTo3) (NOoMKMNOUMTO3) remornobuHa
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BhiziesISIIOT TpU CTereHr TMMOXPOMUMU:
1) + - mpocBeT/ieHNe B [JeHTPe HeCKObKO 0osibllie, UeM B HOPME;
2) ++ - OKpallleHHasl YaCTb Mpe/CTaB/ieHa B BU/le Y3KOU JIEHThI;

3) +++ - oKpalleHHasi 4YaCThb Mpe/iCTaB/eHa B BUie OUeHb Y3KOT0 KOJIbLIA.



['unepxpomMusi 3pUTPOLIMUTOB BCTpedaeTcss pexke. OOBIUHO couyeTaeTcss C
MakKpOLIUTO30M WM MerajonuTo30M. Takue MpU3HAaKK XapaKTepHbBI MpeKe BCero
I7ist aHemuid, oOycsioB/ieHHBIX HapyimieHueM cuHTe3a [THK (Bi-medurmtHas u
donmueBo-geduiuTHass).  Takue  u3MeHeHWss  MOTyT  ObITb U TIpH
MHEeJ/IOAUCTIIACTUYECKOM CUH/POME.

M3MeHeHHe OKpPacKU B BUE TTOMXPOMaTO(PUINU (3PUTPOLIUTHI CEPOBATOTO LIBETA)
00yC/IOB/IeHO OKpacKoW KHCIbIMA WM OCHOBHBIMU KpacuTesnsMu. B Hopme
BCTPEUalOTCsl eJMHUYHble TosnxpoMaroduibl. VX uYMciIo Bo3pacTaeT TpU
YCUJIEHHOM 3pPUTPOLIMTON033e (MOCTreMopparnyeckasi aHemMusi, TeMOJIMTAYeCKast U
T.J.).

B Ma3kax nepudeprueckod KpOBU MOTYT BCTpeUYaTbCs SPUTPOLIUTHI C SIAPOM -
HOpPMOOJIacTel WM 3puTpobmactel. ITomOOHBIE K/IETKH BCTPEUANOTCS  IIPH
pa3/iMuHbIX aHeMusX. bosibllioe KOIMUeCTBO 3THUX KJIETOK XapaKTepHO AJis
reMOJIMTUUeCKUX COCTOSTHUM U MeTacTa30B COJTUAHOM OMYXO/Y B KOCTHBIA MO3T.
MeranoiuTbl (KpyIriHble 3pPUTPOLIMTBI) BCTPEYAIOTCS TP Merajao0acTHBIX
aHeMUSIX U TIpU MHUe0JUCIIaCTUUeCKoM CHHJIpoMe. B mepBoM ciiydae BHYTpPU
K/IETOK MOTYT BBISBAATHCSA Kosblla KebGota, Tenbiia 2Kosmm. Takue >ke K/IeTKH
MOTYT OOHapyXMBaTbCs, HO B HeOO/BIIIOM KOJIMUeCTBe, Y TIAL[MEHTOB,
TO/IBEPTILINXCS CTI/IEHIKTOMUMU.

[pyrue HapyleHusi GOPMbI 3pUTPOLIUTOB (MOMKUIOLIMTO3) TIpe/CTaB/IeHbl Ha PHC.
9 (cM. LIBETHYIO BKJIEHKY).

Perynsiiyss  sputponos3a. LIMpKyupyroIytro  MacCy  SpUTPOLIUTOB  MOKHO
Tpe/ICTaBUTh KaK OOMBIIION Creluaan3ipoBaHHbId OpraH, IpeAHa3HaueHHbIN
MOUTU UCK/IOUMTEeNbHO Mg TpaHcnopTa OB TKaHU. OPUTPOLUTHI  YAASIOT
CO, U3 TKaHel TMOCpeACTBOM KapOoaHruzpasbl. Takum 00pa3oM, KOTMUeCTBO
LMPKY/IUPYIOLIUX SPUTPOLIMTOB W CKOPOCTh WX TMPOAYKLMU B KOCTHOM MO3re
JIO/DKHBI OBITH TECHO CBsi3aHbI € 0becrieueHreM TkaHelt O, (puc. 10). LienTpansHoe
TOJIOXKEHNEe SPUTPOLIUTOB B TPAHCIIOPTE KWC/IOPOAA MO3BOJISIET MpeJCKa3aTh, UYTo

I7IlaBHbIM  (PAKTOPOM, pPEry/MpPyIOIIUM  CKOPOCTb  SpPUTPOIN033a,  SIBJSIETCS



OTHOIIIEHWe MeXAy nAoctaBkod OB TKaHM MW HUX  MeTabosuueCKUMH

MOTpeOHOCTAMHU.

KOCTHBIA MO3r
‘llil"___*.‘llll’-____*. 'II’ -EH\\\

SPUTPONOSTUH PeTuKynoyuTsl

Mouku

SpUTPOLMTI

: @

[ocTaeka kucnopopa

Puc. 10. Perynsuus 3puTporios3a B HOpMe

[eliCTBUTETbHO, OCHOBHBIM CTUMY/IOM [/ TPOAYKI[UA SPUTPOLIUTOB SIBJISIETCS
nebuiur O, B TKaHsAx. HarpoTuB, 1py W30BITOYHOM CHaGKeHUM TKaHel
O, (rumepokcusi WIX yBeJIUUEHHWe MacChl LUPKY/IUMPYIOLIMX SPUTPOLIMTOB)
CKOPOCTb 3pUTPOIIO33a yMeHbluaeTcsi. [Josroe BpeMsi CUMTand, 4to (PaKTOpOM,
PEryIUPYIOLIMM CKOPOCTh 3PUTPOII033a, SIBSeTCS BejMuMHA HanpsbkeHus: O, B
caMOM KOCTHOM Mo3re. COrjacHO 3TOM «TMIIOKCHUYeCKOW» KOHLIENI[UHA KOCTHBIM
MO3l [la)ke B HOPDMe WCIIbITbIBaeT HEKOTOpPOe KUC/IOPOJHOe roJiofaHue, KOTopoe
HEeIOCPeJCTBeHHO CTUMY/IMPYeT 3puTpono33. OpHako MnpsMoe CTUMYJIMpYRoLee
B/IUSIHAE TUIIOKCMM Ha TIPOAYKLMIO KJ/IeTOK SPUTPOHA J[OKa3aTb He Y[aaoCh.
HaripotuB, 0ka3anock, 4To 151 TOBBILIEHHOM MPOAYKLIMM S5PUTPOLIUTOB U BBICOKOU
CKOpOCTH Tiposiiepaliuu s[poCo/iep>KalliiX 3PUTPOUJHBIX K/IeTOK HeoOX0oAuMO
HOpMaJ/IbHOE WJ/IY [a)ke IMOBbIllIeHHOe HarpsbkeHWe O, B KOCTHOM Mo3sre. [locie

TIIaTe/IbHBIX MHOI'OJIETHUX I/ICCJ'[e,Z[OBaHI/Iﬁ ObLIO YCTAHOBJ/IEHO, 4YTO TIMIIOKCHA



CTUMYJIIDYeT SPUTPOI033 He TPsSMO, a OIOCPeJOBaHHO, MyTeM 0Opa3oBaHUS
TIOUEYHOI0 S3PUTPOINO3TUUECKOTO TOPMOHa - 3puTpornosTuHa (3I10) (puc. 11).

Ko/mMuecTBO  I[UPKY/IUPYIOLIMX SPUTPOLMTOB B OpraHu3Me 3aBUCUT  OT
KOOpAMHALMM MeXJy o0pa3oBaHWeM W pa3pyllieHueM KIeToK 3puTpoHa. B
(bU3M0/IOrMYeCKUX YCIOBUSX 3TU MPOTHUBOIIOMOXHBIE TPOLIECChl HAXOASATCS B
COCTOSIHUM YCTOWUYMBOTO JUHAMHUYECKOTO PABHOBECHs], KOTOpPOe 00ecrieurBaeTcs
COOTBETCTBYIOIL[MMU  PeryJATOPHbIMM  MexaHu3mamMu. CTumynbl  (CUTHasbI
oOpaTHOl CBs3M), peryIupyroIe CKOPOCTh 00Opa30BaHUsI 3PUTPOI[MTOB, MOTYT
WCXOAWTh W3 TKaHeM, KOTopble 00ecrieunBaroTCs KUC/IOpoAoM ((yHKI[MOHAIbHAs
oOparHasi CBfi3b), WM OT CaMHX SPUTPOLIUTOB (OOpaTHasi CBSI3b KOHEUHBIM

TIPOAYKTOM).

KOCTHbLIA MO3r
CTeoneBble KNneTkm — BOEs — KOEs —
SpuUTpOMAHLIE NPeALIECTBEHHWKM

£14 }

SpuTponosTiH [@—— | Yucno spuTpouuToB
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AasneHue O,

CepagyHo-
nerovHas yHKUNA

MoYeyHele co cyael

MNotpebnerue O, N Ob6bem Kpoeu
NO4YKON

KoHueHTpauwa Hb

Cpoacteo Hb n O,
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KNeTku, o
npeayunpyroline < -
3PN Sensor

Mo4kK: UHTepcTUUMankHble chubpotnacTel
Me4yeHb: lta-KNeTKK, renaTounTbl, SpPUTPOGNACTbI

Puc. 11. Posib 3pUTPONO3THHA B PerysiLiii 3pUTPOIIod3a
TakyuM o0pa3oM, MpOAYKIMS Kak IOUeuHOro, Tak ¥ BHerodeuHoro JOI1O 3aBUCHT

OT CTeNeHW aHeMUUeCKOU, TUMOKCUYEeCKOM, LIUPKY/ISITOPDHOM U TMCTOTOKCUUECKOU



(TkaHeBoit) rurokcuu. Tutrp IOI1O B ma3mMe KosebaeTcss OT TOYTH HYJ/IEBOTO Y
ayToTpaHC(y3MpPOBaHHBIX MAlL[MEHTOB C WUCTUHHOM ToJuLuTeMued A0 ypoBHs 10
000 MME/mn 1 fja>ke BbIilie y OOTBHBIX C TsHKe/IoW rurokcueit. HopMaibHbI TUTD
Ha ypoBHe Mopsi cocTtapisieT okoso 10-15 MME/Mn miasmbl; TO-BUAWUMOMY, 3Ta
BeJlMUMHA HeobOxoluMa [jid TIOAJiep)KaHus KOHIIeHTpal[id reMorno0rWHa B
npefenax or 130 po 150 r/m, W, B CBOIHO oOuyepenb, IOUEYHOE HarlpsyKeHUe
O, agekBatHO Ayisa npoayKumu D110, uToOBI MOAAEep)KUBAaTh TaKOW YPOBEHb. JTOT
MexaHW3M 00paTHOM CBSI3U MeXK/[y KOCTHBIM MO3TOM U IMOYKaMu obecrieurBaeT Kak
TOHKOe, TaK W Tpyboe peryJupoBaHHe CKOPOCTH TIPOAYKLAW 3SPUTPOLUTOB.
[Tpopykuusa II10 perynupyercs B y3KUx mnpefesnax, U yposeHb 110 B nia3me He
npeBbiliaeT HOpMy (oT 5 o 30 MME/Ma) no Tex mop, TNMOKa KOHIEHTpalus
remMorio0MHa He rajgaet Hwke 105 /.

YMmeHbIlleHHWe CcHabkeHus1 TKaHedd O, Wid yBeJIWueHWe WX TOTpeOHOCTe B
O, ctumynupyeT BbIpaboTkKy OI1O, Torma Kak yBenuueHHe CHaOKeHWs TKaHeM
O, win ymeHbllleHHe UX TOTpeOHOCTell B HeM TiofjaB/isieT 0Opa3oBaHHe TOPMOHa.
OTH pelIUNPOKHbIE B3aMMOOTHOIIIEHUS YKa3bIBalOT HA TO, UTO IVIaBHBIM C€HCOPHBIM
MeXaHM3M, orpezesssiomui ororeHe3 OI10, cBsi3aH ¢ a’poOHBIM MeTabOIM3MOM
K/JIeTOK, BbIpabaThiBatOIIMX TOpPMOH. OTBeTHasi peakuuss Ha OIIO siBasercs
pe3y/IbTaTOM B3aWMOJEeNCTBUSI TOPMOHA C UYBCTBUTE/JBHBIMU K HEeMYy KJ/eTKaMu
KOCTHOTO Mo3ra (k/ieTku-muilieHu). Koneunsiii addekt getictBus II10 coctouT B
TIOBBIIIIEHUA 00pa30BaHUsS KIETOK 3PUTPOHA U B BOCCTAHOB/IEHUU TaKUM ITyTeM
HapyIIeHHOTO PaBHOBeCHs MeXKy cHabkeHreM TKaHed O, M UX TIOTPeOHOCTSIMH B
0,. Takum o6pa3om, O3IIO, BbIpabaTbIBAIOIIUNCI B TI0YKAaX, WrpPaeT pOJb
MOJIEKY/ISIPHOTO TIOCPeJHUKA MEeXKJy KJeTKaMHu opraHusMa - norpeoutensmu O, u
K/IeTKAMH KOCTHOTO MO3Ta - TIPOAYLIEHTaMH TeMOIIOOMHCO/epsKall[uX KJIeTOK
SPUTPOHA.

Honroe BpeMsi He yzaBajaoCh OIpefenuTh NMpUcyTcTBre D110 B KpOBU WM Moue
HOpPMaJIbHBIX >XMUBOTHBIX WM 3I0POBBIX JItOAeW. ITH HeyAauHble TOTBITKU ObIIH
CBSI3aHbl C OTCYTCTBUEM JOCTaTOYHO UYBCTBUTEJIbHBIX METOJOB TeCTHPOBaHUS

FOPpMOHd, TIOSBJIEHME WM YCOBEPILHIEHCTBOBAHME KOTOPLIX B TIOC/eAYHOIIHE TI'ObI



M03BOJIW/I0 YCTAHOBUTH M KOJIMUECTBEHHO M3MepuTh cogepkanue D110 B riasme
KPOBU U B MOUE 310POBBIX JIFOJEH.

HoxkaszaresnibctBa 1ipucyTcTBUs OO He TO/NBKO B TUIIOKCMYECKHWX, HO U B
HOpPMaJIbHBIX YC/IOBUSX ObUTM KpaiiHe Ba)KHBIMH 11 000CHOBaHHUS Te3HcCa O TOM,
yto JOIIO mpuHMMaeT ydacTue B (DHU3MOJIOTMUYECKOM PEery/siliii 3pUTPOMo33a U
KOHTPOJIUPYET e€)KeJHeBHYIO TTPOAYKLIUI0 SPUTPOLIUTOB.

O6men >kene3sa. XKene3o (Fe) mnpuHAfIeXUT K BOCBMOW TpyMIe 37€MeHTOB
nepuoauueckor cuctemol /I.MI. MeHpeneeBa (aToMHbIM HOMep 26, aTOMHBINA Bec
55,847, myoTHOCTH 7,86 T/CM). YHUKa/IbHAsE CTIOCOOHOCTD ’Kejie3a U3MEHSITb CBOe
COCTOSIHME  OKHUC/JeHUS W  OKHUC/IUTe/TbHO-BOCCTAHOBUTEBHBIM  MOTEHLUA
(Ba/IeHTHOCTh) B OTBET Ha CMEHY COCTaBa OKPY’KAKIIUX JINTAHJIOB [le/laeT 3TOT
MeTaslyT Heo6X0JUMBIM TIOUTH BCEM >KMBBIM CyIliecTBaM. JKesie30 JIeTKO BCTyTIaeT B
OJJHO3JIEKTPOHHbIE OKUC/IUTE/IbHO-BOCCTAHOBUTE/IbHbIE DeaKI|uM, Mepexofisi MpU
stom mexay Fe®- u Pe*-cocrosuusmu. YKenesocomepskariye Oe/IKU SBISAIOTCS
K/TFOUeBbIMH KOMITIOHEHTaMU MHOTUX OMOJOrMUeCcKUX TIPOL[eCCOB, TaKUX Kak
JHepreTUUYeCKUii 0OMeH, TPaHCIIOPT KUCIO0po/a, pervivkanus U perapaius JHK,
HelTpanu3alysl aKTUBHBIX (POPM KUC/IOPOZa U MHOTHX APYTUX, KaTaau3upyeMbIX
(depmMeHTaMU - OKCUTeHas3aMu, TepokcureHasamMu M T.1. OfHAaKO Te ke camble
XMMUUECKHe CBOMCTBA >Kejie3a /leJIaloT ero OnacHbIM [i/isi opranusma. laxe masoe
KOJTMUeCTBO «CBOOOAHOTO» JKeje3a MOMKeT KaTa/JM3upoBaTh 0Opa3oBaHUe
BBICOKOTOKCUYHBIX paJMKa/jioB. buosmornueckasi 1jeHHOCTb >Kejle3a OrpejesseTcst
MHOTOTPaHHOCTBIO €ro  (yHKLMM, He3aMeHMMOCTBbKO [APYrMMU MeTa/JlaMu B
CJIOKHBIX OMOXMMHYECKHX TIpolleccaxX, aKTUBHBIM yyacTUeM B KJIeTOUHOM
JIbIXaHud, obecrieurBaroileM HopMalbHOe (YHKI[MOHMPOBaHWE TKaHeW |
OpraHu3Ma YeyioBeKa.

Bce »kene3ocofepskaiijie U >kefe303aBUCUMble 0e/IKM 10 XapaKTepy WX CBS3U C
TUM OHO037IEMEHTOM, a TakKKe C YUeTOM MX (YHKIJMM MOYKHO pa3/le/IUTh Ha YeThipe
TPYIITbI, B TOM YKC/Ie TPHU COCTaB/SIIOT cmabu/bHbIll Ny Xceae3d U OfHA TPyIIa

- 1a6UAbHbIL Nya JHcenesd.



CmabuabHblill nyn dicene3a. B opraHmsme ero cofep)kaHHe MOXKHO YCJIOBHO
pa3lie/iIuTb Ha K/1emouHoe, HeK/emouHoe W Jcene30 3anacd. KneTouHoe >kesie30
BBISIB/IIETCSI B TEPBYHO OdYepe/lb B TeMOMNpPOTEMHAaX, OCHOBHBIM KOMIIOHEHTOM
KOTODBIX SIB/IIeTCS TeM. OTO camas Oosblass Tpyrma ¢GeppornpoTernHOB,
oObeivHsIOIasi reMco/iepXKallive Oeslku, BK/IHOUaeT TMPUOIU3UTeNbHO 2/3 Kese3a
opranum3mMa. K HUM OTHOCATCA TreMoOI/IoOMH, MHOITIOOWH, HeWporIo0ouH,
IIMK/I0O0OKCUTeHasa, IUTOXPOMbI JibixaTe/abHOM 1ieru (al, a3, bl, b5, c), uuroxpom
P450, karamaza, Tiepokcuja3sbl (MUe/IONepoKCcH/a3a, TUPeolepoKCH/Ia3a,
NAaKTOTEepOKCHasa) U JIp.

I'em siBNsieTCSI KOHEUHbIM TIPOJ[YKTOM B 1ielM TipeBpallleHU TMopbHUpHHOB B
pe3ysibTate BK/IOYeHUs Fe,B TpOTONOpP(GHPHUHOBOE KOMBLO TIPU y4aCTUHU
(deppoxenarasbl, UyBCTBUTETLHOM K BO3/IeliICTBUIO CBUHIIA. YTHETeHHEe aKTUBHOCTU
3TOro ¢hepMeHTa HapyllaeT YTHU/IM3ALUIO >Kejie3a, U OHO MOXXeT HaKarlJIuBaTbCs,
CBSI3bIBAsICh C APYyruMU OenkaMu W draHgaMyd. Bce KeTKW opraHu3Ma MMeROT
reMcoziepkaiiiie 0e/lku, II09TOMY CHHTe3 TeMa MAeT BO BCeX KJIeTKax, 3a
VCK/TIOUEHHEM 3PUTPOLIMTOB, He UMEIOIUX, KaK U3BeCTHO, 0e/IOKCHHTEe3UPYIOIIei
CHCTEMBI.

I'emo2106uH, cofep KaIMCS B 3PUTPOLIMTAX, BBITIO/HSIET Ba)KHYIO /IJIT OpraHu3Ma
ra30TPaHCIOPTHYHO (PYHKI[MIO - TTIEPEHOCUT 5K30Te€HHbIM KMCI0DOA U SHOTeHHbIN
YITIEKAC/IbIM Ta3. ['eM SB/sIeTCd KOHEUYHBIM MPOAYKTOM B LieMM MpeBpallleHuM
noprprUHOB B pe3y/ibTaTe BK/IHOUeHUs Fe, B MpoTOonopdUPUHOBOE KO/BIO TpHU
ydyactTuu (eppoxesiarasbl, UyBCTBUTETbHOM K BO3[EMCTBUIO CBUHIlA. YTHETEHUE
aKTUBHOCTH 95TOro (epMeHTa HapylllaeT YTWIM3al[dI0 >Keje3a, U OHO MOXKeT
HaKarIMBaThCsl, CBS3bIBAsICh C JIPYTUMU Oe/IKaMU U JTUTaH/IaMHU.

Muo2enobuH - pbIXaTe/lbHbIM 0e/IOK CcepieyHOl U CKeJeTHOM MYCKY/IaTyphl.
OcHoBHOM (yHKIMEH MHOIVIOOMHA SIBJISIETCS TPAHCIIOPTHUPOBKA KUC/IOpO/a depe3
KJIETKY W DEry/siliusi ero coflepXkaHusi B MBbIIILe /11 OCYLIeCTB/IEHUS] CI0KHBIX
OMOXUMHUYECKUX TIPOLIECCOB, JIeXKallluX B OCHOBE K/IETOUHOTo [JbixaHus. OH

cogepxut 0,34% kenesa. MuoroOMH JIeMIOHUPYET KUCIODOM BO  BpeMsi


http://www.lsgeotar.ru/pharma_mnn/1245.html?XFrom=www.rosmedlib.ru
http://www.lsgeotar.ru/pharma_mnn/1245.html?XFrom=www.rosmedlib.ru

COKpalleHHs MBbIlIL, a MPA HUX MOpPaXeHWH OH MOXKeT MOonafarb B KPOBb M
BbIIENSATHCS C MOUOH.

I'embl - KOMILJIEKCHbIE COEUHEHUsI TOP(MUPUHOB C [ABYXBaJEHTHBIM JKee30M,
Hecylllie OAWH WIU [IBa aKCUa/bHbIX juraHga. Cneaytoijas Gopma KI€TOYHOTO
XKesesa - Jcene3ocooepxcaujue pepmeHmbl He2eMUHOBOU 2pynnbl. ITO HEreMOBOe
)Kesie30, BKJIIOYAIOLee >Kese30-CepHble Oefmkd U kene30(aBONpoTenpl, K
KOTOPbIM OTHOCSITCSI HereMoBbIe (DepMeHTbI MUTOXOH/PUM, TaK)Ke y4aCTBYIOLME B
TPAHCIIOpTe 3/7eKTPOHOB W MMeoIe B CBOeM cocTaBe OoJibllle >kese3a, 4yeM
LIUTOXPOMBI. Ota rpymra BKJIFOYaeT HAJH-peruaporeHasy,
CYKLUMHATJeruAporeHasy, KCAaHTMHOKCHJa3y, a TakKXe CreLyaJru3upOBaHHbIN
)Keye30cepHbli  0e/loK  HyKJIeMHOBOro  oOMeHa  pUOOHYK/IeOTUpeayKTa3sy,
OKCHI'eHasbl, B TOM UHMCJie JIMTIOKCUTeHasy.

HeknemouHoe J#cene30 npeCcTaBieHo 6esKkamMu TpaHC(peppUHOM u
NakTo(eppyuHOM,  COJEpXKalllUMHUCSI BO BHEK/JETOYHOM MPOCTPAHCTBE U
OCYLLECTB/ISIFOLIMMUA TPAaHCIOPTHYIO (PYHKLIMIO MO OTHOLIEHWIO K MOHaM JKeJie3a.
TpaHcdeppuH - 6en0K 11a3Mbl KPOBU, OTHOCSIIUNCA K [3-rmo0ynrHaM. OCHOBHBIM
VWCTOYHUKOM ero CHHTe3a fIBJ/IIeTCH MedyeHb. 3a CYyTKU MPOU3BOAUTCS A0 12-14 mr
OGenmka Ha 1 Kr Macchl Tela, 4YTO COOTBETCTByeT 5-9% Bcero KoJM4YecTBa
TpaHcdeppuHa. JlakTodeppruH - 0e/iOK, TaKXe OTHOCSIIUMCI K CeMeMCTBY
TpaHC(heppUHOB, MepeHOCSIINI UOHbI TPeXBaeHTHOTO Kese3a.

BHe KneTOK >Xeje30 OOBIUHO HAXOAWUTCS B CBSI3aHHOM COCTOSIHUM - B BHJIE
KeJsie300e/TKOBBIX KOMIT/IEKCOB. KOHI[eHTpallys ero B Iyla3Me IIHPOKO BapbUPYeT Y
3710pPOBOTO uejioBeka U coctasysieT 10,8-28,8 MKMOJIB//T ¢ OCTAaTOUHO OOMBIIUMMU
CYyTOYHBbIMU KOJIeOaHUSIMM, AOCTUTAIIIMMU 7,2 MKMOJIb/Jl. YDOBeHb >Kejie3a B
rja3Me KpPOBM 3aBUCUT OT psija (GakTopoB: B3aWMOOTHOIIEHUSI TIPOLIeCCOB
paspyiieHys 1 00pa3oBaHusI SPUTPOLIMTOB, COCTOSIHHMS 3arlacHOTo (hoHAA >Kese3a B
JKeJyIOUHO-KUIlleuHoM ~ Tpakte. OpHako Haubosiee  Ba)KHOM  ITPUUHHOM,
omnpefie/isIOIIEN YPOBEHb IIJIa3MEHHOTO J’Kejie3a, SB/SIETCS B3aWMOZENCTBUE

IMMpo1eccoB CMHTE3ad W pacClladd SPUTPOLIUTOB.



TpancgpeppuH tipeficTaBnsieTr  coboii  kesie30CBsA3bI-Batoluii  Oeok.  OO1mas
KeJsie30CBsI3bIBaloIas CroCOOHOCTL T1a3Mbl, XapaKTepH3YHOIIasicsl MpaKTHYeCcKu
KOHI[eHTpalveli TpaHcdeppuHa, Konebmetcs ot 44,7 mo 71,6 MKMoOsb/A, a
cBoOO/HAsi  ’Kesie30CBsI3bIBaloOIjasi ~ CIIOCOOHOCTH -  pe3epBHass  €MKOCTh
TpaHceppuHa - coctasnsieT 28,8-50,4 MKMOB/N y 34,0POBOTO UeioBeKa.
CuHTe3upyeTcsi TpaHC(hepprH MPeUMYILeCTBeHHO B MapeHXWMAaTO3HbIX KJIeTKax
rneyeHd. PyHKIMM TpaHChepprHa B OpraHM3Me IMpeACTaB/SIOT 3HAUWUTe/TbHBIN
uHTepec. OH He TOJILKO TIEPEHOCUT >Kejie30 B pa3/iMuHble TKaHU M OpraHbl, HO U
«y3HaeT» CHHTEe3UPYIOIl[ieé TeMOITIOOMH PpeTHKY/OLUThI U, BO3MOKHO, [pyrue
HY>KJarollecs B >kejie3e KieTKu. TpaHcheppyH OTAAeT »kene30 UM TOMbKO B TOM
c/lydae, ec/id KJIeTKU UMeRT crieljuduyeckre peLenTopbl, CBSI3bIBalOIIMe JKesle30.
Kpome Toro, TpaHcdeppuH o6saziaeT 3alUTHOU (yHKI[MeH - TIpefoXpaHsieT TKaHU
opraHu3Ma OT TOKCUUeCKOro AeicTBUs >kene3a. OfHa MosieKyna TpaHc(eppuHa
CBsI3bIBaeT [iBa MOHA TPeXBaJIeHTHOIO jKese3a, a 1 r TpaHcgeppuHa - 0Komo 1,25 mr
)KeJie3a, UCXOZsT U3 Uero MOXKHO OTpefie/IuTh 00lijee KOUUeCTBO Kesie3a, KOTOpoe
MOJKET CBfI3aThb ChIBOPOTOUHBIM TpaHCc(eppuH. OHO MNpUOMMKaeTCs K BeIUUYMHE
00111eii yKeJsie30CBsI3bIBaIOIIel CTIOCOOHOCTH ChIBOPOTKH KPOBH.

B auarHocTuke geduiuTa >Kese3a WUCIOMb3YHOT PACUETHYHO BEJIUUMHY - TPOLIEHT
HachllleHUs1 TpaHcdepprHa >kene3oM (TO eCTb OTHOLIeHWe KOHLIeHTpaluu
CHIBODOTOYHOTO >Keje3a K MaKCUMajbHOM >Kese30CBsI3bIBalolllell CriocoOHOCTH
TpaHC(eppyHa CHIBOPOTKHM, BbIpa)KEHHOe B TMpolieHTax). B Hopme TIpOLeHT
HachbIleHUs: TpaHCheppUHa Kee30M cocTaBsieT 0Ko0 30%, Mpy HeA0CTaTOUHOM
TOCTYIJIEHWH >KeJie3a B OpraHu3M 3TOT TT0Ka3are/ib CHIXKAeTCsl.

OmnpesiesieHre ypOBHSI TpaHCheppyHa WCMOMbL3YIOT TI/IaBHBIM 00pa3oM B
quddepeHiabHOM — JUarHOCTHUKe — >Keje3ofeuiuTHbIX  aHemuit  (PKJA),
XapaKTepU3YIOLIUXCS CHWKEHUEM COZiepKaHHsl ChIBOPOTOUHOIO >Kejie3a, POCTOM
yPOBHsSI TpaHC(eppyHa W COOTBETCTBEHHO CHI)KEHHEM TIPOLIeHTa HacChIeHUs
TpaHcdheppuHa xesie3oM. CopiepkaHve TpaHcheppuHa y >keHiMH Ha 10% Bbiille,
yeMm y My>kurH. B III TpuMecTpe GepeMeHHOCTH KOHLIeHTpalusi TpaHC(eppuHa B

CHIBODOTKE KPOBU MOKeT TMOBBICUTECS Ha 50%. KoHijeHTpaius 3toro Oeska



CHIKAeTCsl Y MOKWIbIX jtofeld. [Ipy BocraneHun TpaHCheppUH MPOSIBIsSeTCs Kak
HeraTUBHBINA OesloK ocTpoii (pa3bl (ero KOHI[eHTpPAI[Ms IMPH 0CTPo(a3HOM OTBeTe Ha
BOCIMa/JieHue YMEHbIIIAeTCs).

JlakmogbeppuH, TaKKe >Kene30CBS3bIBAIOIIMN OenloK, 0oOHapykeH BO MHOTHX
OUOMOrMYeCcKUX >XKUAKOCTSAX: MOJIOKe, Cre3ax, >Ke/luM, CUHOBHA/bHOU KUIKOCTH,
MaHKpeaTM4eCKOM COKe U CeKpeTe TOHKOro KuilleyHHka. Kpome Toro, OH
Haxo[UTCS B Criel(rueCcKMX BTOPUYHBIX I'PaHy/Iax HEUTPOPUIbHBIX JTEMKOLIUTOB,
obOpa3ysich B K/eTKaX MUeJIOMAHOrO psifia CO CTaAuu TpomuesornuTa. [logo6HO
TpaHc(eppuHY, JlakTopeppuH CriocobeH CBS3bIBATh /[Ba aToMa keyie3a. OH COCTOUT
Y3 OZIHOM TIOJIUTIENTUIHOM 1[eTIOYKH, MOJIEKY/ISIPHBIN BeC MpUOIM3UTEeNIbHO paBeH
80 000. B dwu3MoMOrHUeCKUX YCIOBUSAX 3TOT >Kee30CBs3bIBAIOIUM  OesloK
HachblIleH xese3oM 10 20%, B HUUTOXKHBIX KOJIMUeCTBaX OH CONEPKUTCS B IIa3Me
KpOBH, OCBOOOXK/asCb B Hee W3 HEUTPOMUILHBIX JeMKOIUTOB. HecMoTps Ha
CXOXKeCTb JlakToepprHa W TpaHchepprHa, 3TH >Kee30CBsI3bIBaloIe Oesku
OT/IMYAKOTCS APYT OT Jpyra M0 aHTUTeHHBIM CBOMCTBAaM, COCTaBy aMHUHOKMUCJIOT,
OesTKOB U YTTIeBO/IOB.

)Kene3o 3anaca - OenkoBble coeAuiHeHUs (eppUTHH W TeMOCHIEPUH C
NpeUMYILeCTBEHHbIM ~ OTVIO)KEHWeM B  T[leUeHH, Cejle3eHKe U MbILILax.
3aZielicTByeTCsl TP HeOCTaTKe K/IeTOYHOTO >Kese3a. Haubosibiliee KOTAYECTBO
)Kese3a (3a BbIUETOM KPOBU) COZIEPKUTCS B CJIEYIOLIMX OpraHax: cesje3eHka (336
MKT/T), nerkve (319 Mkr/r), nmeuenb (195 MKr/r), mbiuibl (7o 27,9%, B BuUze
muornobrHa 21,9%, dheppurrHa 6,91%), neuens (7,8%, heppuTHH, TeMOCH/IEPUH).
deppumuH ¥ 2eMOCcuOepuH SIBJISIIOTCSI OCHOBHBIMU CO€IMHEHUSIMU, COJlep>KallMU
3arachl JkKejme3a B KneTke. OHM  HaxXofsSTCs  I7laBHBIM — o0Opa3oM B
PEeTUKY/I09H/I0Te/IMaIbHOM  CHUCTeMe T[leueHH, Cefle3eHKM W KOCTHOTO Mo3ra.
[Tpubnu3uTeILHO 1/3 pe3epBHOro Kejesa opraHvsMa yeJioBeKa,
MpeMMYIeCTBEHHO B BUJe (heppUTHHA, TajJilaeT Ha JI0/I0 MeyeHU. bosblias yacThb
)Keje3a TIeueHW HaXOAWUTCI B Komruiekce ¢ OenkoM ¢GeppuTHHOM WM
remocugepuHoMm (ripumepHo 80%), 5% accolmupoBaHo ¢ TpaHCheppuHoM, 2% - C

remMoM, d OCTaBlIaACA YaCTb HAXOAUTCA B 71a0MIEHOM ITyJjie Kejie3a. 3arachl >kene3a



MOTYT OBITH TIPH HEOOXOAMMOCTH MOOW/IM30BAaHBI /11 HY)KJ OpraHH3Ma H
TIPeJJOXPaHSIOT ero OT TOKCUYHOTO /1efiCTBHsI CBOOOIHO LIMPKYTUPYIOIIEro »eJie3a.
deppumuH - tuapodUIbHasS MoOJieKyna, cocTosias w3 24  cyObeAuHHUI],
dbopmupytomux nonyto chepy. BHyTpu 3Toit chepbl MoxeT padmecTuThest 10 4500
aToMOB >kesie3a. CuHTe3 (eppuTHHA WHAYLIMPYETCS TPU BBICOKOM YPOBHE
BHYTPUKJ/IETOYHOTO JKesie3a Y TOJaB/seTCsl TIPU HeXBaTKe Jkesie3a. JTa perysisiLys
orocpe/lyeTCs CHUCTeMOM >Keje300TBeTCTBeHHbIN 3/eMeHT (IRE) - >keneso-
perynstopHbiii  Genok  (IRP). CuHTe3 (QeppuTHHa TakXe peryaupyeTcs
LJUTOKWHAMH, TaKUMU KakK UHTepdepoH-y, uHTepaeiikul-1 u -6 (MJI-1 u UJI-6).
Herpamauyst dbeppuTHHa U, CleoBaTebHO, BLICBOOOXKIEHUEe >Keje3a MOMOraroT
MOOW/IM30BaTh >Kene30 [jis HYXK7A KIeTKu. B mpoljecc Aerpafauyy BOBJeueHbI
TPOTE0COMHBIW U JIM30COMHBIW arraparbl KJIeTKH.

I'emocudepuH - HepacTBOpHUMasi B BOJie MOJIeKy/1a, TPUCYTCTBYIOLasl B TM30COMaXx.
7Keneso, xpaHsieecs B KOMIIEKCEe C TeMOCHIEpPMHOM, rOpaszio MeHee JOCTYITHO U
MeHee 3((}eKTUBHO B MPOAYKIMH CBOOOAHBIX PaJMKaloOB, YeM B KOMILIEKCe C
(heppUTUHOM.

CyijectByeT nabunbHBIA Ty >kene3a - oT 80 g0 90 mr: >keme3o, TMOKWZArOIIee
naasMy  KpOBW, TIpOXojsillee B  MHTEPCTULIMA/TIbHOE  TMPOCTPAaHCTBO, B
MEKK/JIETOUHble TIDOMEXYTKH, T[e OHO MOXXeT CBSI3bIBAaTbCSI C KIE€TOYHOU
MemMOpaHO#, a MOKeT BO3BpalaTbCsi o00OpaTHO B TIuiasaMy KpoBu. Ero
CyllleCTBOBaHHWe ObII0 YCTAaHOB/IEHO B SKCIIEPUMEHTaX C paZUO0aKTHBHBIMU
y30TOMaMu Jkene3a. IlojaratoT, UTO JaHHBIA IyJ JKeje3a COCpPefOTOYeH B
nmuMmdaTUYeckod CHUCTeMe WM [elOHUPYeTCsd B LUTOIUIa3Me KJ/IeTOK BHe
KoMmriiekca ¢ epputrHoM (Tabs. 1).

Memab6oausm diceneza B HOpMe TIPe/[CTaB/sieT 3aMKHYTYHO CHUCTEMY W SIBJISIETCS
OJHUM U3 CaMbIX BbICOKOOPTaHM30BaHHBIX TIPOLIECCOB, MPU KOTOPOM TPaKTUYeCKU
BCe JKese30, BbICBOOOXK7arollleecsi TIpM pacraZie TeMOrioOMHa U JIPYTUX
Keyie3ocofiepsKaiux 6enKkoB, BHOBb yTUU3upyetcs (puc. 12). iMmeHHO 103TOMY,

HEeCMOTPSA Had TO UTO eXXeaAHEBHO a6c0p6preTc;[ " BBIBOAUTCA JIMIIBb OUE€Hb MdJ/iOe



KOJTMUeCTBO >Kejie3a, ero MeTtabo/M3M B OpraHu3Me OdeHb JUHAMHUUHBIM (Aisen,

1992; Worwood, 1982).

Tabnumua 1. Tunel, KOHUEHTPaUWA M 00LLEE KOMMYECTBO MMENE3A B OPraHU3IMe

KoHueHTpagma, mMr Fe/wr
T #enesa

HEH LB |M WM MHEI

KDY HHLMOHANEHOE MENes0
[emMornobuH 31 28
MMuornoGuH 5
[emMoBble fepMEHTEI
Heremosele depmMeHTEl
TRAHCNOPTHOE Heneso

=

=

TpaHcgepprH =1 (0,2 =1 (0,2
e nesn 3anaca

DeppiH iz ul
[EmMOCKHOEDMH Kl 2
Obwes konuuecTeo |50 K0

OOmMmeH >keJsie3a B OpraHu3Me MOXXKHO pa3zie/TuTh Ha TISATh 3TaroB (¢a3):
1) BcachiBaHMe B >KeTyNOYHO-KUILIEYHbINA TPaKT;

2) TPaHCIOPT B TKaHY;

3) yTUIM3aLus TKaHsIMU;

4) 1eMOHUPOBaHUE;

5) 9KCKpelUs U TI0Tepsi >Kese3a.

DeppUThH
CbIBOPOTKM

SpuUTponoas

DepputH

NabunbHeliA
nyn xenesa

-6

TpaHcdeppuHa

DdeppUTHH

#

FeMocugepuH

SpUTpOLMTEI
Puc. 12. O6MeH >kefnie3a B OpraHu3me
da3za 1 - ecacbigaHue 8 #ceay0oUHO-KUlleuHblll mpakm. JKene30 BCcachIBaeTCsl Kak

B BH/le TeMa, TaK U B HereMoBOW (pOpMe C TOMOLbI0 BOPCMHOK BepXHeW 4acTu



TOHKOTO KuilleyHrKa. COaslaHCHpOBaHHasi eXXe[HeBHasl [jeTa CONEPXKUT OKOJIO 5-
10 mr >kene3a (reMOBOIO ¥ HEreMOBOI'0), HO BCachIBaeTcst MiLb 1-2 Mr. B kenyzke
TIPOMCXOAUT WOHM3AIMs yKejie3a IMyTeM KOMITJIeKCOBaHUSI C OMOKOMITOHEHTaMH
JKeTyJOUHOro cokKa. JKene3o TOCTyraeT B JAyOfeHYM W IPOKCUMAa/bHBIA OTHes
Toll[eli KMIIIKM, TJle BcacbiBaeTCs He Oosiee 1-2 Mr jkeme3a B CyTKU (3aBUCHUT OT
00ecrieyeHHOCTH OpTraHU3Ma >Keyie30M).

Ons  merabonusma >kene3a Haubosiee BakKHbI K/IeTKW, HaXofslidecs B
3MUTEeTMaTLHOM CJI0e AyOoZieHa/bHOTO OT/ie/la KUIIeYHUKA, - SHTePOLIUThI, KOTOPhIe
SB/ISIFOTC ~ BBICOKOCIIELIMA/IM3UPOBAHHBIMUA  KJIeTKAMH,  KOOPAWHUPYHOLIMMUA
abcopO1Mi0 ¥ TpaHCTIOPT »Kejie3a BOpcHMHKaMu. [loajepskaHve GanaHca ykesesa
CBSI3aHO C JKM3HEHHBIM I[UKJIOM SHTEPOLIUTA, HAYMHAIOIIErocsi C poAOHaYaIbHbIX
MOJIOABIX KJIE€TOK, HAXOASAIIUXCS B KpUITe U MpeoOpa3yloluxcs B 3pesible
SHTEPOLIUTBI HAa KOHUMKax BOPCUMHOK. B  sHTepoumTax  MOPOUCXOAUT
MIPOrpaMMUDPYEMbBIA ~ CHHTE3  HOBBIX HEOOXOAWMBIX  OpraHu3My  OesiKOB,
OTBETCTBEHHBIX 3a abcopO1[1to, XpaHeHWe U TPAHCIIOPT THUILIEBOTO »Kesle3a.
BcacbiBaHue perynmpyeTcs MpOTeMHaMU SHTEPOLIUTOB:

1) nyopmeHanbHeii  muToxpom B (DcytB) -  oGmamaer  deppookcuga3Hoi
AaKTUBHOCTBIO,  TI€PEBOJUT  TpPeXBaJIeHTHOeE  JKele30 B JBYXBaJeHTHOE
(TpaHCHOpTepa MOHOB ABYXBa/IeHTHbIX MeTa/sioB DMT-1);

2) depporioptun  (ferroportin 1, FPN 1; remoBasi oOkcuja3za) - MpOJBUraeT
JIByXBaJIeHTHOe >KeJsie30 K 6a3osaTepasbHOM MeMOpaHe, OTKyZa >KeJie30 MepexoAuT
BO BHYTpPEHHUE >SMUTeNa/lbHble KIeTKU, U3 KOTOPhIX TOMajZiaeT B Ila3My WA
coefuHsieTcsl ¢ arodeppuTUHOM, 00pasysi ¢eppuUTHH, KOTOPBIM B MOC/IeAYIOIIEM
TepsieTCsl OpraHM3MOM BMeCTe CO CIyI[eHHbIMU K/IeTKaMy KUIIIeUHOTO STIUTe/ NS
3) reectH BMecTe C ¢eppOINOPTMHOM - y4acTByeT B TepeHOoCe ykeje3a uepes
MeMOpaHy 3HTepOLUTa, HO TMPY 3TOM OKHCJISIeT ’Keie30 B TpexXBa/leHTHOe, TakK Kak
TpaHC(eppUH TIPUCOeAUHSIET TOIbKO TpeXBajeHTHOe >Xene30. ['edheCTMH OYeHb
CXOZleH C 1iepy/loryia3MUHOM, KOTOpBIM Toxe 00mazaeT QeppooKcHa3HON

dKTUBHOCTBIO U PETry/IMPYeT KOHLEHTPALIMIO SKCIIOPDTUPYEMOTI'0 KeJjie3d U3 KJIETKH B



nja3My (OTBETCTBEH 3a HachllljeHWe aroTpaHC(epprHa >Kee30M U TpeBpallieHue
ero B TpaHc(eppuH);

4) xene3oorBercTBeHHBIN 1eMeHT (IRE) u >xene3operynsropubiii 6eok (IRP) -
ripu u30bITKe kene3a IRP He cBsa3biBaeTcs ¢ IRE, cHI)KaeTcsl CMHTe3 PerienTopoB
TpaHCc(eppUHa, U ’Kene30 He TIPOHMKAeT B KPOBb U TKaHU. [Ipu gedunumre xenesa
IRP B3aumogeiictByer ¢ IRE - TmOBbIIaeTcsi SKCIpeccyss peLenTopoB
TpaHcheppyHa B [IyO/leHa/IbHOM KpUIITe, BCACbIBaHWE >Kejle3a TOBBILLIAeTCS, HO
cofep)kaHue AyoJeHanbHOro (eppUThHa cHWXaeTcs. [IpyM BBICOKOM COJep>KaHUU
»kesie3a IRE v TpaHcriopTep AByxBa/ieHTHbIX MeTa/yioB DMT-1 gerpaaupytor;
5)remyauH  (aHTUMUKPOOHBI TMeNnTHA) - YHUBEpPCATbHBIM T'yMOpaJIbHBINA
perynstop MeTabosii3Ma ykesie3a (OTpULIATe/IbHBINA PETY/SITOP TPAaHCIIOPTa KeJie3a,
COCTOUT U3 25 aMUHOKUC/IOT). [Ipyu u30bITKe ’Keie3a ero CUHTEe3 TenaToLUuTaMu
roBbIlIaeTcs. [Ipy aHeMUM CHUKaeTCsl SKCIIPecCys reHa refniy/iiHa, B pe3ysibTare
Yyero TIOBBIIIAETCS 3aXBaT >Keje3a W3 MakpodaroB (ObICTPO) U U3 KHUIIIEYHHKA
(Mez/IeHHO);

6) daktop BbicOKOTO Fe (High Fe), Ha3BaHMe KOTOpOro Ternepb U3BECTHO TOJBKO B
Bujle abOpeemarypel HFE, - TpancmMeMOpaHHBIM 0el0K ceMelicTBa OesKOB
OCHOBHOTO KOMILJIEKCa TUCTOCOBMECTUMOCTU Kjacca 1 - CBS3bIBaeT peLeNTOpkI
TpaHcheppuHa C BbICOKOW addUHHOCTBIO, O/M3KoM K TpaHcheppuHy, OI0KUpys
BO3MO)XHOCTb COe[MHEHHsI TpaHC(epprHa CO CBOMM peLieTOPOM, UTO CHIKaeT
JIOCTaBKYy >KeJie3a K TKaHsIM.

[TocTyriieHre >kesie3a B OpraHW3M TIPOMCXOJUT Yepe3 CJIM3UCTYI0 00OIOUKy
KUIIIeUHWKA, TAe OHO ajcopbupyeTcs U3 TMUIU SHTepouuTamMu. [Ipoiiecc
OOHOB/NIEHUS] KUIIIEUHBIX HSHTEPOLIUTOB TPOUCXOJUT TIOCTOSIHHO. OHTEPOILUTHI
TiepeMeIaroTCs U3 CK/IaZIoK CJIM3UCTON 000/I0UKHM K BepIIIHE BOPCUHOK TTPUMEPHO
3a 24-36 4 ¥ 3aTeM MOCTeNeHHO OTTOPralTCsl B MPOCBET KUIIeYHUKA (CyMMapHOoe
Bpems JkKu3HezesaTeTbHOCTU - 48-72 u). Ilpu 3TOM Ha anMKaJbHOM MemOpaHe
PACITO/IOKeHbI  TPAHCTIOPTHBIE, PETrYy/ISTOpPHble ¥ BCTIOMOTaTe/bHble Oenkwy,
obecreurBarolie afcopbimto, TpaHC(hOpMalLFo U TPAaHCIIOPT reMa ¥ HereMoBOT'O

XKejiesa B KIIETKY. Ea30J1aTepaanaﬂ M€M6paHa U TIOIr'DaHHUYHAas 00/1aCTh



SHTEpPOLIUTA SBJIAKOTCSI HOCUTE/ISIMU TPAHCIIOPTEPOB U MeAuaTopoB Ilepexoja
)Kerne3a B KpPOBb C ydacTveM (hepporopThHA, TPaHC(EepPHUHOBBLIX pPeLieNTOpPOB U
HFE, rge >kene3o HaxoAWUTCSI B CBSI3aHHOM C TpaHC(EppUHOM TPaHCIIOPTHOM
KoMmIuiekce. He 3KCriopTUpoBaHHOe B I1/Ia3My JKeJle3a y[ajsieTcs U3 opraHvsma Ipu
CTYILLIMBaHUU SHTEPOLIUTOB.

Perynsitivisi aficopOIuu kesie3a TIPOMCXOAUT Ha alMKaJbHOW M 0a3osarepanbHOM
MemOpaHax. [Ipu »3ToM anuKajbHasg MemOpaHa CrieljMa/JvM3UpOBaHa st
norioiieHus rema u Fe® u3 Boge! v vy, a 6a3o/arepaibHas MeMbOpaHa SB/ISeTCs
MeJUaTopoM Iiepexofila ’kKeje3a BO BHYTPEHHUE SIIUTe/IMajibHble KJIeTKU [Jis
Jla/IbHEeUIIIer0o  ero  MCIO/b30BaHWS — opraHu3moMm. JKeses3o, KOTOpoe He
SKCIIOPTUPYETCH B I1JIa3My, TEPSIeTCS TIPY CIYLMBAHUN BHYTPEHHEr0 SITUTeJIUS.

Ha anuKanbHOM IMOBEPXHOCTH SHTEPOLIMTOB IPOMCXOAMT CBsAsbiBaHue Fe’' us3
MylIMHa C AyoJieHa/sbHbIM 1uToxpomMoM B (DcytB). [lyogeHanbHbid 1fuTOXpoM B
aBnseTcs  (eppupeyKTa3oi, BoccTaHaBauBaeT Fe® no  Fe®, uro gemaer
BO3MOYKHBIM T1epeHO0C eje3a ¢ yuactuem DMT-1.

OTOT TpaHCIIOPTep BLICTYIAeT TMpe/cTaBUTesieM OOMbILIOT0 ceMelcTBa OeJKoB,
OCYIIeCTBJ/ISIFOLUX TPAHCIIOPT Pa3/IMUHBIX [BYXBAaJIeHTHbBIX HOHOB MeTaJljIoB,
OHAKO ero OCHOBHOMW (PYHKIMEeH SB/sIeTCs TpaHCMeMOpaHHbIM mepeHoc Fe®'. Y
yesioBeKa OH KozaupyeTcsl reHoM SLCI11A2. YpoBeHb 3KCIIpeCCHMU TpaHCIopTepa
DMT-1 B sHTepoLMTax KPUMT 3aBUCUT OT 00eCIiedeHHOCTH Keie30M OpraHu3Ma B
1esioM. MHbopmalus TOCTyraeT B SHTEPOLUMTHI C >Kejle30TpaHC(hepPUHOBBIM
KOMIUIEKCOM  yepe3  0a3o/jarepajibHy0  MeMOpaHy  TyTeM  peLenTop-
orocpefjoBaHHOro  3HAouMTOo3a. [Ipoucxoaut TiporpaMMuUpoBaHVe  YPOBHA
AaKTUBHOCTU IHTEpOLIUTA B YaCTU ero CroCOOHOCTH K TOIVIOIIEHHIO Keje3a. JTa
rporpaMMa COXpaHsIeTCsl B TeUeHue BCero repuoja >KUsHeesTe/TbHOCTH KJIeTKU.
Bo3Mo)kHO, Ha 0a3omnarepasbHOM MemOpaHe K/IeTKHA CYIIeCTBYIOT DPeLlelTOpPEI
Harpy>kKeHHOTO >Kesie30M U CBOOOAHOTO OT MeTaj/ula TpaHC(heppuHa, KOTOpbIe
peryyivpyloT BXOJ W BBIXOJ, TpaHC(eppuHa COOTBETCTBEeHHO. M3-3a CHWKeHUs
coJilepkaHHsi BHYTPUK/IETOUHOTO >Kesie3a AuddepeHIMPYIOIIMeCcs SHTEepOLUTHI,

MUI'pUDYIOIIKE K Be€pPIIMHE BOPCHHOK, HAYWHAIOT Bblpa6aTbIBaT]> ITOBBIIIIEHHOE



kommyectBo DMT-1, B pesynbraTe uero yCWUIMBaeTCd 3axBaT Keje3a. IOTOT
Tripoljecc 3aBUCHUT OT Oesika remoxpomaro3a HFE. Benok reMoxpomaro3a uesioBeka
kogupyetcs reHoM HFE. I'en HFE pacriosiokeH Ha KOPOTKOM Iljleue XpOMOCOMBI 6,
nokyce 6p21.3. benok, KoAUpyeMblil 3TUM T'eHOM, SIBJISIeTCST MeMOpaHHBIM Oe/TkoM,
KOTOPBIM CBSI3bIBA€TCS C P2-MHUKPOIIOOy/MHOM. CuuTaeTcsi, uTto 3TOT 6esioK
BBIMIOJIHSIET (YHKLMM TI0 KOHTPOJIFO  BCACbIBaHUSA  JKejie3a, Pperyaupys
B3aMMO/Ie[iCTBUe  pelienTopa  TpaHCcpeppuHa ¢  TpaHceppuHoM. B
HopMme HFE sKkcripeccupyeTcs B SHTepoLjMTax KpUNT [AyOLeHyMma, I7e OH
pacrioyio)keH TPEUMMYIIEeCTBEHHO MWHTPALe/UTIOIIPHO U aCCOLMMPOBAH €
petienTopoM TpaHceppuHa TfR. JOToT KoOMIIeKC peryavupyeT ypOBeHb
TIOIVIOLLIeHUS JKeJle3a B KUIIeUHUKe.

Takum o0Opa3om, mytarusi HFE-reHa HapyiiaeT TpaHC(heppyH-0MoCpe0BaHHbIN
3axBaT ’Keje3a SHTepOLUTaMH [BEHaALlaTUIIEPCTHOU KWILKH, BC/Ie[CTBHE Yero
(dopMHpyeTCs JIOKHBIM CHATHal O Ha/JWYMM HHU3KOTO COJep)KaHWsl >keje3a B
opraHu3Me. JTO TIPUBOAUT K TIOBBILLIEHHOW BbIpabOTKe >Kese30CBs3bIBAIOIIETO
b6enka DMT-1 B BOpCHMHKAaxX JSHTEPOLMTOB M, KaK C/Ae/CTBHE, K TIOBBIIIEHHOMY
3axXBaTy ’KeJjie3a, UTO IPO3UT reMOXPOMAaTO30M.

OKCrepUMeHTa/IbHble KCC/IeJOBaHUS CBUJETe/NbCTBYIOT O TOM, UYTO TPAHCIIOPT
)Kese3a U Ipyrux JByXBaJleHTHBIX KOHOB MeTasuioB rocpescrsoM DMT-1 saBnsetcs
pH-3aBHCHMBIM, HO TOUHBIM MeXaHW3M peryaupyroLero gercrsus pH HensBecTteH.
BTropoli myTh TpaHCHOpTa ’Keje3a B KUIIEYHUKe KacaeTCs TPaHC/IOKaLWWA TOIBKO
Fe* u IpoTeKaeT TIpu 1ocpeZiHuYeCcTBe KJIFOUeBOI'0 benka
Mobwideppuna (mobilferrin). Y >kene3oneUIMTHBIX >XUBOTHBIX M DMT-1, u
MoOuepprH COCpefoTOYeHbl Ha anyKaabHOW MOBEPXHOCTHM MUKDOBODCUHOK. B
HTEPOLIUTaX >Kee30 CBSI3bIBAeTCSI W XPAaHUTCS B BUZe (PeppuTHHA, KOTOPIU
BIIOC/IEACTBUU MO0 HWCIOMB3yeTCs, MO0 yhanseTcss B pe3yabrare CAyIUBaHUS
SMUTeNMMAbHbIX K1eToK. KBoTa jkene3a, mpeiHa3HaueHHasi AJisi MeTabonv3Ma B
APYTUX TKaHsX, IepeHOCUTCs uepe3 Oa3osarepaabHy0 MeMOpaHy SHTepOLUTa.
®asza 2 - mpaHcnopm 6 mkaHu. KoHLeHTpalusi »keje3a B KPOBU B OCHOBHOM

KOHTPOJIMDYETCA BBaHMOAEﬁCTBHEM ABYyX Oe/KoB - rerimyaHa 1 (bepponopTMHa,



yTO [JlaJl0 BO3MOXXHOCTb Ha3BaTb 3TO B3aUMOJEWCTBHUE OCBK) TeNUIuH-
dbepporiopTvH. OJTO K/IHOUEBOM MeXaHW3M B peryasiuu obMeHa >Kesesa.
CoorTHollleHHe 3TUX Oe/IKOB peryaupyeT AelOHHPOBaHHE W BBICBOOOXKIEHME
JKesne3a u3 KneTok. EquHCTBeHHast U3BeCTHast MOJIeKY/IsIpHasi MULLIEHb BO3/|€HCTBUS
renyavHa - O0e/ioK (epporopTHH, CAyXKall[uii TpaHCMeMOpaHHBIM KaHaJioM,
TOCPeICTBOM KOTOPOI'O OCYLLeCTBJISIETCS TPAHCIIOPT »Kejle3a U3 I1a3Mbl B KJIETKY.
[Ipu yBenmueHnM ypOBHS »KeJjie3a B Iyla3Me KPOBU YBeJIMUMBAETCS U KOHLIEHTPALUS
reniMJHa, KOTOPbIM CHW)XaeT BCaChbiBaHME >Kejie3a W3 JIBeHaJl|aTUIepPCTHON
KUIITKA ¥ BBICBOOOXK/IeHHe >KeJie3a 13 Jerlo.

TpaHCnOpT U JEeNOHMPOBAHME >Kejle3a B OpraHu3Me OCYLLeCTBI/SIETCS TPYMIon
6enkoB - cuepohUIMHOB (HereMoBble TIMKOTIPOTEUHBI: TPAaHC(EeppUH T1a3Mbl U
nakTodepprH MOJIOKa ¥ OOJBIIMHCTBA CEKPETOB, I7le OH TIpeCTaBieH GemKOBLIM
KOMIIOHEHTOM TpaHy/ TOJUMOPGHO-sSIIepHbIX JielkoiuToB). WX o00beauHsieT
Ha/IMuMe [BYX YUaCTKOB CBSI3bIBAHWS TPEXBA/IEHTHOIO JKeJjle3a.

K sHTepouuty noaxoauT TpaHcheppuH (p-riobynuH). B HOpMe KOHLIeHTpaLUs
TpaHcdeppuHa B 1iasMe - 250 mr/aj, uro no3sossieT csizath 250-400 Mr >kesne3a
Ha 100 mn mia3mbl (Kakgasi MojeKysia TpaHC(epprHa MOXeT HecTd 1-2 HoHa
)Kese3a). JTo oO1ias ykeyie30-CBsi3bIBalOIasi CIIOCOOHOCTb CHIBOPOTKU. Takum
oOpa3oM >kejie30 MoraZiaeT B I[UPKY/IAPYIOIYI0 KPOBb (CHIBOPOTOUHOE >Keje30), a
3aTeM B OpraHbl JeMOHUPOBaHUS (TeueHb, Cejie3eHKY). B janbHellleM OHO
BO3BpalljaeTCcss 00OpaTHO B  LUMPKY/IALMIO B BUZe  amnoTpaHcdeppuHa
(omHoLeTIOUeuHbIH 0e/loK - 700 aMHUHOKHUC/IOT - CBS3BIBAIOIIMICA C JKeyie30M). B
HOpMe TpaHCheppuH HachklllleH >kene3oM Ha 25-40% (Ha 1/3 cBoel
Kee30CBs3bIBAIOIIe ClIOCOOHOCTH).

daza 3 - ymuauzayus mkaHamu. Bcero B opraHusMe uyejioBeka 3-5 I' rKesiesa,
KOTOpOe pacripeiesisieTcss CaeAyroIuM o0pa3om: reMoryiobuH (XpoMOTIpOTen.)
coepXXuT 65% Bcero kejes3a OpraHu3Ma; [IelIOHAPOBaHHbIe (DOPMBI >Kese3a
(bepputHH, remocuzepuH) - 0koJio 25% (15-30%); muormobuH - 3,5%; TKaHeBbIe

(dbepmeHTHI - 10 0,5%); TIpK 5TOM CBIBOPOTOYHOE >KeJie30 - 0KoJio 0,1%.



daza 4 - OenoHuposaHue. DeppumuH - aabuabHbIll nya [pacTBopuMasi
HeTOKCcMYHasg ¢dopmMa B OenkoBoili o0osouke (armodeppuTHH), B I[UTO307€
MPaKTUYEeCKW BCeX KJIeTOK OpraHusMa, Mepuof TMONYyKU3HU - OKojo 60 u].
JlerkofOCTYNHBIA  pe3epB /Ui CHUHTe3a JKeJle30COZeprKaliux COeJUHEHUM.
OcHoBHasi Macca (peppuTHHA COAEP)KUATCSI B KOCTHOM MO3re W PeTUKY/IOLMTaXx,
MoJieKysia (peppuTHHA MOKET ToMeCTUTh 10 4500 aTOMOB TpexBasIeHTHOIO JKeJie3a.
®eppUTHH TakKe siB/isieTCss 6enKoM ocTpoda3HOTO BOCIMA/eHUsI U TOBBIIIAeTCS B
OopraHusMe Mpy UH(EKIUOHHBIX U HeOIJIaCTUYeCKMX TpoLieccax, B TOM UMC/e TIpU
bepemenHoctu. Cofiepkanvie 1 MKr/n (eppUTHHaA B ChIBOPOTKE COOTBeTCTBYeT 10
MKT >Kejie3a B Jlefi0. DTOT MoOKa3aTe/lb HeMH(OpPMaTWBEH MpHU JieYeHUU: TNpUeM
TipernaparoB jKejle3a B TeyeHWe 3 HeJ WIM MapeHTepajbHOe BBeJleHHe JeKCTpaHa
)Keje3a B TeueHHe HECKOIbKUX [Hel BbI3bIBaeT TMOBbIIeHHWEe (eppuThHa [0
HOPMAaJ/IbHOTO U BBICOKOTO.

B meueHn u cene3eHke (B /M30COMax B OCHOBHOM Makpo(garoB) Keyes3o
COeUHsIeTCsl C HepaCTBOPHMMBIMM CybcTpaTamu, obpasysi HepacTBOpHUMYHO (hopMy
JIeTIOHUPOBAaHHOIO ~ Kejie3a TeMOCHUJepUH  (JerpagupoBaHHbI  (eppUTHH),
KOHEUHBI TIPOIyKT 0OMeHa skesie3a, 6e3 6e/TKoBOi 000/I0UKH.

JlakTodhepprH, BEICBOOOXKAAsICh B TIPOL[eCCe AerpaHy/IsLy MoJMMOP(HO-sIIepHBIX
JIEUKOLIUTOB, TIOIVIOL[aeTCss Makpogaramu II0C/Ae CBSI3bIBaHUS C JKeIe3oM,
MPUCYTCTBYIOLMM B HWH(QULIMPOBAHHBIX ydYacTKax. JlakrodeppuH CBsi3bIBaeT
M30bITOUHOE >Kesle30 B JKe/Ny[JOYHO-KUIIIeYHOM TpakTe. B )KeHCKOM MOJIoKe
COZIEP>KUTCST HeHACKIILeHHbIN TaKTOdeppyH, uTo obecrieunBaeT rojjaBieHrue pocTa
KeJie303aBUCUMbIX MUKPOOPTaHU3MOB (Ca/JbMOHe/I/Ibl, KJIOCTPUAUM, OaKTepoupl,
31IIePUXUH, CTAPUIOKOKKH, MUKOOAKTePUH).

da3za 5 - skckpeyusi u nomeps sicene3a. OCylieCTBASIETCS C TIOTOM, MOYOH, KaJjioM,
MyTeM CAYL[YMBaHUS SMNUTE/NUs KUILIeUYHWKA, BbIMaZieHUsi BOJOC M OTpacTaHUs
HorTeii. OO11iast OTeps >Kejie3a OPraHM3MOM He 3aBUCHUT OT T0Jia U paBHa 1 Mr/cyrT,
Yy MEHCTPYUPYIOLUX XKEeHILWH - 2-3 MI/CYT.

B cpeznHeM uenoBeueckoe TeO COAEP)KUT 4 T xese3a. B HOpMasbHOM COCTOSIHUM

1-2 Mr >keme3a eKe[IHEBHO IIOTpeO/iseTC W3 TMUIUA  Jyo[eHaTbHBIMU



sHTepouTamMu. JKeme3o, abcopOupoBaHHOe  JSHTEpPOLUTaMU, TI0  Mepe
HeoOXOAMMOCTH TIOCTYTIaeT B T/Ia3My KPOBH, T/ie CBSI3bIBAETCS C IEPEeHOCUMKOM -
TpaHcheppuHoM. Ecmu Takoil HeoOXOAMMOCTM HeT, TO J»Ke/le30 OCTaeTcsi B
SHTEpPOLIUTax U TOKe BBIBOAUTCS K3 OpraHU3Ma uepe3 >Kemny[0UHO-KUILIeUHBIH
TPaKT B COCTaBe KJ/IeTOK, OTTOPTHYTBIX 0 Mepe M3HOoca. [IpuMepHO 3 Mr xese3a
L[UDKY/IMPYeT B KOMILIeKCe C TpaHCheppyuHOM. JTO JKeje30 TmoTpebssercs
MHOTMMH KJIeTKaMHh, B OCHOBHOM TocpeictBoM TfRI-3aBucumoro perienrop-
VHAYLMPYEMOro 3H/I01UT03a. KieTKu rosyyaroT »kesie30 U3 sia3Mbl KPOBH, TJie B
HOpPMa/JIbHOM COCTOSIHUM OoJibIllasi YacTb >Keje3a HAXOAUTCS B KOMIUIEKCE C
TpaHC(heppPUHOM.

BOJIBIIMHCTBO  K/IETOK CIIOCOOHO TI0/yyaTh JKeje30 U3 J3TOro  KOoMIuIeKca
TIOCPE/ICTBOM peLieNTOp-UuHAyLu-pyemoro sHaouumTo3a (perjentopsl TfRI u TfR2).
TpaHcdeppuH - IMIMKOMPOTEeN I, Cofep Kallyiiicsi B OO/IBILIOM KOIMUeCTBe B Ila3me
KPOBU U C BBLICOKOM a(pOUHHOCTLIO CBA3LIBAIOLMIA ABe Monekyabl Fe®. Ilpu
BHekerouHoM pH ~7,4 xonotpancdeppun (Holotransferrin TF - TpaHcdeppuH,
CBSI3aHHBIN C JBYMSI MOJIeKy/IlaMU yKejie3a) criocobeH ObICTpo cBsi3biBaThest ¢ TTRI.
OHJOLIUTO3 TPOUCXOAUT B OKalMJIEHHBIX SIMKaxX - CIeLAaJbHbIX CTPYKTYPHBIX
oOpa3oBaHMsAX Ha T[Ula3MaTUUeCckori MeMmOpaHe. BcieacTBue WHBarvHaluu
OKallM/IeHHOW $IMKM BHYTPb KJ/I€TKM (DOPMHUPYETCS OKauMJ/IeHHBIA ITy3bIPeK,
KOTOPBIMi OBICTpO TipeBpalllaeTCsi B 3HAOLMTO3HBIN my3bipeK. Kucmas cpena
BbI3bIBaeT M3MeHeHUs Kak B Mosiekysie TfRI, Tak u B TpaHcheppuHe, UTO MPUBOAUT
K [JMCCOLMaLMM TPeXBaJIeHTHOTO kKeJjie3a OT KoMruiekca. [Ipy 3Tom TpaHcdeppuH
OCTaeTCsl CBA3aHHBIM C pererntopoM. /lasmee penykra3a Steap3 BOCCTaHaB/IUBaeT
Fe®" 1o Fe”', KoTopoe TpaHCIIOPTUPYeTCst U3 SHAO0COMBI B LIUTOI/Ia3My C [TOMOIL[bIO
benka DMT-1. TfRl B komruiekce ¢ amoTpaHCeppuWHOM BO3BpalllaeTcs Ha
T7Ia3MaTHyecKyto MmeMOpaHy, T7ie MOKeT BCTyTaTh B HOBBIN L[UK/T SH/IOLIUTO3a.
Bosbliasi yacTh 3TOrO >Kejie3a MpeHa3HayeHa [/isi Pa3BUBAIOLIUXCST SPUTPOLIUTOB
KOCTHOTO MO3Ta, T[ie OHO TIoTpeb/sieTcsi CO CKOPOCThIO MPUMEPHO 22 Mr/AeHb U
WCTIO/Ib3yeTCsl /ISl CUHTe3a reMoriobrHa. 3HauuTe/IbHasl YacThb JKese3a opraHusMa

(65-70%) HaxoguTCA B LMPKYJIMPYROIIMX >putporuTtax. Crapble W



TOBPEX/IeHHble KpacHble KPOBSIHble KJIeTKM YAQJIsOTCS U3 LUPKYIISLUU
MaKpodaraMmu peTUKY/I03HA0Te/uabHON CUCTeMBI, TJie Kejie30 BbICBOOOXKJaeTCst
13 reMoriobMHa Y SKCIOPTUPYeTCs OoOpaTHO B Tula3My WIM 3aracaeTcsi B
KOMIL/IeKCe C (peppUTHHOM. YaCTUUHO >Kejie30 TOCTYIaeT U3 CTapbiX SPUTPOLIUTOB:
nocsie ux (aroyuTo3a Makpodaramud kejie3o Tornajaer B (Parocombl, OTKyJa
peLMpKy/upyeTcss 0o0paTHO B KpOBsiHOe pycsio. 2Keme3o BXOAWUT B LIUTOILIA3My
MakpodaroB Tipu yuyacTud (peppo-MOpTHHA W MojJep>KKe (eppoOoKCHUAa3HON
aKTUBHOCTU 1[epy/ioTla3MHHa W TeMOBOW OKcHzasbl. Kpome Toro, makpodaru
MMEIOT B PpacCIoOpsDKeHUM OesKM-TpaHcropTepel - DMT-1, wHTErpuH-mobus-
dbeppuHOBBIY mpoTerH (integrin-mobilferrin protein - IMP) u 6e1Ku-perynaTopsl -
HFE, apyrue Fe-perynsropHble 6enku. CXxemMaTHUeCKd JaHHYIO KapTHHY MOXKHO
TIPe/ICTaBUTh CJIeIyIOIIMM 00pa3oMm:

1) »xxene3o B Makpodarax ocBOOOX/1aeTcsi U3 MOPPUPHHOBOTO KOJbLia C MOMOIIbI0
reMOBOM OKCH/Ia3bl;

2) ene3o BXOJUT B (harocoMbl MakKpodaroB (B 3TOM IIpoljecCe YuyaCTBYIOT
dbepporioptTiH U Iiepy/ioruia3MuH,  o0OnaflaloIuii  BOCCTAHOBUTETHHOU
CrI0COOHOCTBIO);

3) )kesile30 B H/I0COMAX CBSI3bIBAeTCs C OenkamMH-TpaHcrioprepamu - DMT-1 u
IMP;

4) )Kefe30 TrepejaeTcsi Ha anoTpaHC(eppwH, a 3areM B 3PUTPOLIUTAx
deppoxenaTasa «BCTaB/sieT» [AByXBaJleHTHOe >kejie30 B mpotonopdupuH IX ans
NocTpoeHusi reMa. Takum 00pa3oM jKejie30 CTaperoluX SPUTPOLIMTOB uepe3 psifi
TI0C/IeloBaTe/IbHbIX COeJUHEHUM C COOTBETCTBYIOL[MMU Oe/lkaMMu BO3BpalllaeTcs B
KPOBOTOK, COeIMHSISICh C TPAaHC(hepPPUHOM.

Kpome mocTyTieHus KeJie3a U3 KUIIeYHUKa U ero BLICBOOOKAEHUST U3 CTaperoIiX
PUTPOLIUTOB  CYLEeCTBYeT  ajbTePHAaTUBHBIM  >KeJe30TPaHCIIOPTHbIM  MYTh.
TpexBa/leHTHOe »Kejie30 CBSI3bIBAeTCs C MYIIMHOM, KOTOpBIN Tiepe/ilaeT ero Ha
VHTeTpUH, W [ajee, TIOCJe T[iepexofla B JHTEPOLUT, CBA3bIBAETCS C
MobuieppuTUHOM. KneTKy peTHKY/I03HA0TeMa/IbHON CUCTeMbI BbICBOOOKIAOT

B I/Ia3My MpPUMEPHO 22 MTI >Kejie3a B JleHb, UTO KOMIIEHCHpYeT IoTpeldsieHue
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K/IeTKaMH KOCTHOTO Mo3ra. [Ipyrvie K/eTKd TIOTPeb/sioT »kKeye30 W3 Tula3Mbl B
HeOO/bILIOM KOMWYeCTBe [jisi CHUHTe3a Kejie30Cojepskalux OenkoB, TaKUX Kak
reMcoZiep>kalijie IIUTOXPOMBI U CoOjieprKalljie »Kesie30CepHbId Kyiactep OesKu.
[TpumepHo 10-15% >kene3a opraHu3Ma COAEPXKHUTCS B 3THX Oesikax. OcTaBmMecs
20% comep)kaTcsi B «3allaCHHMKaxX», TPEUMYIeCTBEHHO B Makpodarax u
rerarouuTax. IloTepsi jkere3a OpraHM3MOM TPOUCXOAWT 3@ CUeT C/IYL[UBaHUs
KJIETOK KOXKU M CJIM3UCTOM, a TakKKe TIPU KPOBOIIOTepe.

CucmemHble pe2ynsimopbl 0bmeHa cene3a. TpaHCTIOPT >Kefe3a - CTPOTO
KOHTPOJIUPYeMbIl TPOLIeCC, KOTOPbI MOXXeT pPeryMpoBaThbCsi B COOTBETCTBUU C
notpebHOCTSIMU  opraHu3ma. OTe/ibHbIe K/IeTKU TIOAJeP>KUBAIOT  [O/DKHBIN
BHYTPHUK/IETOUHbI YPOBEHb >Kejie3a, H3MeHsid aKTHBHOCTb COOTBETCTBYHOLIMX
OeNKOB Ha pa3NMUUHbIX YPOBHsX. [IOMUMO Takod «BHYTpeHHel» peryssiuu
KJIETOUHBIM TPaHCIIOPT >Kejie3a MOXKeT KOHTPOJIMPOBAThCSI M3BHE CUCTEMHBIMU
pery/isiTopamMu, 4to Harbojiee XapakTepHO //is1 KJIeTOK PeTHUKY/I03H/I0TeaIbHON
CUCTEMBI, K/IEeTOK [eUeHW W SHTEPOLIMTOB TOHKOW KWILKU. OTKpBITHE HOBBIX
perynsTopoB MeTabonu3Ma ykejie3a BbISIBUIO CIOKHOCTb CUCTEMBbI TMOAJepKaHus
roMeocTasa >keje3a, HO B TO K€ BpeMsi TIOMOIVIO Y/IYUIIUThL oO0Illee MOHUMaHHe
pabOoThI 3TOM CHUCTEMBI.

I'enyuouH. KiitoueBbIM  MOMEHTOM B TIOHMMaHUM  PEry/siUM  CUCTEMHOIO
roMeocCTasa kesie3a ObI7I0 OTKPBITHE PeryssTopHOro benka rernuuanHa. [enuuH -
3T0 6esioK 13 25 aMMHOKUCIIOT. ViMeeT 0cobeHHYH0 BOJIOCOTIO00HYO CTPYKTYpY U
COAEPXXUT  YeTbipe LIMCTUHOBBIX MOCTHMKA, 10 CTPOEHUIO aHa/JorhyeH
TIPOTHBOMHUKPOOHBIM OeJikaMm.

B 2001 r. Park u coaBT. B x0fle MCCeJOBaHUMA MO W3yYeHHUIO aHTUMUKPOOHBIX
CBOMCTB pa3/MYHbIX OHO/IOTUYECKHUX >KUJKOCTeM uesioBeKa COOOIWId O
BbIZIeJIEHUA W3 MOUM 4YeJiOBeKa HOBOTO TMeNTHUja, KOTOpbIM  Ha3Baau
reryauHoM (hepcidin). Ha3BaHue HoBoro mentuja ObUIO TOy4eHO MyTEM
KOMOMWHAIIMX [BYX C/OB: hepar (C /aT. - «TeueHb» - MeCTO CHHTe3a TeNTH/a)
U cidin (c n1aT. - «<yHUYTOXKATh» - MOolUepPKUBaeT aHTUMHUKPOOHbIe CBOMCTBa Oesika).

[To3aHee OBLIO TOKa3aHO, UTO CHHTe3 TeMiUAWHA TPOUCXOJUT U B TYOy/ispHOM



cucTeme 1iouek. Krause v coaBT. He3aBUCUMO OT Park v coaBT. MOMyuYniv MOX0XKUAN
nenTuof, u3 ynasTpaduibTpaTa TaasMbl U Has3Banu ero LEAPI1 (liver expressed
antimicrobial peptide). [loka3aHa TOCIe[0BaTe/ILHOCTL 3pesioro Oenka u3 25
aMUHOKUCJIOT B OT/eJIbHOM OyKBeHHOM Irdpe.

B3auMOCBs3b MexJy TelnuuguHOM W MeTaboIu3MOM >Kejie3a BIepBbie Obla
obHapy>keHa C. Pigeon u co0aBT. B X0Jie WCC/Ie[OBaHUN M0 W3yUYEeHUIO peaKI|vi
TeyeHW Ha Teperpys3Ky kene3om. Crumyssaius obpa3oBaHus marpuuHor PHK
remyaviHa Obla oOHapy)keHa He TOJMbLKO TIPU  aJMMEHTAapHOW WU
rapeHTepajbHOM Tieperpys3ke >Keje3oM, HO U TpPU BBeJEHWH MbIIIaM JIUIIO-
rojiMcaxapyja. OTO a0 OCHOBaHWE CUWTaTh, YTO OOpa3oBaHWe TeniuuHa
CBSi3aHO U C MeTaboMM3MOM JKejle3a, U C UMMYHHBIMHM peakuusmMu. B Gosee
MO3JHUX UCC/IeIOBaHUSAX ObIIO MOKa3aHO, UTO reMLyNH UrpaeT K/IH0UeByl0 POJib B
peryJisiLiy MOIVIOLLeHH JKeJle3a B KUIIEeUHHKe W PELIUPKYIISLMM JKeJjle3a U3 KJIeTOK
MOHOLIMTapHO-MakpodaranbHou cucteMbl. G. Nicolas u coaBT. mokasanu, 4To y
MBbIllleH, JuIlIeHHbIX TeHa USFZ2, OTBeTCTBEHHOIO 3a CHUHTe3 TelLu/uHa,
pa3BuBaeTcsi remoxpomaro3. MMy ObIJIO CZenaHoO 3akK/itoueHue, UTo TernuuJuH
HEraTUBHO B/MSIET Ha MPOL[eCChI MOMIOLEHUS JKejle3a B KUILIEYHUKEe U TOPMO3UT
TIpOLIeCChl PeLUpKY/IaLUU kene3a u3 MakpodaroB. R.E. Fleming u W.S. Sly
TIPeJTIONOXKWINA, UTO W30BITOUHAs TPOAYKIUS TeMUANHA, OTMedaemasl TIpU
WHODEKIMAX U BOCTA/JIEHUH, MOXeT OBbITb OTBETCTBEHHOHM 3a pa3BUTHE aHEeMHH
xpoHuueckux Oose3Het (AXB). TpaHcreHHble MBI, BbIpabaTkIBaroIIHe
CBepX/|03bl TeNLUIMHA, YMUPAIX BCKOPE MOC/Ie POXKIAEHUS OT TSDKeJIoro Jeduuura
)Kene3a. JTO, 10 MHEHHIO aBTOPOB, YKas3bIBajO0 Ha TO, UTO TeMUUJVH SIB/ISETCS
OTpULaTe/IbHbIM PEery/asiTOPOM TPAHCIUIALIEHTAPHOIO TepeHoca ’Kese3a K IJIOfNY.
Weinstein ¥ coaBT. TIPOJIEMOHCTPHPOBAIM [IByX TIAI[MEHTOB C OOJBIITUMHU
aZleHOMaMU TleueH! W COMNyTCTBYOlllel MMKPOLMTApHOH pedpakTepHOU K >keje3y
aHemueili. [lonHass peseKiusi OMyXOaW TIpHBena K OBICTPOMY BOCCTAHOBJIEHUIO
ypOBHSI remMoryiobrHa y 000MX TaljMeHTOB. ABTOPBI YCTAHOBW/IM, UTO MPUUYMHOMN
pa3BUTUS aHeMUU Oblsla U30bITOUHAS MPOAYKIIUS TeMiUArHa OMYyX0IeBOM TKaHbIO.

OTOT HeOO/bIIION nenTua CUHTE3UPYETCA TelnaToquTdaMMu M CEKPETUDPYETCA B



T71a3My KPOBH, Ijle MHIMOHUPYeT SKCIOPT »Kejie3a W3 pa3/juUHbIX TUIIOB K/IeTOK B
KpoBb. [IpofgyKuus remnuujyiHa IOHWKAETCd B OTBET Ha CTUMYJIbI, YCUIUBAIOLLUe
SKCTIOPT JKeje3a U3 KJIeTOK (HeJOCTaTOK KeJle3a, BBICOKMM YPOBEHb 3PUTPOII033a),
Y TIOBBIILIAETCS B COCTOSTHUM, KOTjla HeoOXOJWMO CHHU3WUTH 3KCIIOPT >Keje3a B
CUCTeMHOe pyc/io (M30BITOK >KeJle3a B KDOBH, BOCIIa/ieHUe).

leniuavH criocobeH HerocpeACTBeHHO B3aUMOZEHCTBOBaTh C (PeppOrIOpTHHOM Ha
TOBEpXHOCTH KJIeTOYHOM MeMOpaHbl W UWHAYLMDOBaTh €ro BXOXKeHWe B
L[UTOI/Ia3My M MOC/eyIOIIy0 Aerpajaluio, TMOHWKasi TaKUM 00pa3oM CKOpPOCTb
5KCIIOPTa XKesie3a u3 KieTkd. Ha JaHHBbIM MOMEHT W3BECTHO YeThIpe PeryasiTOPHBIX
IyTH, KOHTPOJIMPYIOLLIUX MPOAYKLIUIO reriurHa:

1) peryssiiusi B OTBET Ha U3MeHeHue 00IIero ypoBHS KeJie3a;

2) perynsiiusi B OTBeT Ha U3MEeHEeHNe UHTeHCUBHOCTU 3PUTPOMN033a;

3) perynsius B OTBET Ha BOCIa/IeHHUE;

4) «obsi3aTenbHBIN» CUTHAMBHBIN My Th (Mmandatory signaling pathway).

[IpuHATO CYUTaTh, UYTO WHAWKATOPOM OOIlero YpPOBHS >keje3a B OpraHu3Me
SIB/ISIETCSI CTeleHb HachIllleHUs1 TpaHC(hepprHA >Kejie30M B Tijia3Me KpoBU. [1yTh
repeJjaur 3TOTO CUTHAJIa Ha TeMUNH sCeH He /[0 KOHIIA, XOTs HelaBHHe PabOThI
1o usydeHuto B3aumogelictBuii TpaHceppuHa u HFE c TfR1 u TfR2 npuBenu K
TMIIOTeTUYECKOU MOZe/M, B KOTOPOW LMPKY/IUPYIOLee >Kele30, CBsi3aHHOe C
TpaHC(eppuHoM, BiusieT Ha ¢opmupoBaHue kKomrviekca HFE ¢ TfR2 Ha
TIOBEPXHOCTH TeraToIfUTOB. DTOT KOMILIEKC CIIOCOOeH yBeIWUMBaTh MPOAYKIIUIO
reruynuHa TMOCPeICTBOM [0KAa He WM3BECTHOrO0 BHYTPHK/IETOUHOIO CUTHABHOIO
MyTH. Penieritop TpaHcdepprHa BTOPOT'O TUIA cTabunusupyeTcs
X0/IOTpaHC(epPpUHOM, UYTO TIPUBOJUT K YBeJWueHHI0 KomuuectBa TfR2 Ha
K/IETOUHOM MeMOpaHe TIpW TIOBBIILIEHWH YPOBHsS 3Tod ¢dopmbl Oesnka. HFE wu
TpaHC(heppUH CBS3BIBAIOTCS C PeLIeNTOPOM TpaHC(eppyvHa TepBOro THIA Ha
YaCTUYHO TMEpeKphIBAOIIUXCS CalWTaX W KOHKYDUDYIOT 3a CBSI3bIBaHUE.
YBenuueHre YypOBHS XojoTpaHC(eppuHa TPUBOAUT K BbiTecHeHuto HFE wu3
KOMIIJIeKca C TpaHCcheppuHOM W, Kak cjeAcTBue, K rmepeMeieHuto HFE wu3

3HI0COM, cofepkammx TfR1, Ha T1a3MatHueckyro membpaHy. BricBobokeHMe



TfR1 u3 komriekca ¢ HFE npyBOAUT K YCUIEHUIO TPaHCIIOPTA JKeje3a B KJIeTKY.
HFE, BbiTecHeHHbIMi u3 Kkomriiekca c TfR1, cBs3biBaeTcsi C pelienTOpoM
TpaHC(eppriHa BTOPOrO0 THUMA, (OPMUPYS KOMIUIEKC, MPEeJIOI0KUTETEHO
riepeiatoLli CUTHAJT Ha TeTUU/IVH.

B c/yyae TUNOKCMM WIA aHeMUW HHU3KOe [aB/eHWe KHUCJI0poJa WHAYLUPYeT
crabumzaiuio dakropa ruriokcuu HIF-1a, uto mpuBoaut K mpoaykuuu II10
rmoukor. OI1O ycwivBaeT WHTEHCHMBHOCTb 3PUTPOIIO33a M, TakKUM 00Opa3om,
MOTPeOHOCTH Kejie3a KOCTHBIM MO3TOM. OTO MPUBOAUT K MOOW/IM3aLIUY »Keje3a U3
3allaCHUKOB M YCWIEHHIO0 abcopOLMy 3HTEPOI[UTaMH TIOCPEACTBOM TIOHKKeHUS
YPOBHS relijurHa, HeCMOTPS Ha YPOBEeHb JKejle3a B Iljla3Me.

Perysiiusi B OTBeT Ha M3MeHeHHe WHTEHCUBHOCTU 3PUTPOII033a OCYILeCTB/ISeTCS
MOCPeZICTBOM (paKTOpa, Mepefjaroliero CUrHasabl U3 KOCTHOTO MO3ra B renaTOLUThI
Ha TrenuuAuH. BO3MOXHBIMKA KaHAWJaTaMyd Ha 3Ty pOJb paHee CUWTaIMCh
pacTtBopuMas (hopma perientopa TpaHcdepprHa rieporo tumna u GDF-15 (Growth
Differentiation Factor 15). OgHako B 2013 r. Obl/Ia OTKpbITAa MOJIEKYy/a, aKTUBHO
y4acTBYHOII[asi B Pery/siliuyd CHHTe3a TeliuuHa, - 3puTpodeppoH. [TokasaHo, uTo
OH BbIpabaTbIBaeTCsl 3PUTPOKAPUOIIMTAMM KOCTHOTO MoO3ra. Perymnsius cuHTe3a
TeliyuHa OCYILeCTB/ASeTCS TI0 TPUHIUIY 00paTHOM CBSI3U: UeM aKTUBHee
IPUTPO-TI033 M B KOCTHOM Mo3re Oosibllle  SPUTPOUAHBIX  K/IETOK-
TIpe/IIeCTBeHHUKOB, TeM 0o0JibIlle BbIpabaThIBaeTcsi 3puTpodeppoHa, WHTUOWPYs
CUHTe3 TeNMuuauHa. ITUM oObecrieurBaeTCsl BBICOKas JIOCTYITHOCTb JKeJie3a,
HeoOxXoquMoOro i 00pa3oBaHHMsI KJIETOK KpacHOW KpoBH. PaBHO U Haobopor,
Majioe KOIMUeCTBO SPUTPOMAHBIX K/IeTOK-TIpe/llieCTBeHHUKOB 00ecreurBaeT
HU3KUN ypoBeHb 3puTpodeppoHa, UTO BeJeT K IIOBLIIIEHUI0 00pa3oBaHUs
reniuJnHa, a Cel0BaTe/IbHO, K MaJIOH JOCTYITHOCTH XKejle3a [/l 5PUTPOIio33a.
TpeTut MyTh PeryssiLiuM 3KCIPeCCUy TelLUAruHa KOHTPOJIUPYETCS BOCIIAa/IeHUeM.
OTOT MyThb UWHAyLUUpPYeTCs TIpeumyujectBeHHo WJI-6, BciiencTBUe 4ero
aktuBupyetcsi Jak/Stat - myTh Mepefaud CUrHajga B sJpO U OCYLECTB/SETCS
pery/siLiusl 3KCIpecCcuu reHa renuuauHa. HepaBHue mccie[oBaHUs MOKasaau, 4To

peryiadaguda reryuaria Ipyu UsSMEHEHUN O6H.[€FO YPOBHA Xejie3a U UHTEHCUBHOCTH



S5PUTPOIIO33a 3aBUCUT OT AKTUBHOCTU JIOTIOJIHATE/NIBHOTO TIyTH, KOTOPBIM
KoHTponupyetrcs  Oenkom  HJV  (remoroBenuHom).  [IpeamnosioyKuTebHO
reMOIOBEJIMH TIO//lep>KMBaeT Tepefiauy curHasa nocpeactsBoM BMP/Smad - nmyTtu
CUTHaNbHOW TpaHCAYKIuH. MyTtaumy HJV npuBofAT K HapyIllleHU0 000uX ITyTei
curHasuzaiuu. [1py vccieoBaHUM TPOMOTOPHOM 00/1aCTH reHa remniyuguHa Obuu
Hal/leHbl CaWThbl CBSI3bIBAHUSI Pa3/MUHbIX TPAHCKPHUIILIMOHHBIX (PAKTOPOB, TaKUX
kak C/EBPa, HNF4a, USF, p53, po/sb KOTOpBIX B PperyJjslyd >SKCIIPeCcCuu
reruy/iuHa He /10 KOHLIA MOHSTHA.

Cmpykmypa 2emo2106uHa. I'eMorno6uH cocTouT u3 Genka U Keie30Co/iepsKalliero
reMa. B Kaxayto 1jemb T7100MHa BCTpOeHa MOJieKysa remMa; COZiepyKalliuiics B He
aToM  ’Kejle3a  CBs3bIBaeT KMcaopos. IlepeHOoCUTH KMCIOPOA MOXKET — TOJILKO
JBYXBaJIeHTHOe >Keyie30. Bosibiliasi yacTh reMor/ioOMHa Y B3POC/IBIX COZIEPXKUT JIBe
1[ery o-17i0buHa u AaBe [3-riobuHa (1o 141 u 146 aMMHOKHUCIOT COOTBETCTBEHHO),
KOTOpbIe KOJUPYIOTCS TeHaMH O-TJIOOMHOBBLIX K/IaCTEPOB M TeHaMU [3-IJI00MHOBBIX
K/IaCTepOB, HaxXOAIIMXCS Ha pa3/IMUHBIX XpoMocoMax. ['eH o-1yiobvHa uesoBeka
7IoKanM30BaH Ha 16-i xpomocoMme B rio3uiiuu pl3.3-pter. I'eH B-rmobuHa yesoBeka
nokanu3yeTcs Ha 11-i1 xpomocoMe B no3utiuu p15.5. ['eHbl, Kogupytolue y-, - u €
-1eny, Jokammu3yrTcds Ha 11-ii xpomocome. IlocnenoBarenbHass SKCIpeccys
pa3UUHBIX TE€HOB TI7I00MHAa BO BpeMs OHTOreHe3a IIPUBOAWT K CMeHe
nipeoOajaroiiero Tumna remoryiobvHa. Tak, Ha MOMEHT pOXKIeHHUs mpeoOsazaeT
CcUHTe3 He [3-, a y-1ierei, KOTophle, COeZUHSISIC C K-1[eTIsIMU, 00pa3yroT (eTanbHbIN
reMorio0uH (remorioovH F).

['emorobuH - 310 IpuMepHO 95% 6enKoB 3pUTPOIMTOB. MoJieKyia reMoriobrHa
Tipe/icTaB/isieT COOOM TeTpamep, COCTOSIIIIMM M3 ABYX T'OMOJIOTUUHBIX JTMEPOB.
['eMOT7IOOMH HOPMAanbHOTO Ye/IOBeKa COAEpPXKUT TPU KOMIIOHeHTa. Ha mosito
remoryiobrHa Al npuxomurcs 90% Bcero remorobuHa, B TO BpeMs Kak
reMoryiobuH A2 cocrasinsieT 2,5%, remorodud A3 - 7,5%. Kouduryparusi Kak
OT[e/bHbIX Lerel, TaK U MOJIEKY/bl B LI€JIOM MOXET MEeHSATbCS, TPUBOAS K

obpa3oBaHuto hopM reMoryioOMHa € pa3IMUHBIM CPOJICTBOM K KHUCJIOPOZY.


http://www.lsgeotar.ru/pharma_mnn/1245.html?XFrom=www.rosmedlib.ru
http://www.lsgeotar.ru/pharma_mnn/1245.html?XFrom=www.rosmedlib.ru

BpewMmsi )KU3HU 3PUTPOLMTOB cOCTaB/sieT okoo 120 nHelt. K koHIly 3TOrO nepropa
OHU CTaperoT U 3aTeM pa3pyllatoTcsi (aroLUTHUPYIOLIMMUA Makpodaramu redyeHw,
cesie3eHKH, KOCTHOTO Mo3ra. ['eMorniobuH paciiierisieTcs Ha reM U r7o0uH. [11o6uH
pacriajaeTcs Ha COCTaB/SAIOIUMe ero aMHWHOKHUC/IOTHI, KOTOpble IIOCTYIIaloT B
o6ruit hoHA CBOOOJHBIX aMUHOKUC/IOT TTeUeHW U WCIIO/Ib3YIHOTCSI B COOTBETCTBUU
¢ notpebHOCTSIMU. OT rema OTILEeTUISeTCS >Kese30, a OCTaloIIUecs MUPPOJIbHbIE
KO/MbIla 00pa3yroT 3e/ieHblii MUIMeHT OWIWBepAWH, KOTOPBIA TipeBpalljaeTcsl B

OUTMPYOUH - YKeNThIN TTUTMEHT, BXOSIINI B COCTaB YKeTuH.

I'maBa 2. AHEMWMN. OBIIIUE I10/IOKEHUSA. KITACCUPUKALIN



AHemys - 5TO K/IWHUKO-T€MAarOJIOTUYeCKUM CHHJPOM, XapaKTepU3YHOIUUCS
CHIWKeHWeM KOHLIeHTpaL[MM reMor7iobrHa 1 B OO/BILIMHCTBE C/IyyaeB SPUTPOLIUTOB
B euHMULIe 0Obema Teprdeprueckoil KpOBU BCJIeACTBYE HapylleHus 00pa3oBaHus
SPUTPOLIMTOB WUJIU MX MOBBIIIEHHOTO PAaCX0/a.

HapyiieHusi SpUTPOLIMTAPHOIO paBHOBECHSI B CTOPOHY YMEHBLIEHUS WU
yBeJIMUeHHs KOJIMUeCTBa LIUPKY/IMPYOIIUX SPUTPOLMTOB HA3bIBAIOTCS aHEMUSIMU U
MOULIMTEMUSIMUA. B (QyHKI[MOHa/IbHOM OTHOLIEHWA aHeMuu 0ojiee TPaBUILHO
orpefieNisiTh KakK yMeHbIlIeHWe COfep)KaHusi remoriobvHa B efuHulle 00bema
KPOBY, TaK KaK K/IMHWYeCKVe TPOSIBJIeHUS] aHeMUU CBs3aHbl B OCHOBHOM C
HapyllleHreM I7IaBHOM (YHKLMM 3PUTPOLIUTOB - TepeHoca O, U3 ajbBeosIIPHOrO
BO3/yXa B TKaHU C TIOMOILBI0 MOJeKysa remornobuHa. C Apyroil CTOPOHBI,
TOJIMLIATEMUHN JIyullle XapaKTepU3yHTCSl yBeJIMUeHHWeM I10Ka3aTesisl TeMaTOKpHTa,
TO eCTb yBequueHrWeM obObema spuTpouyToB B 100 Ma KpoBu. [eliCcTBUTENBHO,
KJIMHAYEeCKWe TPOsIBJIeHHsl TIOJMLIUTEMUM CBsI3aHbI C TIOBBIIIEHHWEM o0bemMa u
BA3KOCTH KpoBU. CaM TepMHH «aHeMUsi» HMeeT Ipeueckoe ITPOUCXOXKJeHHe: d -
«be3», naima - «kpoBb» (6eCKpOBHe UK MaJIOKPOBUE).

Or aHeMMM OTIMYAKOT TUAPEeMUI0  (THIIEPBOJIEMHIO,  TeMOAWIIOLIMIO),
00yC/IOB/IEHHYIO Da3KWKeHWeM KDOBU U yBelnueHHeM oObeMa TMia3Mbl (TIpU
GepeMeHHOCTH, Cep/ileUHON Hel0CTaTOYHOCTH U T.A.). [Ipu ruapemun HabsoaeTcs
CHIWKeHUe KOJIMuecTBa SPUTPOLIUTOB W reMorniobvHa B efuHULle 0O6bemMa KpOBU
TIpU TIOJIHOM COXpaHeHUM UXx oOIeil Maccbl. AHeMUs MOXKeT BO3HHKAaTh BO BCe
MepUO/bl KU3HM 4esioBeka. YacToTa M pacnpoCTPaHEHHOCTh pa3/IMYHbIX BUOB
aHemMuii HeomrMHakoBa. HanbOomnee pacripoctpaHeHHou siasieTcst KA. Tak, KA
CTpajarT OKoIo 15% JKeHIMH [eTOpOAHOI0 BO3pacTa B pPa3sBUTHIX CTpaHax
EBpornsl.

B psge ciy4yaeB aHeMUYeCKUW CHUHJPOM SIB/ISIeTCS BeAYIIUM B KJIMHUYECKOU
KapTuHe 3a00/ieBaHusl, B 3HAUUTEILHOM CTerleH! OrpeJiesisieT ero MporHo3, B TO
BpeMsl KaK y [pPYTMX IalMeHTOB BBISB/SETCS yMEPEHHO BbIDA)KEHHAas aHeMMus,
TIPaKTUUeCKU He BJUSIOIIas Ha COCTOsIHUE O0/TbHOTO.

OCHOBHBIE »Ka/I00bI 1 AdHHEbIE (bHBHKaJ'[I:HOFO OCMOTPa IMalqeHTa C aHeMHeu:



* c/1a00CTE;

* OJIbILLIKA U cepAiebreHye Tipy (H3UUeCKOW HarpysKe;

* TOJIOBOKPY>KeHHe, 0CO0eHHO TIpHM pe3KOM Iiepexofie M3 TOPHU30HTaIbHOTO
TI0JIOKEeHUs Tejla B BepTUKA/IbHOE;

* [IOBBIIIIEHHAs] YTOMJIIEMOCTb, CHIJKEHHE TOJePAHTHOCTA K (PU3UUeCKOr
Harpyske;

* TaXUKapaus;

* TUITOTOHMUS;

* CUCTO/TMYECKUM IITYM Ha BepXYILKe CepALia U HaZl KPYITHbIMU COCYZaMu;

* 6/1eIHOCTH KOXKHBIX TIOKPOBOB, BUJUMBIX CJIU3UCTHIX U T.[.
CoueraHre 3TUX 0OBEKTUBHBIX U CyObeKTHMBHBIX MPHU3HAKOB aHEMUU Ha3bIBaeTCs
aHeMUYeCKUM CUHJPOMOM.
OH xapakTepeH [/ BCeX BHJOB AaHEMHUM, He3aBUCMMO OT MX MaToreHesa,
3THOJIOTUM.
KiMHMueckrie TIpOsIBIIEHUS] 3aBUCAT OT BBIPDA)KEHHOCTHM Y CKOPOCTU pa3BUTHSA
aHemuu. Kak npaBusio, npu remoryiobrte <70 r/J1 TIOSIB/ISIFOTCS TIPU3HAKKU TKaHEBOM
TUMOKCHUU  (YTOMJ/ISIEMOCTb, TOJIOBHass 00sib, OfBIIIKa, TOJOBOKPY>KEHHe,
cTeHOKapaus). [Ipy TspKesiol aHeMUW OTMedaroTcst 0/1eJHOCTb M KOMITeHCaTOpHast
Taxukapgusa. OfHaKo Jaxke TsbKesas aHeMHUsI MOXKeT XOPOLLO epeHOCUThCS, eCIu
OHa pa3sBUBAETCs [TOCTeleHHO.
Knaccuduvkaruu anemuii. OO611ienpu3HaHHOM eMHON KraccUbUKallMU aHeMUl B
HacTosiljee BpeMs HeT.
Kpurepuu, Tipe/iJIoKeHHbIe 5KCIlepTaMu BcemupHoi OpraHu3aLuu
3apaBooxpaHenusi (BO3) A/t ;uarHOCTUKY aHEMUM:

*y MYXUMH UHC/IO 3pUTPoLUTOB <4,0 MIH/MKI, remormobwH <130 1/,
reMatokpur <39%;

*y JKEHIIUH YWCIO0 SPUTPOLUTOB <3,8 MIIH/MKJ, remornobun <120 r/n,
reMarokpur <36%;

* y 6epeMeHHbIX remMoryioouH <110 r/mi, remaTokpuT <33%.



B 1929 r. M. Wintrobe npeaioxun Mopdonoruyeckyro KaaccupUKalvio, B
Jla/IbHEeUIlIeM MOJEPHU3WPOBAHHYK) C YYeTOM IlapaMeTpOB, BblJjaBaeMbIX
remMaTo/IorMueCK¥MU aHaIu3aTopaMH.

OOBIUHO TIpY AMArHOCTUUECKOM 00C/ieIoBaHUM YUMTHIBAIOT pa3jesieHre aHeMUil
Ha TUIIOXPOMHbIe, HOPMOXPDOMHbIE M THUIIEPXPOMHbIe, TOCKOIBKY OT oObema
9PUTPOLIMTOB 3aBHUCUT KoHIleHTparus remornobuna (MCH). Ilpu 3tom auarHos
«TUTIOXPOMHAsI aHeMHs» 00bIYHO cTaBUTCS TTpu MCH <26 11, a «rurepxpomHasi
anemusi» - npu MCH >32 nr (puc. 13).

MoauduumMpoBaHHas cxema pasfeneHus
aHeMUiA C Y4eTOM 3PUTPOLUTAPHBIX MHAEKCOB

MCV < 80 fl
MCH < 26 nr
MCHC < 320 r/n
RDW Hopma unu yeenuyeH

AHemum
* MMKPOLUMTapPHbIE
* TMNOXPOMHEIE

[ MCV 8 npefenax HopMs!
AHemMuu MCH B npegenax HOpMb!
* HOpMOLMTapHble MCHC B npegenax HopMbl|
* HOPMOXPOMHbIE RDW o6bi4HO

| B Npegenax HopMb!

AHeMuK MCV > 100 fi
* MaKpouWTapHble MCH > 32 nr

* HOPMO- MCHC B npegenax HOpMbI
U rUNepXpoMHble RDW yeenu4eH

Puc. 13. Knaccudukauys aHemuii 1o 00beMy U CTereHU TUIOXPOMUH
[7is1 o1leHKU TsKeCTu 3abosieBaHUsT UCTIONB3YIOT TOKa3aresu, TMpeJCcTaB/ieHHbIe B
Tabmn. 2.

Tabnuua 2. Kputepun avemu BO3 v HaumoHansHOMo oHKonormdeckoro MHCTMTYTa (NCI) CLUA

(_TeNeHs aHeMHK KpuTepuw BO3, remarnogud, r/on Kputeprin NCI CLUA, remornobuHd, r/on
0 - HopMa =11 =11

1 - nerwan 7.5-10,9 10.0 - HopMa

2 - yrepeHHaA 8,0-2.4 8,0-10.0

3 - BhIpaMEHHaA kb, 3-7.9 5,5-7.9

Kl - YIpOMHAHLWLEA HMHUIHK[=6,5 6,5




[To maTtodur3nonornueCcKoMy MpH3HaKy aHEMUH JIe/ISITCS Ha CBsI3aHHbIE:

* C HEIOCTAaTOUHOM MPOAYKIMeN SPUTPOLIUTOB U(U/IH) reMoro0nHa;

* C TIOBBIIIIEHHBIM Pa3pyllieHueM 3PUTPOIIUTOB.
CyijecTByeT KaacCU(PUKaIMs, OCHOBaHHAasE Ha OOIUX TaTOreHeTHYeCKUX
npuHUMmnax. CornacHo 3Toi KinaccudUKaliuy BbIeISIIOT CeMb Pa3HOBUJHOCTEH.
1. KA (ocTpass u XpoHMUeCKasi IOCTreMopparuueckue). OTo Haubonee
pacrpocTpaHeHHbIe raTo/IoTUuecKue COCTOSIHUSI, XapaKTepU3yolrecs
TMIIOXPOMHEN 3PUTPOIMTOB B COUYETAaHUM C KJIWHAYECKUMM TIpU3HAaKaMU
CHU/IepOTIeHrH, HU3KMM YPOBHEM >Kejle3a B ChIBOPOTKE KPOBHU U €ro JIeTIo.
2. AHeMUH, CBsi3aHHbIe C HapyllleHWeM CHHTe3a WM yTWIW3aluu TMOpP(QUPHHOB.
OTO TMaTo/JIoTUYeCKWe COCTOSIHUS, B OCHOBe KOTOPBIX Jie)KaT Hac/aeJCTBEHHO
oOycroBneHHble WM TIpUoOpeTeHHbIe (epMeHTOINaTUH, BJEKyIde 3a Co0oi
HapyllleHHe CUHTe3a Mop(UpPHHOB U reMa, XxapaKTepU3yrollrecss MUKPOLIUTO30M U
TUIMOXPOMUEN 3PUTPOLMTOB Ha (hOHe BBICOKOTO W/IM HOPMAa/IbHOTO YPOBHS »Kese3a
B Opra HM3Me MaljueHTa.
3. AHemuH, cBsizaHHble C HapyluieHueMm cuHTe3a JHK u PHK (meranobnactHele,
W MeranobnacTuueckure, aHeMHuM). JTO OosibIliasi TpyImia HAc/AeACTBEHHBIX U
rpruoOpeTeHHBIX 3a00/ieBaHMM, 00beAMHEHHBIX OOIMMU TPHU3HAKAMH HapyIIeHHH
SPUTPOII033a, TPOSIB/SIOLUMUCST MOP(HOJOrHUeCKU Merano0/JacTHBIM — THUTIOM
KpoBeTBOopeHMsi. K HuMM oTHocaTca Bio-pgedbuniutHasi, donueBo-aedUliMTHas
aHeMHM, KOTOpble OOyC/IOB/eHbl He TOJIbKO HeJOCTaTOYHbIM TOCTYIIEHHeM W
yTUIW3al[iell yKa3aHHBIX BUTAaMHWHOB, HO U HapylieHHeM 00pa30oBaHUS
KoepMeHTHBIX (hOpM, aKTUBHOCTH (hePMEHTOB, YYaCTBYIOIIUX B MeTabosm3me
Bi2 1 onmeBol KUCIOTHI.
4. lemomuTUueckre aHeMUW (aHeMUU BC/IEACTBHE YCUIEHHOTO —pa3pyllieHus
9PUTPOLIMTOB). ITO aHeMUYeCKHWe CHHAPOMbI, BDOXK/IeHHbIe WM NpHobpeTeHHbIe,
B OCHOBe KOTOPBIX JIeKUT M3OLITOUHOE pa3pyllleHHe 3PUTPOLMTOB, YKOpOUeHHe
TIPOZIO/DKUTE/IbHOCTHU WX >KU3HMU.
5. AHemMuu, 00ycC/IOB/IeHHbIE TIPEMMYIIIECTBEHHBIM HapyIlleHueM  pery/siiuu

5PUTPOII033a (OI10-3aBUCUMBIE). 910 TIaTo/IOTUYECKHe COCTOSIHUSI,



XapaKTepu3ylolecss W30bITOYHBIM ariolTO30M KI/IETOK SPUTPOMIHOTO psija B
pe3ynbrare HapylleHuss BbIpab0TKM OITO WM CHWKEHHS YyBCTBUTE/LHOCTH K
HEMY.

6. AHeMuUM, CBSI3aHHble C  KOCTHOMO3TOBOM  HeJOCTAaTOUHOCTbIO.  JTO
pa3HooOpa3Hasi TpyIra MaTo/JOTUUeCKUX COCTOSIHUM, B OCHOBE KOTODBIX JIEXKUT
yMeHbllIeHUe TJ1alilapMa KOCTHOMO3TOBOTO KDOBETBOPEHUS B Pe3y/ibTaTe Pa3BUTUS
arutasuu, (prbpo3a WM KIoHa/IbHOW Mpomudepalivivi OMyX0o/eBbIX K/IeTOK (OCTphie
1 XpOHHYeCKHe reMo0/1acTo3bl, MeTacTa3bl B KOCTHBIA MO3T COJTUIHBIX OMyXOJiei).
7. AHeMUY XPOHHMUYECKHX 3a007eBaHHN. DTO MHOTOKOMITOHEHTHAsI TI0 3THOJIOTHUH
aHeMUsl, COTIPOBOXKJAIOIIAasi W OC/IOKHSIFOII[Asi XPOHHUYEeCKWe 3abosieBaHus
(3710KaueCTBeHHbIE  OMYyXO/JM, XPOHWYeCKWe  UWHOEeKI[MH, ayTOMMMYHHbIe
3abomneBaHuUs).

BakHbIM MeTO/IOM, TO3BOJISIIOI[MM OlLIeHUMBaTh pereHepaTUBHbIE BO3MOXKHOCTH
KOCTHOTO MoO3ra (3pUTporios3a) Ha (OHe aHeMUUeCKOro CHH/IPOMaA, SIB/SETCS
OLleHKa CO/lep)KaHUsi PeTUKY/OLMTOB B KPOBU. Y 3/I0POBBIX JIUL] B3POC/IOTO
BO3pacTa B HOpMe yPOBeHb PeTUKY/IOLIUTOB B KpoBU cocTasiseT 0,2-1,2%.
YBenuueHue cojlepkaHusl PEeTUKY/IOLIMTOB Ha (oHe aHeMHUueCKOro CHH/pPOMa
T103BOJIsIeT ux 0003HauaTh 2uneppezeHepamMopHbIMU, a CHUKeHHe
- 2unopezeHepamopHbiMu (TUNonponudepaTUBHbIMU). AHEMWUU C HOPMaJbHbIM
cofiepkaHWeM PeTHKY/IOI[UTOB B KDOBH 0003HAUAIOT KaK HOpMOpe2eHepamopHble.
[ToBbIllieHHe YKC/ia PETUKY/IOLMTOB HabOM0IaeTCsl TIPU reMOJIUTHUeCKUX aHeMUSIX,
0Cco0eHHO B Tieproj, KpH30B (MHOTZA - B AECATKH pa3), Ha (oHe jeueHUst Bi,-
Je@uiuTHONM aHeMMM. B MeHblllel CTeneHW BbipaXkeH PeTHKYJIOLMTO3 IIpy
kpoBorioTepsix (30-40%), npu neuenun JK/IA, y MalMeHTOB C TajaccemMued u
CBUHLIOBOM MHTOKCHKaIiel. Heo6xoquMo TTOMHHUTB, UTO KpakHe peJKo, HO ObIBaeT
BLID@KEHHBIN PETUKY/IOLUTO3 0e3 TIPU3HAKOB TeMOjikM3a Y TIAI[UeHTOB C
MeTacTa3aMM 3/I0Ka4eCTBEHHBIX OMyX0Jied B KOCTHBIM MO3T.

OTcyTCcTBHE COOTBETCTBYHOIETO PETUKY/IOLMTO3a TPU aHeMUH YyKa3bIBaeT Ha
HapyllleHre TIPOJYKLIMM 3PUTPOLIUTOB B KOCTHOM MO3re W3-3a Hel0CTaTOYHOCTH

MUTAHWS, OCTAHOBKW Co3peBaHWs u(WaM) 3aboneBaHHN KOCTHOTO MO3Ta.



CHMKeHre YPOBHSI PETUKY/IOLIMTOB B Tepudepruuyeckoill KpOBU PETUCTPUPYETCS Y
OO/MIbHBIX ~ arjlacTUYecKod  aHeMued W sABAsieTCST  HeOIarompUsTHBIM
MPOTHOCTUYECKUM MPU3HAKOM.

BHeznpeHve B mociefHWe TOAbl B KJIMHUUECKY TPAKTHUKY CTaHJapTHU3aluu U
TIPOTOKOJIBHOCTU  00C/ie[loBaHMs U JiedeHUsl TaljMeHTOB TpeOyeT CTPOroro
coO/mrofieHysT TIPAaKTHUKYIOIUMHM BpauaMU TPY HallMCaHWM IMarHO3a COOTBETCTBUS
MesxayHapogHol kiaccuduvKkauyy 3abosieBaHul, TpaBM M TIPUUMH CMePTU. JTa
K/accuduKalusi BecbMa OOILIMPHA, OHAKO OHAa He COOTBETCTBYeT COBPEMEHHBLIM
TIpe/iCTaB/IeHHsIM 00 aHeMUSIX.

[Tpenno)keHHbIe PAa3HbIMM aBTOpPaMU KjacCU(UKALMM aHeMUW C TpaKTH4YeCKOU
TOUKU 3peHusi HeylnoOHbI U TIpeJriosaraloT MCIO/b30BaHUe Cpa3y HeCKOIbKUX
KJacCU(pUKaLMil [l Orpefile/leHHsi XapakTepa aHeMHUYyeckoro mporecca. s
TIPUHATHST MaKCHMaJbHO OBbICTPOTrO, KAMHWYECKU 3HAUYMMOTO peIleHUs MBI
ripefijiaraeM pasfe/iuTb aHEMUW Ha TPU CPYIIIIbL:

1) «geduLUTHBIE» aHEMHUM: CBsi3aHHbIe C HEJOCTAaTOYHOCTBIO >Kese3a (BK/IHOUast
rocTreMopparuueckre) uiv ButamuHa By, (MHorza (osieBo KUCIOTHI);

2) aHeMUM XPOHHMUYECKUX 3a0oseBaHuil (COMPOBOXKAAIOT [IJIUTELHO TEKYIIHe
oryXxoJieBble, MH(EKIMOHHO-BOCTIa/IUTe/TbHbIe M ayTOUMMYHHbBIe 3a00/1eBaHus);

3) «reMarosioruUYeckre» aHeMHUU (BK/rOuasi aHeMUU y OO/IbHBIX remMo0s1acTo3amu,
reMO/JIMTUUECKAe W JIpyrMe  aHeMWM, CBs3aHHble C  HapyLIeHUem
SPUTPOIIO3TUYECKON (PYHKI[MH KOCTHOTO MO3Ta).

Takoe JejeHre TIOMOTaeT TIPaBWILHO BbIOpaTh TAKTHMKY W MECTO JIEUeHUs
naijueHTa. bosbHbIe TiepBoii TPYIINbI 00BIYHO SBJSIOTCS Tal[ieHTaMU Bpada o0iijeit
TIPAKTUKK, BTOPOU - Crel[uancCTa, Jieualiero 0CHOBHoe 3abosieBaHue, U TpeThel -
BpaJa-reMaroJiora.

AHeMuY MepBOM TPYIIIBI - XKejie3o4edULUTHAs - MUKPOLIUTapHasi, TUIIOXPOMHasi;
B12-(ponmeBo)-gedunitHas - MakpoLUTapHasi, TUIepxpoMHasl.

AHeMHM BTOPOM W TpeTbel Trpymnm (aHeMHM XPOHWUYeCKUX 3aboneBaHUN U

«TreMarosioruyeckKue» aHEMI/II/I) 00BIYHO HOPMOLIMTapHbIE, HOPDMOXPOMHEIE.



EcTecTBeHHO, MbI TIOHMAaeM, UTO OYeHb YaCTO aHEMUIO y KOHKPETHOTO Tal[ieHTa
He/lb3sl OTHECTU TOMbKO K OJHOW W3 TPYI IpejjaraeMoi KaacCuUKaluu.
OO6bIuHO Hab/MIOZAETCS COUeTaHUe uepT /IBYX, a MHOTZA U TpeX TPYIIIL.

OTa KaacCU(UKaLMs Jjieryia B OCHOBY MOHOrpaduu, MOCKOJbKY, Ha Hall B3IV,
TI03BOJISIET YTIOPSIOUMTh TpeZcTaB/ieHue o rpobseme. [locneaytolue pasjenbl

KHHUT'Y COOTBETCTBYIOT ITYHKTdM KHaCCI/I(bI/IKa]_[I/II/I.



I'naBa 3. « JE@OUIIUTHBIE» AHEMNN
KenesogeduliuTHbIe aHEMUH
PacnipoctpaneHHOCTh. JTHOM0THS. Knaccudukanym
3HaUUTe/IbHYI0 YacThb BCeX aHeMHUW COCTaB/SIFOT >Kesje30Ae(UIUTHbIE aHEeMUU.
WccnepnoBanus MHcTuTyTa Tepanuu Poccuiickor akaZieMUd MeJULIMHCKUX HaykK
BbisiBUIM JKIIA y 30% JeTel Uy KaXK[OU TPeTheM >KeHIIUHbI B BO3pacTe CTaplie
25 ner. Cpeayl CTyAeHTOB BBICIIMX yueOHBIX 3aBefieHHit MockBel KA
BCcTpeuasnachk y 10,6% paesyiiek u 3,06% toHorteit (2008). 1o jaHHBIM pabOTHUKOB
BOEHKOMAaTOB, aHEMHUSI B TOM WM WHOW CTEreHW CerofjHs BCTPeUaeTcsl y KaXKJoro
TpeTbero Tpu3biBHUKA. [lo0 gaHHbIM MUHHMCTEDPCTBa 3[paBOOXPAHEHUS U
colaneHoro passutus P (2005), KA Ooneer 41,7% obmero uucia
OepeMeHHBIX.
KA - 5T0 mnarosioruyeckoe COCTOSIHME, XapaKTepu3ylolleecs CHIDKEHUEM
coziep>kaHusi reMoryiobvHa B pe3ynbraTe HapyllleHWsi ero CHUHTe3a BCJIe/ICTBHUE
JedulvTa >Keme3a B OpraHu3Me H3-3a HapylleHUusl MOCTYIJIeHWs], YCBOEHUS WU
MaTo/JIoTUYeCKUX  TI0Tepb, a Takke  (PU3UOJOTUUECKUX  COCTOSIHUHM U
TIPOSIBJISIEOLLIeeCs TIPU3HAKAMU aHEMUHU U CUJIePOTIeHUN.
JI.A. Upenscon (1981) npepyiaraet aenutsb KA Ha nsiTh IOATPYNM:
1) xpoHnueckue nocrremopparudeckre K/IA;
2) KOA, cBsi3aHHbIe C HEJOCTAaTOYHbIM HWCXOAHBIM ypOBHeM kene3a (Y
HOBOPOXKJIEHHBIX U JleTell MJIa/illiero Bo3pacTa);
3) )KIIA, cBsizaHHBIe C MOBBIIIIEHHEM MOTPeOHOCTH B Kesie3e (6e3 KpoBOMoTeph);
4) )KIOA, cBsA3aHHbIe C HapylleHWeM BCAaCbIBaHUS ’Kejie3a U TIOCTYIUVIEHUSI ero C
nvLIe;
5) KA, cBsizaHHBIe C HapyIlIeHUeM TPaHCIIOpTa »KeJe3a.
Pa3nuuatoT Tpu cTaauu JeduliUTa >kenesa:
1) npennaTeHTHas;
2) nateHTHasi;

3) maHu(ecTHas.



[IpednamenmHbili feULAT >Keje3a XapaKTepU3yeTCs CHIDKeHHeM  3aracoB
MUKpO37ieMeHTa, HO 0e3  yMeHbIlIeHHSI  pacXOflOBaHUSI  JKeje3a  Ha
5pUTPONO033. /lameHmHbll feULIMT >Kejle3a - TOJHOe MCTOILeHWe —3aracoB
MUKpO3/leMeHTa B [Jlell0, OJHaKO [PU3HAKOB pa3BUTHsA aHeMuU ellle
HeT. MaHugecmmblili feduuuT xeneza, wid KA, BO3HUKaeT TPU CHWKEHUU
reMoryioOMHOBOTO (pOHZA >Kele3a U TIPOSIB/ISIETCS CUMIITOMaMU aHeMUU U
rurnocujepo3sa (puc. 14).

[TprurHOM XpOHUYECKHUX rnocrremopparnyeckux — 2K/IA vacrto SAB/IAOTCA
MEeHOpparuu pa3/IMuyHOTO TeHe3a, THUIeprioMMeHopes (menses bonee 5 [HeH,
0CO0OEHHO TIpH TIOSIBJIEHWH TIePBBIX MEHCTpPYyal[uii Ao 15 /1eT, TIpu 1ukie MeHee 26
[Hell, Ha/IMUYMU CTYCTKOB KpOBU 0ojiee CyTOK), HapyllleHHe remMocTtasa, abopThl,
poApl, MHOMa MaTK{, aJeHOMWO3, BHYTPUMAaTOYHble  KOHTpAL|elITUBBI,
3/I0KayeCTBeHHble  OMyxo/id  (0COOEHHO  ’KeTy[JO4YHO-KUIIIEUHOTO  TpakTa),
KpOBOTOUALL[ie TeMOPpOr/abHble y3/bl. [eHe3 rnaTtosoruueckor KpoBOIOTEPU MPH
MOJC/IU3UCTOM MHOMe MaTKU CBSi3aH MpekJe BCero C POCTOM M JIOKaJu3aLyeu
MHOMAaTO3HbIX Y37I10B, YBeJWUYEHWEM MEHCTPYUPYIOLLeld MOBEPXHOCTH, a TakKxke
0COOEHHOCTSIMH CTPOEHMsSI COCYAOB, KDOBOCHAOKAIOII[UX TO/C/TU3UCThIE Y3/Ibl (B
3TUX COCyJaxX yTpadeHa aJBeHTULMasbHasi 000/i0uKa, UYTO TIOBBIIIAT UX
TIPOHULIAEMOCTb). [IpUUMHBI BO3HMKHOBEHMS] IMaTOJIOTMUECKOM MEeHCTPyaabHOU
KPOBOIIOTEPU IIpYA aZleHOMMHO3€e OIpefe/siloTCA [peXkJe BCero Iopa)keHueM

MBIIIIE€YHOI'0 C/I04 MATKH.

CHUxaHHbIE MHeneio- Heneso-
Hepma aanacel AebUUMTHRIR  AeduuuTHaR
Xeneza EIPH'IPCH'I-DEIS AHEMHA
Heno wenssa
TpaHcnopTHOS Xene3o
3pPUTPOHHOE Keneao
[eno KocTHoOro mMoara  2-3 + 0 cnegel ] 0
HCC TpaHcdieppuHa (umoll)  50-65 65 >70 >75
TappuTUH ceiBopoTkK (ugfl) 100 + 60 < 20 10 <10
Henezo coleopotiM (umoll) 20 £ 10 < 20 <11 «7
HacuiweHue TpaHcheppuHa (%) 35+ 15 <30 <15 <10
MpoTonopdmpuH aputpoHa (umoll) 0,28-09 0,28-0,9 >1,50 > 3,0
Sputpoumtel Hopma Hopma Hopma MUKpoUMTapHuIe

MunoxpoMHsle

Puc. 14. Ctaguu geduiura xemne3a



[Tpu BbIsIB/IEHWHM XPOHUYECKOW KPOBOIMOTEPU K3 KeTy/IOUHO-KHUIIIEUHOTO TpaKTa
TIPOBOJIUTCSL  TI[aTe/lbHOe 0O0C/Ie0OBaHWe TIMILeBaPUTENLHOTO TpPaKTa CBEpPXY
JOHWU3Y C WCK/IIoueHWeM 3abosieBaHU DOTOBOM IIOJIOCTH, THUINEBOJA, KETyJKa,
KUIIIEYHMKA, TJIMCTHOM WHBAa3WW aHKWJIOCTOMOW. Y B3DPOC/BIX MY>KUMH, >KEHIWH
rocje  MeHomay3bl OCHOBHOM  TPUUMHOW  >Kejie3o[euIlTa  SIBJISIFOTCS
KDOBOTEUEHUSI W3  JKe/Ny[JOUHO-KUIIIEYHOTO  TpakKTa,  KOTOpble  MOTYT
CTIPOBOLIMPOBATh  si3BeHHasi Oosie3Hb, AuadparmajsbHasi TpbDKa, OIYXOJIH,
JIMBEPTUKY/IbI U TIOJTUTI03 TOJICTOW KHUIIIKU, TeMOPPOM, TaCTPUTHI (a/KOToJ/IbHbIEe UIH
BC/e[CTBUE  JleueHWs  CaJulWwiaTaMd,  CTepOuiaMH,  UHAOMeTaldHOM,
AHTUKOATy/IsTHTaMH). Y JieTeld KPOBOTEUEeHUS] U3 JKeTyJOYHO-KHWILIEeYHOrO TpakTa
TaKKe MOTYT WrpaTh pOJb B Pa3BUTHUU JAedHIUTa >Keae3a, OCOOeHHO IIpH
aHa(UIaKTUUeCKUX peaKlUsX Ha CBeXKee MOJIOKO, re/TbMUHTO3aX U MPOTO300H03aX
KUIlleyHrKa. HapyliieHusi B cucTeMe reMocCTa3a MOTYT MPUBECTH K KDOBOTeUeHUsIM
13 >KeJIy[JOUHO-KUILIEYHOTO TPaKTa.

KA, cBsi3aHHbIe C MOBBIIIEHHOW MOTPeOHOCTLIO B Kese3e, - 3T0 HepeMeHHOCTb,
NaKTalusi, TIepuo/] I0JI0BOT0 CO3peBaHUsI U UHTEHCUBHOTO POCTa, BOCTAIUTe/TbHbIe
3aboneBaHNs, WHTEHCUBHBIE 3aHATHS CIIOPTOM, JieueHHWe BUTAMUHOM By
60MbHBIX C Bio-meduninTHON aHeMuUeH.

KA, cBsi3aHHBIe C HapylleHWeM T[OCTYIUVIeHHs >KeJie3a (alMMeHTapHas,
HYTPUTHBHAs), Pa3BUBAIOTCS TIPM HETIOJHOLIEHHOM TIMTaHUU C TpeobiajaHuem
MYUYHBIX ¥ MOJIOUHBIX TIPOAYKTOB. IIpu cOope aHamMHe3a HeOOXOAMMO YUWTHIBATh
0COOEHHOCTH TMTaHUSI (BereTapHaHCTBO, COOMIO€HHE TIOCTOB,  [JTUETHI).
HekoTopbie Bell[eCTBa, TIPUCYTCTBYIOI[MEe B pbide U Msice, yBeJUYMBAIOT
OMOMOCTYTHOCTL HEreMOBOTO >kesnie3a. TakuMm o0pa3oMm, MsICO OJHOBPEMEHHO
SIBJISIETCSI UCTOUHMKOM T'eMOBOIO >Kejie3a M YCWU/IMBaeT BCaCbIBaHWE HEreMOBOTO
kene3a. ViMeeT 3HaueHHWe U CHWKEHHOe coOfiep)KaHuWe MHUKDO3/JeMeHTOB (Meau,
Mapratija, kobasbTa) B BoJie U TIHIIIe.

HapyiiieHre BcachIBaHUS >kKenie3a ObIBaeT OJHOW W3 TIPUUMH €ro HejocTaTkKa. Y
HEKOTODPbIX OOMBbHBIX HapyllleHHasi aOcopOIusi keje3a B KUILIEUHUKE MOXKET

MdCKHMPOBATHCA O6H_[I/IMI/I CUHAIPOMAdMH, TdKMMH KdK CTedTOpesd, CIIPY, Le/TUdKHs



wii aubdy3Hb SHTepUT. HemocTaTouHOCTh jKeje3a 4YacTO BO3HUKAEeT I0C/ie
pe3eKIMK KUIIIEYHHKA, JKeTylIKa, TaCTPOIHTEPOCTOMHUU. ATpOdHUUeCKUl TaCTPUT U
COITyTCTBYIOIT[asi aX/JIOPTUJPUS TakK)Ke MOTYT yMeHbIllaTh BCAaChbIBaHHE >Keje3a.
[Tnoxoti abcopbiMK >keme3a MOTYT CIIOCOOCTBOBATH CHIDKEHWE TPOAYKIUH
CONSTHOW KHWCJIOTBbI, yMEHBIIIEHHe BpeMeHH, HeOoOXOJUMOro i BCaChIBaHMS
Kesiesa.

JKIIA, cBsizaHHBIE C HapyIIIeHHEM TPaHCIIOpPTa >Kejle3a: BPOXKJAEHHOe OTCYTCTBHE
TpaHc(heppyHa, HaJlWuvde aHTUTe/l K TpaHC(eppuHY, CHWKEHWe COJep’KaHUs
TpaHcdeppuHa 3a cuet obi1jero geduirTa 6eka.

KnuHuyeckas KapTuHa

Kmuanueckass kaptuHa KA ckiagpiBaeTcss W3 OOI[UX CUMIITOMOB aHEMWH,
00yC/IOBNIeHHBIX TeMUUeCKOW THIOKCHeH, W TIPU3HAKOB TKaHEBOro JAeduIiuTa
Keye3a (cuaeporieHnYecKrid cuHpoM). OOIjeaHeMHUUYeCKHH CUHAPOM: C/1ab0CTh,
TIOBBIIIIEHHAs] YTOMJ/IIEMOCTb, TOJIOBOKPY>KeHUe, TOIOBHbIe 060/11 (Jallje B BeuepHee
BpeMsi), ObIIKa TMpH (uU3NuUecKol Harpyske, OIIylleHHe cepAreOneHus,
CHHKOIId/IbHbIE COCTOAHHSA, ME/IbKdHWE «MYIIIEK» Ilepe/i I7la3aMK IIPHU HEBBICOKOM
YPOBHE apTepHa/IbHOTO [aB/I€HUs, YacTO HaO/II0faeTcsl yMepeHHOe TOBBIIIIeHHe
TeMIIepaTypbl, HEPeAKO COH/JMBOCTh JIHEM U TUIOXO€ 3achlllaHWe HOUBIO,
pa3pakKUTeNbHOCTb, HEPBHOCTb, KOH(IMKTHOCTh, TIJIAKCUBOCTh, CHIDKEHHE
TaMSTH ¥ BHUMaHWS, YXyAllleHHe arreTruTa. BbIpakKeHHOCTh aiob 3aBUCUT OT
aflanTal[id K aHeMud. JIyummed azanrTaidd CIIOCOOCTBYeT MeJIeHHBIA TeMIT
aHeMH3al[iHn.

CupeporieHUUeCKUid  CUHAPOM  00yc/ioB/ieH fAeduiutoM psiga  (GepMeHTOB
(LIUTOXPOMBI, MEPOKCH/a3bl, CYyKL[MHATAeruAporeHasbl U Jip.), B COCTaB KOTOPBIX
BXOOUT >kene30. [edburur 3Tux ¢depMeHTOB, Bo3HUKarommi npu KA,
CoCOOCTBYET Pa3BUTHIO C/IeYIOLUX MHOTOUHUC/IEHHBIX CHMITTOMOB:

1) U3MeHeHre KOXKU W ee TIPUATKOB (CyXOCTb, IIeyIlleHne, erkoe oOpa3oBaHue
TpelyH, 61eAHOCTD). BO/IOCHI TyCK/Ible, TOMKHe, CeKyTCS, paHO CeZel0T, YCHUIEHHO
BbIMQAlOT.  VI3MeHeHWs]  HOITeH: WCTOHUEHWe, JIOMKOCTb,  TIOIepeuHast

HCUepPUeHHOCTb, MHOT/IA JIO)KKOOOpa3Hasi BOTHYTOCTh (KOM/TIOHUXHS);



2) U3MeHeHUsI CIM3UCTBIX 000/10ueK (IJIOCCUT C aTpodHer COCOUKOB, TPEIUHBI B
yraax pTa, aHT'y/IsSIpHbIA CTOMATHUT);

3) U3MeHeHHsI CO CTOPOHBI >KeTy[JOUYHO-KUILIEYHOTrO TpakTa (arpoduuecKdid
racTput, aTpodus CIU3UCTOM mwuIleBofa, Aucdarus). 3arpyAHeHUe TIJIOTaHUs
CyXOH Y TBepZI0M MUILIY;

4) MbllllevyHass cucteMa. HapyliileHHe cMHTe3a MHOIIO0HMHA TIPUBOAUT K Pa3BUTHIO
MUacTeHUU (BC/ieACTBUe ocsiabneHuss C(HUHKTEPOB TMOSIB/SIOTCS HMMIIepaTHBHBIE
MO3bIBbI Ha MOYEMCITyCKaHWe, HeBO3MOKHOCTb y/lep)KMBaTb MOUYy TpPU CMeXe,
Kallljle, UHOTZIAa HOYHOe HeJiep)kaHhe Moud y feBodek). CreCTBUEM MUACTeHUU
MOTYT OBITb HeBBbIHAIlIMBaHWe OepeMeHHOCTH, OCJIO)KHEHUSI B Tpoliecce
GepeMeHHOCTH U POJIOB (CHW)KeHHe COKPaTUTeTbHOM CIOCOOHOCTH MHOMETpUSs).
MpIiieyHasi ¢/1ab0CTh MOKET OBITh CBSI3aHA M C JIe(DUITUTOM >KeJie30COepsKalliero
(depmeHTa - arviiepodochaToKCuasbl;

5) mpucTpacTre K HeoObIUHBIM 3araxam;

6) u3BpailjeHre BKyca. HaubOomee yacTto y AeTel M TOAPOCTKOB. BhIpakaeTcsi B
CTpeMJ/IeHUU eCTb UTO-/1M00 Manochef00HOe;

7) cuieponieHMYecKass MUOKapAUOAUCTPO(Us,, CKIOHHOCTb K TaXUKapAuw,
TMINIOTOHUY;

8) HapyilleHus1 B IMMYHHOU CUCTeMe (CHWXeHUe YDPOBHS JIM301[uMa, B-/1M3uHOB,
KOMIIJIeMeHTa, HEKOTOPhIX HWMMYHOITIOOY/IMHOB, CHIDKeHHWe ypoBHS T- u B-
MUMGOITUTOB, UTO CIIOCOOCTBYET BBICOKOW HMH(EKI[MOHHOW 3ab0/eBaeMOCTH TIpU
JKIIA ¥ TOSBAEHWIO BTOPUYHOTO HMMYyHOZepUIMTa KOMOWHMUPOBAHHOTO
xapakTepa) (BO3, 2001).

JuarsHocrtyka

[uarHocTuuecKuii TOUCK BKJ/IFOUAET /iBa JTaria:

1) cunapoMHbili  (BepudUKalusl ’Kejie30[e(UIMTHOIO XapakKTepa aHeMUU -
K/TFoueBbie jjaboparopHbie npusHaku XK/A);

2) HO30JI0TUUe CKHI (BBIsIB/IeHHE 3a00/1eBaHMS, JTexkalriero B ocHoBe JK/IA).

JKIIA nMeeT HUKeC/IeAyrOLLIUe rpajaLiuu:

e ieTKasi: reMoriioouu 6ostee 90 r/i;



* CpefiHsIs CTeTleHb TsKecTH: remoriobud 70-90 r/m;

* TspKesiasi opma: remoryiobrH meHee70 r/71.
Obsi3atenbHble Kputepun KA
1. Mopdonoruueckuii cyocrpar XKJA:

* CHIDKeHHWe reMorrobuHa - OCHOBHOM KpuTepui TsbkecTd 3abosieBanusi (Hb
apTepyasibHOU WX BeHO3HOM KpoBU Ha 10-20% BbIllIe Kanu/IsIpHOU KPOBH);

* cpeHUl 06beM sputpoutToB (MCV) - menee 80 ¢ (MKM3);

* cpefiHee cofiepykaHue remornobrHa B s3putpoiute (MCH) - meHee 24 mr;

* cpefHsisl KOHI[eHTpalus remoryiobrHa B spurpouure (MCHC) - Hike 33 /.
Yucmo sputporutoB B 1 M (RBC) He sBasieTcsi o0si3aTelbHBIM KOMITOHEHTOM
(puc. 15, cM. LIBETHYO BKJIEHKY).

2. CopeprkaHue CbIBOPOTOUHOTO esie3a - 1230 MMosb/JI.
3. Onpenenenue obmeli Fe-csspiBatoiieid  criocobHocTu  (pe3epBHasi, He
3aro/THeHHasi JKeJie30M eMKOCTh TPaHCTIOPTHOTO Oeflka - TpaHcdeppuHa):

» o0m1ast Fe-cBsi3biBarolijast CriocOOHOCTD - Ooee 63 MKMOJIB/IT;

* laTeHTHas Fe-cBsi3bIBaroiiiasi CrioCOOHOCTH - 6osiee 47 MKMOJIB/T;

* cofiep)KaHue TpaHcdepprHa - HiKe 2 T/

* K03 (ULIMEeHT HaChIIeHUs TpaHCpepprHa Xeyie30M - MmeHee 15%.

4. CopeprkaHre CbIBOPOTOYHOTO (peppUTHHA - MeHee 15 MKI/JI.

IIpu oLeHKe pe3y/nbTaTOB OIpefe/ieHusl COJep)KaHWsl JkKejle3a B ChIBOPOTKE
HeoOXOAMMO YUMThIBaTh Cjefytolliee: WCCIe[oBaHWEe [0/DKHO TIPOBOJUTHCS [0
Hauasia JiedeHusi TiperiapaTaMu »kesie3a. Eciu rpenapars »kesie3a Obl/i Ha3HaueHbl,
TO WCCel0BaHHWEe MOKET MPOBOJWUTLCS He paHee yeM uepe3 7 [JHeW TOC/Ie UX
ot™MeHbl. [lepes MmeHCTpyalveli U Bo BpeMsi Hee, B TiepBbie HeZie/ii OepeMeHHOCTH,
TpU TIpUeMe OpaJIbHbIX KOHTPAl|eNTMBOB, TMpU remaTUTaXx U L[UppO3ax IeyeHU
yPOBeHb CbIBOPOTOYHOTO JKejie3a MOBBILLIAeTCS.

Ouddepentmanbabiii auarHo3 KA ciefyeT MpPOBOAUTE C CHAEPOOIACTHBIMU
aHeMHsIMM, CBS3aHHBIMH C HapyllleHWeM CHUHTe3a Tema, T'eMOITIOOMHOMaTUSIMU
(uarrie BCero C TajacCeMHel) U C aHeMuell XpOHUUYeCKUX 3a00/1eBaHUM.

Jleuenue



[lpy KoppeKlMyd aHeMuHu >Keyie307ie(HUIIUTHOTO TeHe3a HeOOXOAMMO YUMUTHIBAThb
C/IeIyIOLIHe OJIOKEeHHUS:

* HEBO3MOYKHO yCTpaHuTh JK/]A 0e3 mperaparoB keye3a;

*tipu KA He cnegyer mnpuberatb K remMoTpaHchy3usM 0e3 >KHM3HEHHBIX
TTOKa3aHUi;

* )KITA 00BIYHO CJ/IeflyeT JIeunTh TIperiapaTaMy >kejie3a i TIpUeMa BHYTPb,
O[JHAaKO TIOKa3aHWs [Jis1 TIPUMeHeHUsl MpernaparoB jkKeje3a [Jisl MapeHTepabHOro
BBe/I€HUS PACLIUPSIOTCS.

OcHoBHoe yieuenue K/|A HampaB/ieHO Ha yCTpaHeHWe NIPUYUHBI aHeMUU (eCJIA 3TO
BO3MO)KHO; Harpy¥Mep, OIlepaTUBHOE JIeYeHUe OIyXOJIA >Kely[Ka, KHUIIeUHUKa,
JleueHWe SHTEepUTa, KOPPEeKLUsl aJMMEeHTapHOW HeJ0CTaTOuHOCTH u Ap.). Ilpum
HEBO3MOXHOCTH YCTpaHeHUsl TTPUUKMHBI aHeEMUH OCHOBHOe 3HadeHue mprobpeTaeT
raTroreHeTHYeCKast Teparnus )KeJie30CozepyKaliMu JIeKapCTBEHHBIMU
nipertapatamu. [Tpu Hasmmumu XKITA, Kak ObIZI0 CKa3aHO, HEBO3MO)KHO OCYITIECTBUTh
KOpDPeKII0 TeMorsiobMHa [ueTol, HO TeM He MeHee CcJieiyeT Hapsgy C
riperiapaTaMy kejie3a YIIOTpeOnsiTh B TMIINY TIPOAYKTHI, COZepsKallue >Kese3o.
OpHako HeoOX0IMMO UMETh B BUTY KakK coziep>kaHue >kejie3a B 100 T mpoayKra, Tak
Y CTeleHb BCAChIBAEMOCTH ’Kejle3a U3 Pas3/IMuHbIX TPOAYKTOB. Tak, Harmpumep,
JKeJie30, cozepkaieecsl B Msice B BUZie reMma, BcacbiBaeTcs Ha 40-50%, B TO Bpems
KaK U3 pacTUTebHBIX MPOAYKTOB, OBOIlel, (PpyKTOB BcachiBaeTcsi Bcero 3-5%
COJZleprKalLlerocsi B HUX KeJiesa.

B HacTosiitiee BpeMsi Ha POCCHNCKOM (hapMalleBTUUeCKOM PBIHKE UMeeTcs 60sIbIioe
KOJIMUECTBO TIperapaTroB >Kejie3a [ijIl TpreMa BHYTPb B BHJE pPa3/IUYHbIX COJeun
Keme3a /MO0 yKeme30Coep)Kalllix KOMIIeKCOB. [Ipemaparbl  pa3mvyaroTCs
KOJIMUECTBOM COZEPXKAIUXCA B HUX COJeN >Kejie3a, HajJuuyueM [OTOJIHUTE/IbHBIX
KOMITOHEHTOB (aCKOpOWHOBasi U sTHTapHasi KUC/IOThl, BUTAMUHBI, QPYKTO3a U [Ip.),
nekapcTBeHHbIMU ~ (opmMamu  (TabneTKH, [pake, CHPOIIbI, pacTBOPbI) U
CTOUMOCTBIO. B K/IMHWUeCKOW TMpaKTHKe JieKapCTBeHHbIe TMpernaparbl >kejie3a
TIPUMEHSIIOTCSI BHYTPb WU MapeHTepanbHO. [1yTh BBeZieHUs Tipernapara y 00/bHbIX

KA ompezensgeTcsi KOHKPETHOM KIMHWYECKOM cuTyauueu. 1o coBpemMeHHbIM
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Tpe/iCTaB/IeHUsAM, TIpernaparkl JKejae3a AJig NpyueMa BHYTPb MOKa3aHbl B OCHOBHOM
MOJIOABIM J>KEHIIMHAM C TOBBILIEHHBIMUA eXeMeCSAUHbIMU TOTepsAMHu Kene3a. Y
IpyruX TalveHToB Oosiee  1iesiecooOpa3HO TMPUMEHATh Tperaparbl  [is
TapeHTepaJTbHOIO BBeZJEeHUS.

OcHOBHBIMM TpeOOBaHUSAMM K TIperiapaTtaM >kejie3a SBASOTCA 3(D(eKTHBHOCTL B
nedennu JKIIA, Hu3Kas TOKCHYHOCTb, 0€30MacHOCTb, a B IeAMaTpPUYeCcKOU
TIpaKTHKe ellle ¥ Ha/Jlnure JieKapCTBeHHBIX (POpM /151 mpreMa JeTbMU Pa3IuuyHOro
BO3pacTa.

Ha ¢oHe mapeHTepanbHOTO JieueHHs TIperiapataMy >Kejie3a, OCOOeHHO TIpH
BHYTPHMBEHHOM NPUMEHEHHH, UHOT[a BO3HUKAIOT a/lJIepruuyeckKre peaklid B BUJE
KparvBHULIBI, JIMXOPaJKH, PeJKO - aHa(uiakThueckoro moka. Kpome Toro, rpu
BHYTPHMBILLIEYHOM BBEJIEHUM TperapaToB jkeje3a MOXKeT BO3HUKAaTh MOTeMHEeHUe
KO)KH B MeCTaxX UHbeKI[Ul, HHOUILTPaThl, abciiecchl. BHyTpUMbIlIeUHOE BBeZIeHHEe
BCJIEICTBHE 3TOT0 UCMOMb3yeTcsl peAko. IIpy BHYTpMBEHHOM BBeJjleHUM BO3MOKHO
pa3Butue (GedUTOB.

Jleuenuie JKIIA ocy1jecTBasieTCsl B HECKOJILKO 3TarloB:

* [ 3Tamn - 10 HopManM3aluu YPOBHS TeMOITI001Ha;

Il oram - HachlllleHWe 3aracoB ’kKeje3a [0 HOpMa/U3alud YPOBHSA
CBIBOPOTOUHOTO KeJie3a U(WUn) eppruTHHa CbIBOPOTKHY;

« III sTamn - nogAep>krBaroliias Teparnus (HaripuMep, Py MeHOpparusx).
OCHOBHBIMM TIOKa3aHUSIMM /i1 MapeHTepaJbHOrO BBEJEHUs MperapaToB >Kesesa
SIBNISIFOTCS  3a00/ieBaHUsT KWIIIEYHWKA C HapylleHWeM BcachiBaHUsS (pa3/MuHbIe
SHTEPUTBI, CUHJAPOM HEJOCTaTOYHOCTH BCAChIBAHUS); pe3eKLys TOHKOU KUIIKU;
pe3ekiys xenyaka no bunbpot Il ¢ popmMupoBaHreM «Cemnou NeTn»; SpO3UBHO-
s3BeHHbIe TIPOL[eCChl B JKenyake (obocTpeHue s3BeHHOW Oosie3Hd U Ap.);
HEMepeHOCUMOCTh  MpernaparoB  ’keje3a JJjsi TpydeMa BHYTpb. Becbma
MHOT000eI[afoIIUM BBIIJISIIUT TIPUMeHeHNe MapeHTepabHbIX TIperapaToB KeJie3a,
COCOOHBIX 3a OAHY WHBEKLUI0 KOMIIeHCHPOBaThb [edUIUT jKeje3a Ha J0Jroe
Bpemsi [xkeme3a (III) rugpokcupg osmu-rom3somasnsro3ar (MoHodep®), >kenesa

KapbokcuMasb-To3at (DPepuHxekT®)].



OcrTpas noctreMopparvuueckasi aHeMUst

OcTtpasgs TmocTreMopparvueckasi aHeMWs Da3BUBaeTCsi B pe3y/nbrare OCTpPOM
Kposoriotepu. Ecimu B TeueHue 1-2 4 KpoBorioTepsi cocTas/sieT He meHee 30%
TepBOHAUAIbHOTO I[UPKY/IHMPYIOIEr0 o0beMa KPOBH, TO KPOBOTIOTEPS] CUMTAETCS
MaccuBHOM. [Ipy MaccuMBHOM KpOBOIOTEpe pa3BUBAeTCsl TUIOBOIEMUS] C
NocC/aeAywlleld TUMOKCeMUe W TUIMOKCUeM, TUIIOTOHUSI C  pa3BUTHEM
MeTaboMueCcKoro aiuo3a M TPOUCXOJUT AaKTUBALIUS CHUCTeMbl TeMOoCTasa C
pa3BUTHEM CHUHZPOMA JUCCEMWHHPOBAHHOIO BHYTPUCOCYAUCTOrO CBEPThIBAHUS
KpoBU. Ha MacCHBHYI0 OCTPYIO0 KPOBOIIOTEPHD OPTraHU3M OTBeYaeT reMOJU/TIOLMeH,
KOTopasi MPUBOJUT K YAYUIIeHWIO TeKyueCcTd KPOBU, MoOOWIM3alveil U3 [Iero
spuTpouTOB (pUc. 16, CM. LBETHYI BKJ/EMKYy), pe3KHM COKpallleHheM
MOTPeOHOCTH B KHUC/IOpo/ie (COKpallleHWe MBIIIeYHON aKTUBHOCTH), YBeIMUeHHEM
YacTOThI JIbIXaHUsl, COKPAaTUMOCTH MHUOKap/a, yAapHOTo o0beMa; IieHTpasir3aliuen
KpPOBOOOpaIlleHUsI C «IepBOOYEepeHOM» [OCTAaBKOM KHC/IOpOa B JKU3HEHHO
Ba)KHbI€ OpraHbl: CepALe, TOJIOBHOU MO3T, [eUeHb, ITOYKHU.

ITpu ocTpoit KPOBOIIOTEPE MPOUCXOASAT W3MEHEeHUs B COCYAUCTO-TPOMOOLIUTAPHOM,
T7Ia3MeHHOM 3BeHe TremocTa3a U B cucreMe ¢ubpuHomu3a. HapyiieHue
paBHOBeCcMsI B 3TUX  CUCTeMax  yYpeBaTO  pa3BUTHEM CUHJpPOMA
JIMCCEMUHHMPOBAHHOTO BHYTPUCOCYAUCTOTO CBEPThIBaHUSI KpPoBU. Eciu majeHue
apTepuaibHOTO JaBJieHUs, BbI3BAaHHOE OCTPOI MacCMBHOW KPOBOTIOTepeii, He OyzeT
Ky[mMpoOBaHO, TO 93TO  MOXeT TNPUBeCTM K  Pa3BUTHIO  CUHJApPOMA
[IMCCEMUHHMPOBAHHOTO  BHYTPUCOCYAUCTOTO CBepThbiBaHUSI KpoBU. (CTemneHb
HapyllleHHs1 TeMOKOary/sifii TIpsMO TIPOTOpIMOHaAbHa 00beMy yTpaueHHOMN
KpPOBM UM CKOPOCTHM ee wucTeueHus. IIpu KkpoBomotepe 5-15% oGbema
L[UPKY/IMPYIOll[eli KPOBU H3MeHeHHsI B TeMOCTa3e HOCST OOpaTUMBbIH XapakTep.
[1pu 45-50% KpoBOMOTEPU pa3BUBAETCS OCTPBbIM CUHJPOM JWCCEMHUHHUPOBAHHOTO
BHYTPHUCOCYJIJUCTOTO CBEPThIBaHUSI KPOBU. [Ipy 35TOM NPOUCXOAUT CHUXKEHUE
KO/TMUeCcTBa TPOMOOILIUTOB, Pa3BUBAETCS KOATry/omNaTysi ToTpebieHs, oTMeuaeTcst

yroeTeHne eCTeCTBEHHBIX dHTHKOAI'Y/IIHTOB, B KPOBAHOM DpycC/je II0ABIAI0OTCA



MIPOAYKTHI  fAerpajainuu  (¢ubpuHa, HapyllaeTcss  MUKDPOLMPKY/ISLUS U
peoJioruuecKre CBOMCTBA KPOBH, Pa3BUBAETCS MMOIMOPraHHasi HeOCTaTOYHOCTb.
KivHuueckast KapTUHa

[Ipy maccMBHOM OCTpOM KpOBOMOTEpe DPErucTPUPYIOTCS TPU3HAKW II0Ka:
criafieHre nepudepruyeckux BeH (CUMIITOM MYCTBIX COCY/ZIOB), CTOMKOE CHUKEHUe
apTepya/ibHOTO [1aB/IeHUsl, YMEHbIIIeHWe TI0UacOBOr0 [JMype3a, BbIpaKeHHas
OrmegHOCTb KOHBIOHKTMB. KpoMe TOro, MaccuBHasi KpOBOIIOTEPS MOXKeT
COTNIPOBOXKATHCSI OJBIIIKOW, Taxukapauein. OTMmeuaeTcsi CHW)KeHHE CeKpeTOPHOU
(cyxocTb BO PTy) M MOTOPHOM (yMeHbIleHWe TIepUCTaTbTUKU KHUIIIeYHHKA)
(GYHKLMY >Ke/lyJOYHO-KUIIIeYHOTO TPaKTa; YMeHbIIeHHWe MOUYeOoT[eleHUs], COCY/bI
KO)KA U MYCKYy/JaTypbl HaxOASTCS B CHAaBLIEMCS COCTOSSHUM (mepudeprueckast
Ba30KOHCTPUKLIUS).

Jleuenue

CoBpeMeHHbIe MeTO/Ibl BOCIO/HEHUS KPOBOIMOTEPU U JIeUEHWS aHEeMUU TpU
OCTpOU KpPOBOIIOTEpe MHOTOYMCJIEHHBI. Bo3wmemenue KPOBOIIOTEPU
OCYILIeCTB/ISIETCS  IOHOPCKUMM KOMIIOHEHTaMHd KpPOBM W  a/lbTepHAaTHBHBIMU
cpeactBaMu. Ilpu /leyeHMM OCTPOM MAaCCHBHOM KpOBOIIOTEpH HeoOX0AUMO
BOCCTaHOBJIEHME HOPMOBOJIEMUM M OPraHHOTO KPOBOTOKA, BOCIIOJIHEHME YPOBHS
T7Ia3MeHHbIX  (DAaKTOPOB CBEPTHIBAHMS, SPUTPOLIUTOB M TPOMOOIUTOB (IIpH
HeobOxoaumocTH). TpaHcdy3uonoruyeckoe Mocobue OCYIIeCTB/ISAIOT C YYeTOM
OLIeHKU CTeMNeHU TsKeCTU KPOBOMOTEepH.

B12-(bonueBo)-neduiitHble aHeMur (aHEMUM, CBSI3aHHbIE C HapyllIeHUeM CUHTe3a
IOHK u PHK, unmn me>kob/1acTHbIe aHEMUHN)

MeranobnacTHble aHeMuu - (oOpMa MaJIOKPOBHS, BBLI3BAHHOTO HapyIlleHHueM
cunTe3a JTHK B 3pUTPOMAHBIX K/IETKaxX, XapaKTePH3YIOIHUXCS Meranio0/1acTHBIM
TUTIOM KpoOBeTBOpeHUs. [IpezcTap/sitoT Oonbliyto Tpyriny 3aboneBaHuii. CUHTe3
IOHK HapyiaeTcs mipu feduiinre mraHoKoOasmaMuHa v (oHMEBOM KUC/IOTHI, TIPH
HEKOTOPBIX HAaC/e/CTBEHHBIX 3a00/ieBaHUSAX, BO3HUKAIOU[UX TIPU HapyIIeHUH
aKTUBHOCTU (hepMEeHTOB, y4aCTBYIOIMX B 0Opa3oBaHuM KohepMeHTOB (oreBoi

KHUC/I0TBI WX YTU/IN3dLUAU OpOTOBOfI KN CJIOTBI (OPOTOBaH aI_[I/I'Z[ypI/IF[)



Meranob6sacTHble aHEMHH - COCTOSIHHS, KOTOpPble XapaKTepU3YyIOTCS Ha/lduheM
KJIEeTOK C orpefe/eHHbIMH MOP(OIOTHYeCKUMH O0COOEHHOCTSIMM: KpYTIHbIe,
He3peJsible TI0 BHEIIHEMY BUJY $ifipa, OKPY>KeHHbIe OTHOCUTE/NLHO Oojiee 3pesioit
utoryiaaMoi. C  OMOXMMHUYECKOM TOYKM 3peHMsl TepPBUYHBIM TPU  3THX
COCTOSIHMSIX sBJsieTcd HapylieHwe cuHTe3a JHK: kjeTku mnpekpaiaror
pa3BuBaThCAd B S-(haze KIETOYHOrO LIMK/a MpU yacTUUHOW peruvivkauuu IHK, HO
He MOT'YT 3aBepIuuTh Tpouecc aeneHuss. CuHTe3 PHK ocTtaetcs HeroBpeKaeHHbIM.
B pesynbraTe 3TOr0 MpOMCXOAWUT HapylleHwe auddepeHUMPoBKU siapa. Llurto-
T7la3MaTHyecKkrie KOMIIOHEHTBI, OCOOeHHO TeMOITIOOWH, CHHTe3UDYIOTCS B
TIOBBIIIIEHHOM  KOJIMYeCTBe, UTO CIOCOOCTBYeT  paCIIMPeHHI0  TUIOMIa U
SPUTPOUJIHBIX TpPe/IIIeCTBEHHUKOB W TOSIBJIEHHWI0 TMIEPXPOMHBIX 3PUTPOLUTOB
KPYIHBIX pa3MepoB (MakpoOLMTOB) WIA MerajouuToB. OnMcaHHble W3MeHeHUs
XapakTepHbl  TakXe [yl  TpaHy/JOLMTAapHbIX  MpPeJUIeCTBEHHUKOB U
MerakapuOLIUTOB.

MeranobnacTHyto aHemuto omucan B 1849 r. jmoHmoHckuii Bpau T. Addison,
0003HauMB ee Kak TEpPHULIMO3HYIO, WK 370KauecTBeHHyt0. B 1870 r. Bpau u3
Jlonmona S. Fenwick mpu BCKpeITHM OOMBHOTO C TI€PHUIIMO3HON aHeMHeu
oOHapy»Ku/1 aTpoduio CM3UCTOM Kenyaka. B 1872 1. Bpau u3 Lropuxa A. Biermer
Ha3Ba/l 3Ty Oosie3Hb TIPOTpeccUpyrollieil TepHULMo3HON aHemueii. B 1880
W3BeCTHBIM  HeMeL[KWW  Bpau, Oakrepuosor U  OMOXUMHUK, OAWH U3
OCHOBOMONOKHUKOB uMMyHosioruu P. Ehrlich, obHapy»xun ripu sToil 6osie3Hu B
KOCTHOM MO3re KpYIHble K/IeTKA CO CBoeoOpa3HOW CTPYKTypod W Has3Bal MX
Meranobnactamu. Eije B Hauanme XX B. 3Ta aHeMus Oblla OJHUM U3 HauOosee
yacThIX 3a00/1eBaHUI KPOBU 1 CUMTA/IaCh HEH3/IEUMMOM.

3a ucceoBaHus 3TOro 3ab0sieBaHMsA, METO/IOB €T0 jieueHus: ObLJIO TIOyUeHO TSTh
HobGeneBckux ripemuii. B 1930 r. W. Castle mipemnooxusi, 4To B MsiCe COAEePIKUTCS
«BHeIIHUY (haKTOp», KOTOPbIM 00beAUHSeTCSI C «BHYTPEHHUM (DAaKTOPOM», U TIPU
3TOM 00pa3yeTcsi KaKoe-TO reMOIO3THUeCKoe BelljeCTBO, KOTOpPOe BCAachIBaeTCs U
oTK/azAbiBaeTcsi B neueHd. B 1934 r. G. Minot, G. Whipple, W. Murphy 6buiu

ynocroeHbl HobGesreBCckoi TipeMyy B 00/1aCTH MeAWIIMHBI U (PU3HO0JIOTHY 3@ HOBBIM



MeTO/] JieyeHUs1 MePHULIMO3HOM aHeMHuU - ChIpOW neueHbto. B 1948 r. BHewHut
dakrTop, BuTaMuH Bi,, OB BhIZleNIeH JBYMsI TPyNIaMU YUeHbIX: OfHY BO3IJIABIST
E. Lester-Smith B Benuko6puranuu, apyryio - K. Folkers B CIIIA. B 1964 r.
HobeneBckoit mpemun Obia ygoctoeHa Dorothy Crowfoot-Hodgkin, koropas
3aHMMasach W3yyeHWeM CTPYKTYPhl eHULU/JIMHA U BUTaMUHA Bio.

BurtamuH B, 0 CTpyKType - KOpPpHMHOM. JTa TpyMma BellecTB MO CBOEMY
cTpoeHUto 6513Ka K rnop@uprHam. Butamun Bi, MpuHATO Ha3biBaTh KOOaiaMUHOM.
KobanamuH mipeAcTaBsisieT COOOM  CIOKHYKO  MOJIEKY/TY, COCTOSIIYHO W3
1[eHTPaJLHOTO aToMa Ko0asibTa, CBSI3aHHOTO C YeThIPhMSI MMMPPOJIbHBIMU KOTbI[aMH
u HykneotugoM. CylecTBylOT JBe KodepMeHTHble (OpPMbI BUTaMHHA B
afleHo3WIKoOalaMuH U MeTwikoOanamuH. OcHoBHass ¢opma BUTaMuHa Bi, B
Tyia3Me KPOBH uesioBeKa - 3TO MeTUIKoOamaMuyH.

BuTtamuH B, coiep)KUTCS TOJIBKO B MHUILE )KUBOTHOTO MPOUCXOXKJEHUS: B TIeueHH,
Moykax, Msce, sifllax, MOJIOKe, MOJIOUHBIX TIPOAYKTax, cbipe. HemHoro
CUHTE3UPYyeTCs] B TOHKOM KullleuHrKe. OH He COJIeP>KUTCS B MULLe PaCTUTETbLHOTO
TIPOUCXOXKAeHUsl. Y >KBauHbIX KUBOTHBIX BUTaMUH Bi, CHHTe3UPYeTCsl B »Kemy/Ke
Onmaromaps MMKpOOpraHu3mam, oburarenssM KOPHEIUIOZOB M 0O00OOBBIX, M
TIPUCYTCTBYeT B MBIIILIAX U MAapeHXUMAaTO3HbIX TKaHSX >XUBOTHBIX, MUTAOL[UXCS
5TUMU pacTeHusiMUA. CofepkaHue Bi, B MeyeHH U MoYkax ouyeHb BbiCOKoe - 100
MKr/100 r npogykra. B msice copepXuUTCsl 3HAUMTE/IbHO MeHbllle BUTaMUHa B, -
0,5-2,0 mkr/100 r. B sifijax ¥ MOJIOKe ero eille MeHbllle, W, TJlaBHOE, OH Xy>Ke
BCaChIBaeTCs U3-3a MPOYHOM CBsi3u ¢ benkoM kobanadumiHom. OH 0CBOOOXKIaeTCs
B JKeJIyJiKe TI0J, BO3[EeUCTBUEM MPOTEOJUTUUYECKUX (DePMEHTOB U TIPU KYJIMHAPHOM
00paboTKe MUIIN.

[Tocie BcackiBaHWST B BOPOTHOM BeHe BUTaMUH Bi,KpoBHW, KoOanaMuH,
CBSI3bIBaeTCsl C TpaHcKoOasamuHoM II - TpaHCIOPTHBIM OeTKOM, KOTOPBIA
OCyIL[eCTBJIsIeT 1ieJieHarpaB/ieHHY0 I0CTaBKy KoOasaMyHa B TKaHU-MUIIIeHH.
OOb1iee coep>kaHue BUTaMMHA Bi, B opraHusme B3pOC/IOTO ueioBeKa COCTaB/IseT

2-5 MI, OCHOBHOM 3amac HaXOAUTCs B TeuyeHH, ero xBaraeT Ha 3-6 sieT. [lotepu c



MOYOU M KajioM BUTaMHHa B, cocrapsstor 2-5 MKr/cyT. CyTouHasi TOTpeOHOCTD B
HeM COCTaB/IsieT 3-7 MKL.

KodepmenTsl BuTamuHa Bi, yuactBytoT B cuHTese JJHK u HeoOxogumbl st
HOPMa/IbHOTO (YHKLIMOHMPOBaHUsl CHUCTEMBbI remMoIio33a M HepBHOW cucTeMbl. B
rnjaasMe B OCHOBHOM TIDUCYTCTBYeT akTWBHasi ¢opMa BUTamMMHa B, -
MeTUIKoOa/aMUH, KOTOphIA TpeOyeTcst n/si oOpa3oBaHUs TeTparuapodosmeBoi
KUCJIOTBI, YUaCTBYIOLLeU B CUHTe3e TUMU/IMHA.

[lpu pedunte BUTaMUHA Bi, HapylaeTcsi HOpMasbHbI MeTabomm3m (ponaTtoB U
cunTte3 [JHK, B cBsi3u ¢ ueM mposvdepupytoiiiie KpOBeTBOPHbIE KIETKU TepsitoT
CIoCOOHOCTh K HOPMAa/IbHOMY ZleJIeHUIO M CO3pPeBaHMI0. B pe3ysibTare B KOCTHOM
MO3re BO3HMKAeT Meraso0/iacTUueCcKuii TUM KPOBETBODEHHS, TIOSIB/ISIIOTCS
TUTaHTCKUe K/IeTKW MHesood3a U MerakapuoLurornossa. HezgocratouHoe
oOpa3oBaHue TeTparujpodonara us-3a fgeduiira BuTamuHa By, umm QonveBoit
KUACTIOTH BeJieT K Merajo0/acTHOW aHeMWH B pe3y/bTaTe CHIDKEHUSI CHHTe3a
HYKJIEMHOBBIX KUCJIOT.

KnuHunyeckas KapTuHa

Krnaccuueckass KiMHWYecKass KapTuHa Bi-fledUlIMTHONM aHeMUU BK/IOYaeT TpU
OCHOBHBIX CMHPOMa:

1) aHeMHueCKuy;

2) KeJly[JOYHO-KUILIeYHbIH;

3) HeBpO/IOTHYe CKHUH.

3aboneBanre 00bIYHO MaHudecTupyeT y mopeid 50-60 sieT, mMpuyeM HepegKo
NaLyeHThl BBIVIAAAT CTaplle CBOero Bo3pacra. bosee mvMpokoe pacripocTpaHeHHe
3Toro BuAAa aHeMuud B CKaHAWHABCKMX CTpaHax oOyC/OB/e€HO TeM, uTo
3abonieBaHMe yallle BO3HUKAET Y Toyboria3pix 6/I0HAMHOB.

Bbi/iensifOT TpY CTerneH! TshKeCTH 3abosieBaHus:

1) nerkyto (remoryiobuH Bbite 90 1/71);

2) cpemuioro (remorno6us ot 70 go 90 r/n);

3) TsoKenyto (reMorno6uH Hke 70 /).



B OoMbIIMHCTBE C/ydyaeB TAI[MeHThl 0OpAIalOTCs 3a MeAULIMHCKOW TTOMOIIIbIO,
KOTJla Y HUX BBISIB/ISIETCSI aHEMUs CpefiHel WK Tspkenol cterieHd. OT MOsiBNeHUs
TIePBBIX CUMITTOMOB /IO TIOCTAHOBKH [TMarHO3a B CpeJHEM MPOXOAUT Ooriee roza.
OO6b1yHO Bio-medurtHas aHeMust fAeOOTHPYeT aHEMUUEeCKUM CHHAPOMOM (o01riast
cnaboCTh, YTOMJIIEMOCTb, OJIbIIlIKa TIPH TPUBBIYHOM (PU3HMUECKOM Harpyske,
cepariebuenre). B CBA3M C OTHOCUTETHHO Me[JIEHHBIM pPa3BHUTHEM 3a007eBaHUS
BLID&KEHHOCTb aHeMHUM TI10 /[aHHBIM JlabOpaTOpHBIX TIOKa3aTesiell Hepeako
OKa3bIBaeTCs1 Oosibliieid, ueM MOXKHO ObLIO ObI OXKMATh MPU aHa/IM3e KIWMHAYeCKUX
JaHHBIX. VICK/IIOUeHWe COCTaB/SIOT —TalieHThl, y KOTOPBIX HapacTaHHe
HEBPOJIOTMUeCKOM CUMITTOMaTUKH OTlepe)kaeT pa3BUTHe aHeMHUYeCKOro CHHpOoMa.
B psfle ciydyaeB xapakTepHOe il TJIOCCUTA XOKeHHe Si3blKa TakxKe TOSIBJISEeTCS
paHblile, ueM TposiBjieHus aHeMuu. HaGsomaroTcs apecte3uu. B 6omee TsHKebIx
cnyvasix pa3BuBaeTCs (YHUKY/ISPHbIA MUe03, MPOSBSIONANACA HapyllleHUsSMU
YYBCTBUTENIBHOCTU M TIOXO/IKM, TIPU JajibHelIlleM T[pOrpecCUpoBaHUM MOTYT
BO3HUKaTh PAacCTPOMCTBA MOYEMCITyCKaHUWs, HapylleHus 3peHus. JKanobwl Ha
COCTOSIHUE KeJTyZIOYHO-KHUIIIeYHOTo TpakTa rnpeabsasstoT 40-50% O00/bHBIX.

ITpy 00BeKTHBHOM 00C/IeIOBaHUHN BBISIB/ISIFOTCS XapaKTepHasi 0/1eHOCTh KOXKU (C
JTMMOHHO-KeJIThIM OTTEHKOM), HepeIKO CyOMKTepUYHOCTb KOXKU U CKJiep. Y psifia
Mal[MeHToB HaO/Mo#aloTcs OObeKTUBHBIE TIPU3HAKU TJIOCCHTA: anblid S3BIK C
ydyacTKaMM BOCTaJieHUs], CIVlaKeHHbIMU, peXXe aTpo(UpPOBaHHBIMU COCOYKaMH -
TaK Ha3bIBaeMbIl JTAKWPOBAHHBIN S13bIK (B HACToslilee BpeMs JI0OBOBHO Pe/iKo, TaK
Ke Kak U Tybokast merasiobiactHasi aHemust). Y 10-20% 60/bHBIX HHOTZIA MOYKET
OTMeuaThCsl He3HaUUTe/IbHOe yBe/JdueHWe TeueHdu U cesie3eHKH. Y OOJbIIMHCTBA
naieHToB 3abojieBaHUe XapaKTepHU3yeTCsl TOMbKO aHEeMUUYeCKUM CHUHIPOMOM,
KOTOPBIA Yallle BCero SIBMsIeTCS eMHCTBEHHBIM IIPOsIB/IEHHEM [Jake TIPU aHeMHU
TSDKEJIOU CTereHH!.

[uarHoCcTWKa OCHOBaHAa Ha /[IJaHHBIX aHaMHe3a, K/IWHWYeCKOW KapTuHe,
MOP@OI0THYECKOM UCC/IeIOBaHNN KI€TOK KPOBH U KOCTHOTO MO3ra, Orpe/iesleHUH
COJIep>KaHuUsI B ChIBOPOTKe KPOBU BUTaMHHa B2, GhoreBoit KUCIOTHI.

HuarHoctrka Bio-gedurutHor aHeMun



XapakTepHble U3MeHeHHsI reMOorpaMMbl Tpu Bi,-geUliuTHON aHeMUM BKJIFOUAlOT
TUMEePXPOMHYIO0 MaKpOI[UTapHYI0 aHeMHUIO, JIeMKOIeHHI0, TPOMOOLIMTOIIEHHI0 U
TIOSIB/IEHHe TUIepCerMeHTUPOBaHHbIX HEUTPO(HUIIOB B Ma3Ke KPOBHU.

[lpy wMmeranobAacTHBIX aHEMHUSIX OTMedaeTCsi TIPeUMYIIeCTBEHHO CHIDKeHHe
SPUTPOLIMTOB, B MeHbIlleld CTereHW remoryioOruHa. ['WrepxpoMusi TIPOSIBISIETCS
TIOBBIIIIEHHWEM BeMUKHBI reMoryiobrHa 6Gosiee 35 Mr WM 1IBETOBOTO TOKa3aTesis
6onee 1,1. OT™MeuaeTcs TakXXe yBeJMUeHHE CpeHEro oObeMa PUTPOLIMTOB Oosee
100 ¢, a Hepeako Gonee 120 dui. Ilpu couetanuu Bio-medurutHon, KA win
aHeMMM XPOHHWYEeCKOTO BOCTa/ieHuss CpefHuid O00beM SPUTPOLIUTOB MOJKET
OCTaBaTbCsi B TMpefieiax HOPMbI. BbIpakeHHOe yBeJMUeHWe KOJIWUecTBa
petukynorutoB (o 200-300% u Oomee) pa3BuBaeTcs uepe3 5-8 gHel eueHUs
BUTaMUHOM Bi, U TIOATBep)KAaeT AuarHo3. Y MHOTMX OOJBHBIX OTMEUaeTCs
NeKOTIeHUsl, TIpUYeM ee BbIpaKeHHOCTb OOBIYHO KOppenupyeT CO CTereHbio
aHeMuu. VIHOT/Ia CHYKEHO KOJINYeCTBO TPOMOOILUTOB.

[Tpof0/mKUTENBHOCTD KU3HU SPUTPOLIUTOB TPU B1o-ebULIMTHOM aHEMUY CHIDKeHa
Y COCTaB/sieT B cpeiHeM 25-75 aHelt (B HopMme 120 fHeit). B HauOombIlel crereHu
3T0 00yCJIOB/IEHO BHYTPHUCOCYUCTBIM T€MOJIM30M BC/Ie[ICTBHE HETIOJHOLIEHHOCTH
camMux  sputpouuToB.  OTMedaeTcs  yMepeHHass  rurnepOuUIMpyOHHemus,
TIPeUMYIIIeCTBEHHO 3a CUeT HernpsiMoro OummpyOrHa.

M3 OuOXMMHYeCKMX TeCTOB /[WarHOCTUUeCKoe 3HaueHWe HMeeT Oripeje/ieHue
COZiep’KaHHs ChIBOPOTOUHOTO BUTamuHa Bi,. B mmenorpamme mpu HOpMaabHOM
VA TIOBBIIIEHHOM KOJIMYeCTBE MHEJIOKAPHUOLMTOB OTMEUaroTCs BbIpaKeHHast
TUIepIia3usi SPUTPOUTHOTO POCTKA U Merano0/acTUUecKuil TUTT KPOBETBOPEHUS
(puc. 17-23, cM. LBETHYIO BKJ/EMKY). YKa3aHHble W3MEHEHUSI MHeI0rPaMMbI
OTMEeYaroTCsl TOJIbKO /0 Hauaja jieueHusi BUTaMMHOM Bi,. B acrivpare KOCTHOTO
MO3ra, TI0JIy4YeHHOTrO Jake T0oCje OJHOKPaTHOM WMHBEKI[MM 3TOro Tperapara,
Mcue3aroT MeranobnacTel, a Meraao0/acTUUeCKUil TUTT KDOBETBOPEHHSI CMEHSIeTCs
HopMmoOmactiyeckuM. KpailiHe Ba)KHBIM AMAarHOCTUUECKUM TIPU3HAKOM SIBISIETCS

BBICOKUM YPOB€Hb JIaKTaTAETUAPOTreHd3bl CbIBODOTKHW KPOBHU.



CornacHO KaHOHaM KJlaCCUUeCKOM TreMaTo/IoTHH, OCHOBOW JUAarHOCTUKU Bi,-
nedUIUTHONM aHeMUU SIB/ISIETCS MCC/iefloBaHHe KOCTHOTO MO3ra C oOHapy>KeHuem
Merano0/acTOB ¥ TUTAHTCKUX KJIeTOK-TIPe/IIIeCTBeHHUKOB T'PaHY/IOLUTOI033a
(MUenoUrThI, MeTaMueoUUThl). OJHAKO Ha TMpaKTHKe, JaKe eC/au TMalUueHT SIBHO
CTpajaeT JaHHOW (OpPMOI MasIOKpOBHS, 3TU K/IeTKA 0OHapY>KUBAKOTCS He BCer/a.
[IpUuMHBI 3TOTO TOIBKO MPEATONOKUTeTbHbIe. BO3MOXXHO, Kakoe-TO KOJIMYeCTBO
BUTaMUHa B, ciyyaiiHO ObLIO TIOyueHO TAallMeHTOM U, Ha BpeMsi U3MeHUB
reMorio33, He H3/eunsio 0osie3Hb B 1iejioM. VIMEHHO MO3TOMY [i/isi AUAarHOCTHUKU
TUMIUYHOTO  Cjiydyass  Bio-geduuydTHOM  aHeMuWMd  [IOCTAaTOYHO  aHa/IM3a
nepudepuueckord KpOBH, T[e Mbl yBUJAUM TUIEPXPOMHYH) MaKpOLMTapHYIO
aHemuio (auddepeHivanbHas JUArHOCTUKA TOMBKO C 3a00/ieBaHUSMU U3 TPYIIIEI
MUeNOoAUCIIIaCTUYeCKUX  cuHApoMoB!). K sTomy  MoryT  mpusararbcst
TMrNepcerMeHTHpOBaHHble HeuTpoduibl (puc. 24, 25, cM. LIBETHYIO BKJIEWKY) H
VHOrZla  MeTamuenoluThl. Eciu ke Mbl  ellle  yBUAUM  yMepPEHHYIO
TPOMOOIMTOIIeHHIO, HeOOo/IbIlIoe TIOBBIILIEHWE YPOBHS HEMNpsSMOro OWnmpyouHa M
3HauWTe/IbHOE TIOBbIIIEHWe YPOBHS JaK-TaT[eruJporeHasbl, MO)KeM CUWTaTh, UTO
JWarHO3 yCTaHOB/IeH. B TOAOOHBIX CUTyalUsX TIyHKIUS TPYAWUHBI MOXeT
0Ka3aThCsl U3JIUIITHUM MepPOIPUSITUEM.
BakHyl0 po/ib B IMarHOCTUKe urpaeT ¢ubporacTpockornusi, KoTopasi TI03BOJISIeT
MOATBEPAUTh [UAarHo3 «arpo(UuecKuii TracTPpUT» KaK OCHOBHYIO [PUUMHY
JeduiuTa BUTaMuHa B, M UCK/TIOUUTB OMYyXOJb JKeyKa
INuHamMyka /1abOpaTOpHBIX TIOKa3aTesiel rocjie Ha3HaueHHs (OMeBOM KHUCJIOTBI
WM [IMaHoKoOaaMuHa (BUTamMuHa B1o*):

* YKCJIO SPUTPOLIMTOB U YPOBEHb reMoryio0MHa 3HaUUTeTbHO YBeTMUMBAlOTCS 3a
2 Hell U HOPManu3ylTcsa Mexay 8- u 12-Ui Hepl JieueHUs] B 3aBUCHMOCTH OT
BbIpaKeHHOCTH feduiiira. ['emorobrH HapacTaeT MepJieHHee, Tiepudepryeckas
KPOBb HOpMa/iu3yeTcsi yepe3 1-2 Mec OT Hauasa Teparuuy;

* COJlep)KaHue PpEeTHKY/IOLMTOB HauWHaeT YBeIUUMBaThCsl Ha 2-4-U JieHb U
CTAaHOBUTCS MaKCHMMaslbHbIM Ha 8-9-ii fAeHb, K 14-My [JHIO HOpMa/M3yeTcs.

OAHOBPEMEHHO ITOBBIIIIAETCA KO/IMYeCTBO ﬂEﬁKOI.[HTOB u TpOM6OI_[I/ITOB;



* rUriepcerMeHTalys siziep HeltpoduioB coxpaHsiercs 10-14 gHell oT Hauasa
JieueHust;

*B KOCTHOM MO3re Merajno0/acTbl KMCYe3al0T B TeueHue 24-48 4 oT gauu
rperiapara, M3MeHeHHs1 B MOP(QOJIOTUU Siilep T'PaHY/JOLMTOB COXPaHSIIOTCA ele
HECKOJIbKO /IHeM;

* Ip¥ OMOXMMHUUECKOM aHajn3e OTMeYaeTCsl yBeJMueHHe MOUeBOM KUCIOThI U
xojiecTepyHa (MakCMMyM Ha THMKe PpeTHKY/OLMTo3a); YPOBHM OuaupyOuHa,
NaKTaTAeruAporeHasol,  ILIeJ0YHOM  ¢ocdara3bl  HOPMAIU3YIOTCS;  MOXKET
OTMeuaThCsl pe3Koe Ta/leHre YPOBHS KaJlusl.

Jleuenue

o BHelpeHUs] B KJIWHUYECKYI MPAaKTUKy BUTaMUHa Bi, mepHUIMO3Has aHeMUs
Obl1a ¢aranbHbIM 3abo0sieBaHreM. B psijie ciiyuaeB yzjaBasioch MOTyUYHUTh PEMUCCHIO
C TIOMOILbI0 SMITMPUUECKOT0 MoAOopa TMPOAYKTOB MHUTaHUS, TpaHCHY3UOHHOU
Tepanui WA  CIUVIEHKTOMHMM, OJHAKO B  TMOC/eAyioiieM 3aboseBaHue
pPeLIUBUPOBAJI0 M TPUBOAWIO K JIeTaJIbLHOMY WCXOAY, KOTOpPbIM HacTymaa B
cpegHeM uepes 1-3 roga ¢ MOMeHTA AUarHOCTUKU.

Ons npodunaktuku Bio-geUIUTHON aHeMUU cjefyeT BK/IHOYaTb B palLMOH
JKUBOTHBIM 0esiok (CyOmpoAyKThl, TOBsWHA, pbiba, ChIp, siilla, Mojoko). [Ipu

MaHI/I(lJECTaL[I/II/I 3a00/1eBaHus HEO6XO,[H/IMO Ha3Hd4YeHHe ]_[I/IaHOKO6a]IaMI/IHa. B

ciyJae [JTCTHOU MHBa3uU JTOTIOJTHUTE/IbHO crienyeT ITPOBECTH
Jlere/IbMUHTHU3A1[UIO.

st JIeYeHus WCTIOJTB3YFOTCS J1Ba Tiperiapara: Okcu-
KoOasaMuH" ¥ LIMaHokobanaMyH. B Poccun 0OBIUHO

IMpUMEHSETCA LII/IaHOKO6aJ'[aMI/IH, KOTOprﬁ Ha3HauaeTCda ITOAKOKHO W

BHyTpUMBILIeyHO B f03e 200-400 mkr 1 pa3 B CcyTku B TeueHue 4-5 Hex. Y
TSDKe/IbIX TIalieHTOB (1yOoKass aHeMusl)) YW TIPH  Pa3BUTHH  (PYHUKY/ISIPHOTO
MHei03a eXXeJHeBHas 03a BUTaMrHa B1, MoxkeT ObITh yBesmueHa fio 1000 MKT.

[Ipy amekBaTHOM Tepanmuy OTUET/IMBOE  yAydyllleHWe CaMOuyBCTBUSI U
HOpMaJ/iM3alysi KApTUHBI KOCTHOTO MO3Tra HacTymaeT yxke uepe3 2-3 [HS JieueHusl,

pETHKYHOL[HTaprIﬁ Kpu3 (HOBI:IU_IEHI/IE YPOBHA PETHUKY/IOLIMTOB B
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nepucdepudeckoid Kpou B cpeaHeM Ao 20-30%) pa3BuBaetcs uepe3 7-14 gHeld.
YpoBeHb OWIMPyOMHA HOpManu3yeTcsli B TedeHWe 3-4 Hesl, YPOBEHb JIaKTaT[e-
rugporeHassl - uepe3 1-2 Hesn. HasHaueHue I[MaHOKO-OajsaMMHA TIPUBOJUT K
peMuccud y Bcex OOMbHBIX By -gedurutHoli aHemueil. He3sddeKkTHBHOCTH
TepaMi B TedeHWe HEeCKOJbKUX HeJle/lb CBUJETETbCTBYeT O HeNpaBUIbHOM
TPAKTOBKe reHe3a aHeMUd W TpeOyeT 000c/efloBaHus /ISl YTOUHEHUS TTPUUMHEI
aHEMHUYECKOTO CUH/IPOMA.

®osreBo-/eUIIMTHAS aHEMUSI

3aboneBaHre OTHOCUTCSI K Tpymme Merajiob/acTHbIX —aHemuil. Pa3Butue
Meraniob/acTHOTO TUIa KpPOBETBOpeHHUs 00yC/OB/eHO TeM, UTO Tpu JeduiiuTe
(honmeBoM KUC/IOThI HapyllaeTcs BAUsiHUe BUTaMuHa B, Ha cunTe3 JTHK.
HNeduiut ¢onueBoid KUCIOTBI MOXKET OBbITh CBSI3aH C  HEJOCTAaTOYHBIM
ynorpebseHreM B muilly (oMeBod KHUC/IOThI, C KMIIIEYHbIM HapyllleHUeM ee
BCaChIBaHMSI, C TIOBBIIIIEHHBIMH MOTPeOHOCTSIMU B (POTMEBOM KUCTIOTE.

BonbHble ¢ geduiuToM (onreBod KUC/IOTHI KanyloTCsa Ha 0Oyl €1aboCTb,
ro/IOBOKpY>KeHre. B oTiuuve oT 60nbHBIX € JeduuydToM BuUTamMuHa Bi, 601 B
s3bIKe y HUX ObIBaeT peko. He ObIBaeT Mpr3HAKOB (PyHUKY/ISIPHOTO MU€/Io3a.

Onsi nedpuuyra dhonmeBol KUCIOTHI, TaK >Ke Kak /s AeduldTa BUTaMHHA B,
XapakTepHO TIOsIBJIeHWe B Mepr(epryeckor KpOBM MakpouuTto3a. [loBbIlIeHbl
cpefHuii 00beM 3pUTPOLIMTOB, CpefiHee COZep>KaHHe reMor7ioOnHa B SpUTPOLIUTE.
B KkKocTHOM Mo3re OOHapy)KMBAaKOTCS Merano0nacTel, Kak WU Mpu Jeduiure
BUTaMHUHA Bi,. TToBbIIIeHO cofepkaHue OUMMPyOUHA 3a CUeT HeNpsSMOTO, a TaKKe
aKTMBHOCTbD JIaKTaTAeruporeHasbl CbIBOPDOTKH.

Heremarosiornueckue rposiBjieHds fgepuiuTa (poameBor KUC/I0ThI IPU HeJOCTaTKe
dosmeBoil KUCIOTBI OOYC/IOB/IeHbl yBeIUUeHHWEM YPOBHS TOMOILMCTeHHA. JTO
yBeJInueHUe siB/isieTCsl ()aKTOpPOM pHCKa /ijisi BEHO3HBIX TPOMOO30B, BO3MOKHO, 3a
CcueT BUsAHUS U30BITOUHOTO TOMOL[MCTEMHA Ha »JHAOTeMMM cocynoB. [lpu
reTepO3UrOTHOM HOCUTEeNbCTBE MyTaldd MeTuATeTparuapodosiaT-peayKrasbl
TaK)kKe BO3pacTaeT YPOBeHb FOMOLIMCTeHHA, HO PUCK TPOMOO30B MEHBIIIHA.

,ZLJ'IH JieueHU UCII0/IB3YHOTCA MMPETIdpdThl (bOHHeBOﬁ KHNCJIOTHI.



I'napa 4. AHEMWHN XPOHNYECKWX BOJIE3HEN

AHemus XPOHUYECKHX 6onesneii (AXB) SIBJISIETCS BTOPOM 1o
pacripoctpaHeHHocTH Tiocie KA ¥ HabmomaeTcsl y MaleHTOB C OCTPOW WM
XPDOHUUECKOW aKTUBAal[Med WMMYHHOW CHCTE€Mbl BC/IECTBHME  pa3/IUYHbIX
MHGMEKI[MOHHBIX, ayTOMMMYHHBIX U OITyX0/ieBbiX 3aboneBaHuii. B oTaenbHYIO
Ho30/0THUeckyt0 eaunuily AXDB Obia BbiiesieHa Tmocie myosukaiuu  G.E.
Cartwright, M.M. Wintrobe B 1952 . HekoTopble aBTOpbI CUMTAIOT, YTO Ha3BaHUE
«aHeMUsI XpOHUUYEeCKUX Oome3Heli» He COBCeM MpaBWIbHOE, Tpefjiarasi 3aMeHUTh
€r0 TePMUHOM «aHeMHs BOCIIAJIeHUs». JTO CBSI3aHO C TeM, YTO 3TOT BUJ, aHEMUU
pPa3BUBAaeTCsl He TOJIBKO MPU XPOHUYECKUX, HO W TIPU OCTPBIX BOCIIAIUTETbHBIX
3aboneBanusx. CHIDKeHHE YPOBHSI reMor/io0MHa MOKHO OOHapy>KUTb yKe MeHee
yeM uepe3 2 HeJl, 3TO yMepeHHasi aHeMusi ¢ ypoBHeM remornoouHa 90-130 r/n u
remarokputa 30-40%. OpHako 00bIUHO mAJig AuarHoCTUKU AXDB HeoOxogumo
Ha/lMuue JJUTeNbHO TeKYyIero ayTOMMMYHHOIO, UH(EKIIMOHHO-BOCHaIUTeTbHOTO
WA OTYXO0JIeBOT0 3ab0/ieBaHusl.

AXDB sBasieTcs WMMYHOPETY/IMPYEeMbIM COCTOSIHUEM. BakHeHIue acreKTbl
raToreHesa - HW3MeHeHUs] B TOMeOCTase >Kejie3a, yrHeTeHHe Mpoudepalu
SPUTPOUHBIX K/IEeTOK-TIpeJIeCTBeHHUKOB, HapylieHus npogykuuu III0 wun
TPOJO/KUTE/IbBHOCTU JKU3HU SPUTPOLIUTOB. Panee Tipe/ro/araaoch
CyLeCTBOBaHWE  TOPMOHOB, peryvpyromux  roMeocras  kenae3a U
obecrieunBaroll[iX  B3aUMOJEMCTBHME  MeX/Ay  TMpollecCaMM  BcachIBaHMS,
PEeLIMK/IMPOBaHUS U COXPaHEeHUs KeJie3a B fero. OTKpbITHe reniujrHa T03BOIUII0
3HaUMTeJIbHO PaCllMPUTH TIpefCcTaB/ieHus o rmaroreHese AXb.

Heduiyr renuuanHa B OpPraHu3Me MOXKeT TIPUBOAUTH K TSDKe/IOM Ieperpyske
JKeme3oM M pacCMarpyBaeTCsl PpPSfOM  aBTOPOB KaK OJWH W3  BaKHBIX
raToreHeTUUeCKUX MeXaHW3MOB reMoxpomaro3sa. [IpogyKuus reniquHa B eyeHu
CTUMY/IpyeTcs: WHMeKIMel ¥ BocraneHneM. B uacTtHocTH, 6bUIO [J0Ka3aHO, UTO
psifi LUTOKWHOB (Haripumep, WJI-6), MpHUCYIMX XPOHWYECKUM 3ab0/ieBaHUsM,

MHAYIOHUPYET CHUHTE3 reliy/iiHa B IIe4eHH, d M30LITOYHAS IMMpOAYKLUA TeliruanHda



TOPMO3HUT BCACbIBdHHME Kejle3d B KUIIEUHHUKE M PEYTHU/IN3dlHUI0 >Kejie3d W3 K/IeTOK

PETUKY/I09H/]0Te/IMaTbHOM CUCTeMBI (pUC. 26).

BocnaneHue

K* — — [ enuuawuH

Makpodpar "enatouut

PeyTunuaauus
BcacbiBaHwe Xenesa U3
Xenesa MOHOLUTapPHO-
B KMLLEYHUK MakpodaransHou
cUcTeMsl

Puc. 26. Ponb remniuriHa B pery/sljid romMmeocTtasa npu BoCIajieHuu

AHeMHUsI ¥ THIOKCHs OKa3bIBalOT WHTMOUpYlolljee felicTBHe Ha obOpa3oBaHHe B
TeYeHu TenuJuHa U TeM CaMbIM YMEHBIIAKOT yrHeTarollee JelCTBUe TerLuAnuHa
Ha BCacCblBaHWe jkejiesa B KUILIEUHUKe U peyTWIM3aLUI0 ’Keje3a U3 KIIeTOK
PETUKYJIO3H/JOTeTNAIbHON CUCTEMBI.

B HacTosiiiiee BpeMsi CUMTaeTcCs, uto oOpa3oBaHWe TeMiyHUHa - IIeHTPa/IbHbIMI
MexaHusM pas3Butusa AXDB. IIpuHnunuancHoe pasnuuve Mmexay KA u AXb
3aK/todyaetTcs B ToM, uto JKIIA nMeeT OTHollleHHe K aOCOMOTHOMY [JedULIUTy
)Kene3a, Toraa Kak natodusnonorus AXb siBasieTcss MynbTh(akTopHOU. Beaytiyto
posib B pa3Butuu AXDB urpaetr KomriieKC (hakKTOPOB, OCHOBHBIMM M3 KOTOPBIX
SB/ISAIOTCA ~ HapylleHWe TOMeoCTas3a JKejle3a, YrHeTeHWe 3SpUTpOIlo33a U
HeaZleKBaTHO  Hu3Kasg mpoaykuus  II10. locTkeHussT B [OHMMAaHUU
natopusuoniorndy AXDB  ABASOTCA  TIOBOAOM  /iii  pa3pabOTKM  HOBBIX
TeparneBTHUYeCKUX ToaxonoB. IIpeacrasisger vHTepec wucrosb3oBaHue npu AXDb
TperiapaToB - aHTArOHHUCTOB  TeMIUWHA, CIIOCOOHBIX  BOCCTaHAB/IUBATh
HapyLIEHHYI0 peyTWIU3alui0 >Kejie3a U3 KJIeTOK MOHOLIMTapHO-MakpodaraabHOu
CHACTeMbI, a TakKe TOPMOHOB M LIUTOKUHOB, CTUMY/IMPYIOL[AX SPUTPOIIO33, B
YaCTHOCTH TIpUMEHeHHe TIperiapaToB pPeKOMOWHAHTHOro uejoBeueckoro OI10

(OCA).



unarHocTuka

Haubosee BakHOU siBiisieTcsi AuddepenimanbHas auarHoctuka KA u AXB. B
KJIMHAYEeCKOU TPaKTHKe J0CTaTOUHO YaCTO BCTPEUarOTCs Ciydand couetaHust KA
u AXDB, AMarHocTHKa KOTOpbIX ocobeHHO TpyaHa. U mpu XKIOA, u mpu AXbB
YPOBHU ChIBOPOTOYHOT'O ’Kejie3a TTOHWKeHbI, UTO OTpakaeT abCOMOTHbIN JeduliuT
kene3a ripu JKJIA v runogeppemuto Ha ¢poHe BocrniaseHust npu AXDB, CBA3aHHYIO C
HapyllleHWeM peyTWU/IM3aliuu ’Keje3a W3 KJIeTOK MOHOLIMTapHO-MakpogaraabHON
cucTtemMsbl. VIMeHHO MO3TOMY TOJIBKO OIpejie/ieHre YPOBHSI CbIBOPOTOUHOIO jKeJle3a
He MOXKeT OBITh I0/I0KEHO B OCHOBY AudepeHLanbHOM anarHoctuky XKIA u
AXB. ChIBopoTOUHbIM (eppUTHH KaK OCHOBHOW MapKep 3aracoB >Kejie3a B
opraHusMme sB/sieTCsl Haubosee HaJ|EXKHBIM KPUTEPUEM [JUaTHOCTUKU Aeduiivrta
xene3a. OfHako (peppUTHUH SBJISIETCS OJHUM U3 OCTPO(A30BbIX MMPOTEHUHOB, U €r0
KOHLIeHTpaLlWs IIOBbILIAETCS [PU BOCMA/eHUM, YTO 3aTpyHsAeT [AUarHOCTHKY
JeduLyTa JKejme3a 'y MalUeHTOB C  Pas3/IMUHbIMU  BOCIAJUTEbHBIMU U
OHKOJIOTUUeCKMMU 3abosieBaHUsIMU  (HaripyuMmep, Ha ¢oOHe KpOBOTeUeHUil Yy
MalMeHTOB C PakOM TOJICTOM KMIIKW WIA SI3BEHHBIM KOMUTOM). B 3THX ciyvasix
peKoMeHlyeTCs orpejie/ieHe KOHLIeHTpalii ChbIBOPOTOYHOI'O TPaHC(eppUHOBOIO
pereriropa.

YpoBeHb CBIBOPOTOUHOTO TPaHC(EPPUHOBOIO perienTopa IMOBBILLIEH MpY JeduLiure
JKesie3a M 0CTaeTCsi HOpMasibHbIM IIpu AXDb WK B C1ydasX aHeMUU CMeLIaHHOI'o
rede3a (AXb + XKIA). CeIBOpOTOUYHBIE YPOBHU MPOBOCIAIUTE/BHBIX [JUTOKUHOB
He y3MeHsroTca npu KA u cymjectBeHHO TosbliieHsl ipyu AXb. [Io cpaBHeHUrO
c naiueHTamMu ¢ AXDB, mpu aHemusix cmelnaHHOro reHesa (AXB + JKIIA)
orpesiensieTcsi Gosiee BBICOKUI ypOBEHb MHKPOLIUTOB U CYI[@CTBEHHO HIXKe
ypoBeHb remornobuHa. ViMeHHO MO3TOMY oOrpefiesieHre MpoLeHTa TMITOXPOMHBIX
SPUTPOLIUTOB U YPOBHSI TeMOIVIOOMHA B PETHKY/OLUTAX, JOCTYITHOE B HEKOTOPbIX
COBpPEMEHHBIX MOJe/sIX reMaHa/lIu3aTopoB, SB/IAETCA BeCcbMa I10/Ie3HBIM MeTO[0M
BbISIB/IEHUSI JKeJle30/1ePULIMTHOTO 3PUTPONo33a y nauueHToB ¢ AXB.
Teopetnuecku pns1 auddeperHiyansHor auarHoctTuku AXB u KA wumeer

HEKOTOpOe 3HaueHWe aJleKBaTHOCTh mnpoaykuuu OIIO cTenmeHW aHeMuW.



HeanmekBaTHO Hu3Kasi cTereHH aHemuu npoaykuus OIIO - xapakrepHas
ocobenHocts AXDB. OreHKy azekBaTHOCTH TmpoAykiuuu OIIO mpoBogsaT Ha
OCHOBAaHUM OIpefie/ieHUs1 OTHOIIeHUs Jjorapupma omnpezensemoro (O) ypoBHA
OI10 k norapudmy npeamnosaraemoro (IT) ypoBus DI10O (orpenesnisieTcs B rpyrirne
naupeHToB ¢ KJA) (O/11 log 3I10). Ilpoaykuuto OI1O cuuTarOT HeaJeKBaTHO
Hu3kou creneny anemuu ripu O/I1 log 3110 <0,9.

Jleuenue

PanjmonansHOCTE yleueHuss AXDB oCHOBBIBaeTCsl Ha AByX IpUHLUIaxX. Bo-mepsbix,
aHeMUsl SIBJISIETCSI BpeAHOW cama Tio cebe, MOCKOJIBKY TpebyeT KOMIIEHCAaTOPHOTO
yBeJIMUeHUs] Cep/IedHOro BbIOpOCa [/1s1 YCTpPaHeHHWs pa3BUBAIOIIENCS TUITOKCHH.
Bo-Bropeix, AXDB accoumupyercsa € yXyjlleHueM IIpOrHo3a COMYTCTBYROLIUX
3abosieBaHU. Y TMalMeHTOB C XPOHWYECKOM TOYeYHOM HeJ0CTaTOUHOCThI) Ha
remo/yasnuse, C OHKOJIOTUYe CKUMU 3aboneBaHUSMU, TI0JTyYaroLuX
XUMHOTEPAIiio, KOPPEeKIMs aHeMWWd C TIOBLIIIEHHeM YPOBHsA remMoriobnHa
acCoLMMpyeTCcsi C CyLIeCTBeHHbIM Y/IyulleHWeM KayecTBa JKu3HU. OpHako
cTpemsieHre K 0Oojiee BBICOKOMY YpOBHIO remornmobwHa wuHorga ¢ AXbB
Hebe30I1aCHO U CBA3aHO C yXy/IlIeHHeM TIPOrHO3a COMyTCTBYIOLIMX 3abosieBaHuUM.
B Tex ciyuyasix, Korjja 3TO BO3MOXKHO, JieueHHe OCHOBHOTO 3a00/ieBaHUs SIB/ISIETCS
MeTozioM Bbibopa Tepanuu AXB. AjekBaTHas ¥ 3G deKTHBHAs Teparusi 0CHOBHOTO
3abosieBaHUsT TIPUBOAUT K OBICTPOMY TIOBBIIIEHWIO YPOBHS TreMoriobvHa. B
IIPOTUBHOM CJly4yae WCIO/b3YIOTCA Jpyrue [OCTyIHble MeTOAbl KOppeKLUU
aHeMUM, K KOTOpPbIM OTHOCSTCA TemoTpaHcdy3ud, QeppoTepanus |
5PUTPOIIO33CTUMYJIMPYIOLLMe CPe/CTBa.

I'emoTpaHcdy31r IMMPOKO WCIO/Ib3YIOTCS B KIMHUUECKON MPaKTHKe KaK ObICTPBIM
1 3¢ deKTUBHBIN MeToJ, KoppeKluu aHemuu. [Ipenapatsl »kene3a ((pepporepanusi)
nist iedeHust 6obHBIX ¢ AXB paHee uMesid orpaHUYeHHOe TipuMeHeHre. CriefyeT
TIOMHUTh, UTO BCacbiBaHWe »Kese3a rpu AXDb 3arpyaHeHO, IO3TOMY B CJlyuae
HeobxoguMocTH (heppoTepariviu NpeAriouTeHe cjieflyeT OT[aBaTh rperaparam Jis
BHYTPUBEHHOTO BBeZleHHs. lIpakTuuecku TIpUMeHeHWe TperaparoB jkejes3a Ipu

AXB 6bUIO OrpaHWYEHO HCII0/Ib30BaHWEM WX Y TAlMeHTOB, mosydaroumx JCA



(3pUTPOMOATHH YesioBeKa pPeKOMOWHaHTHBIN). PaHee cuMTanoch, 4TO JiedeHUe
rperiapaTaMyd  >kejie3a MOXeT TIPUBOAWUTH K M30bITOUHOMY 00pa30BaHUIO
BBICOKOTOKCHUHBIX CBOOOJHBIX pPa/IMKa/liOB, KOTOpble CIOCOOHBI OKa3bIBaTh
TOBpeXKarolllee NelCTBYEe Ha SHJOTEUU COCYZIOB.

OpHako B TIOC/IeIHHE TO/ibI TIOSIBWINCH JaHHbIe, UTO (heppoTeparivs MOKeT ObITh
rosie3Hor y 6ombHbiXx ¢ AXB. B uacTtHoCcTH, MHTHOMpPYs 0Opa3oBaHHe daKTopa
HEKpo3a OIyxoju ajb(a, TMpernaparbl >keje3a MOTYT CHWKaTb aKTUBHOCTH
3aboneBaHUs TPU peBMaTOMAHOM apTpuTe. A y MAllMeHTOB C aHeMuell Ha (oHe
XPOHMUECKUX BOCTIA/IUTeTBHBIX 3ab0eBaHui KuilleuHrKa (6one3ns KpoHa u fp.)
rapeHTepasibHasi (heppoTepanusi MPUBOJUT K ObICTPOMY OTBETY B BH/Ie TTOBBILLIEHUS
ypoBHS TeMoryiobuHa. [Iperapathl >kesie3a ciaefyeT Ha3HauaTh BCEM TMAl[HE€HTaM C
AXB B coueTaHWMM C TIOATBEPXKIAEHHBIM aOCOJIOTHBIM JIe(HI[UTOM JKese3a.
deppoTeparnus abCo/IOTHO TT0Ka3aHa BceM marjeHTam ¢ AXbB, He oTBeuarolyM Ha
JeyeHue SPUTPOIO33CTUMY/IUPYIOLLUMU CpenCcTBaMH, BCJIe[ICTBHE
(GyHKL[MOHaNIBHOTO JeduiuTa ese3a. B 1aHHOM cilydae [0TO/IHATETBHOE JKeJie30
B TIEpBYI0 Ouepellb YTWIU3UPYETCHd K/IeTKaMU SPUTPOHA, UTO TOBBILIAET
3¢ heKTUBHOCTh JieUeHUs] PUTPOMNOITHHOM. B To ke Bpemsi deppoTeparvs He
pekoMeHayeTcsi nauveHTaMm ¢ AXDb, UMeIoLIUM 5KCTpeMallbHO BbICOKMM YPOBEHb
ChIBOPOTOUHOTO (hepputuHa. CrenyeT MCIOMb30BaTh TOALKO Mperaparbl ’keae3a
[I/1S1 BHYyTPUBEHHOI'O BBeJIeHUSI.

B HacTosmee BpeMs MoJIOKUTebHOEe BaUsHUe DCA -Tepanuu [Jid KOPpPeKLUU
AXDB moka3aHo y MalMeHTOB C XPOHUYeCKUMH 3a00/1eBaHUSIMU TI0UEK; TalleHTOB
C peBMaTOMJHbIM apTPUTOM; MALMeHTOB C PaKOM, IMOIYYarIMX XUMUOTEeparuto;
MalueHToB C renatuTom C, Mo/yvyaroljyMx MMPOTUBOBUPYCHYIO TEPAIKIO; MaljueHTOB
c uH(eKlreld BUPYCOM HMMYyHOJe(UIMTa ue/iOBeKa, TMOAyUYalolluX JeyeHue.
OddextuBHoCTE DCA-Tepanuu cocrtapisieT TMpuMepHO 25-40% y OOJBHBIX C
MHEIOANC-TUIACTUIeCKUM CHHAPOMOM, 0K0j10 80% - y OOMBHBIX C MHOYKe CTBEHHOM
mMuenomMon 1 7o 95% - y G0/IbHBIX C PeBMAaTOUJHBIM apTPUTOM U XPOHWUYECKUMHU

3aboneBaHusiMu T1iouek. Ilnoxoii orBer Ha OCA-Teparvio OOBIYHO CBSi3aH C



BBICOKMM YDOBHEM TMPOBOCHAJUTENbHBIX LUATOKUHOB W  COIYTCTBYIOLIUM
JeduiuToM >Kesie3a.

lleneBoit ypoBeHb remormobuHa y manpeHToB ¢ AXDB, mo/ydaromux
3PUTPOIIOI3CTUMY/IMPYIOLHe CpeficTBa, cocTaBnser 110 r/n. CtpemsieHue K Gosee
BLICOKOMY  KOHEUYHOMY ypPOBHIO TeMOITIOOMHAa  MOXKeT  TPUBOAUTHL K
HeO/1aronpUsATHBIM K/TMHUYECKUM TI0C/IeICTBUSIM.

B Hacrosiiee BpeMsi posib KoppeKuuu AXDB B KJIMHUYECKOU TIPaKTUKE OCTaeTcCs
HeJ0olleHeHHOM. Torna Kak cBoeBpeMeHHOe BhIsiB/ieHHe U jieueHre AXb rpuBoguT
K 3HAUMTETbHOMY TTOBBIIIEHUIO0 KaueCTBa )XU3HU MAL[MeHTOB U YIYULLIeHUI0 UCX0Za
XPOHUUEeCKUX 3a00/1eBaHU.

AHeMus y TIAI[HEHTOB CO 3/I0KaueCTBeHHBIMUA HOBOOOpa30BaHUSIMHU

AHeMUs 4aCTO COTIPOBOXK/IAET 3/I0KaueCTBeHHbIe HOBOOOpa3oBaHusi. OHa SIB/SIeTCS
dopmoii AXB C HEKOTOpbIMH TIaTOreHeTUUeCKUMU OCOOEHHOCTAMU. OTH
0COOEHHOCTH 3aK/TFOUAlOTCSI B TOM, UTO BO3MO)KHO BJIMSIHHE Ha 3PUTPOIIO33 CaMOM
OMyXO/JM, a TakKxke XuUMHOJyuyeBOoU Tepariu. Okomo 60% manueHToB
OHKOJIOTUUECKUX U OHKOTeMaTOJIOTMYeCKUX KJIMHUK Pa3BUBaKOT aHEMHUIO.
[Tarodusronorus XpOHUUECKOWM aHeMUU Y OOMbHBIX CO 3/10KaueCTBEHHBIMU
HOoBooOpa3oBanusiMu (A3H) npearnonaraer MHTEHCUBHOE B3aUMOAEUCTBUE MEXIY
TOMY/ISILYEeN OIMyXOJeBbIX KJIETOK W WMMYHHOM CHUCTEMOW, YTO TIPUBOAMUT K
aKTHBallM1 Makpo(aroB U TMOBbBILLIEHHOM 3KCIPeCCUM Pa3/MUHbIX LIUTOKUHOB. Bce
XapakTepHble maTodusnonoruueckrve yeptbl A3H (ymeHbllleHHe Tepyofia >KU3HU
SPUTPOLIMTOB, yMEHbIIEeHHasi peyTWIu3alus ’Kejle3a KOCTHbIM  MO3IOM,
HeajlekBaTHas mpoAykuus D110 u cympeccysi SpUTPOU/IHBIX Tpe/ilieCTBeHHUKOR)
SIB/ISIFOTCS  pe3y/IbTaTOM  aKTUBAllMM UMMYHHOM U BOCHa/JUTEbHOW CUCTEM
3/I0KAYeCTBEHHBbIMM KJIeTKaMH, U OIpe/e/leHHble UMMYHHbIE UM BOCHAIUTEIbHbIE
I[UTOKUHBI MOT'YT TIOTEHI[MaIbHO CI0COOCTBOBaTh pa3Buthio A3H.

[TaTtorexes

[Tatorene3 A3H wumeer ob6imiue uepThl ¢ maroreHe3oM AXB. DTuMu uepramu
SIBJISIFOTCSL YKOPOYEHHEe TIeprofia KU3HU 3PUTPOLIMTOB; HapyLLUeHHasi yTUIU3aLys

JKejle3a KOCTHBIM MO3T'OM; I/IHFI/I6I/IpOBaHI/Ie SPUTPOUAHLIX TIIpeAIIeCTBEHHUKOB



KOCTHOI'O Mo3ra Y HeaziekBarHas npozaykuusa OIIO. [lng pelneHus Borpoca o
1]e/1ec000pa3sHOCTH UCIoNb30BaHUs DCA B KauecTBe ajbTePHATHBHOIO CITOCO0a
neyenuss A3H mnoHuMaHKe IiaToreHesa S5TOrO TUIA aHEMUU HMeeT pellaroliee
3HauYeHue.

OtmmuurenbHeiMU yepramu A3H, kak u gpyrux AXD, ABASIOTCA HU3KHWe YPOBHU
CHIBOPOTOYHOTO >Kejie3a, Keyie30CBsi3bIBaoleli CriocOOHOCTH CHIBOPOTKH KPOBH,
HU3KOe HachllleHue TpaHc(heppyHa M MPUCYTCTBUE aJleKBAaTHBIX 3aracoB yKeJe3a,
V3MEpPeHHbIX WU 10 YPOBHIO ChIBOPOTOYHOIO (heppUTHHA, WM MO pe3y/ibTaTam
WCCNeIoBaHUsl KOCTHOTO Mo3ra (KOJMMUYeCcTBO Croelu(pUUecKUuX TpaHy/l B
SPUTPOUJHBIX KileTKaxX-Ipe/lleCTBeHHUKAX).

Y mnauuentoB ¢ AXB cymectByeT o6paTHoe OTHOIIEHHE MEXy YPOBHEM
reMoryiobMHa ¥ (QepputhHa, C OJHOW CTOPOHBI, U MapKepaMu KIeTOYHOMN
VMMYHHOM akKTWMBaUWMW (MHTep(pepoH-y, HeoNTepuH) - C [APyrou, 3TO
CBU/IETE/ILCTBYET, UTO aKTUBUPOBaHHbIe Makpodard MOryT ObITh BOBJ€UEHbI B
n3MeHeHHe MeTabosmu3Ma >kejme3a W pasButhe AXbB. KonmuecTBeHHbIE U
KaueCcTBeHHble U3MeHeHUs] MeTabosM3Ma sKejie3a B aKTHBHPOBAHHBIX Makpodarax
MOTYT YMeHbIIIaTh JOCTYITHOCTh Keje3a /il KJIeTOK 3PUTPOHA U CII0COOCTBOBATh
pasButuio AXB. Merabonusm keje3a MOXKeT U3MEHSTbCS He  TOJIbKO
VHTep(EepOHOM-y, HO TakKe (PAKTOPOM HeKpOo3a OIyXOJd. [Ipyrum LIUTOKHWHOM,
KOTODbIli MOXeT Take OBbITb BOB/Je€UeH B K3MeHeHHs MeTabonM3Ma rKesesa,
sBisietcs: IJI-1. OTOT LUTOKMH criocobeH yBenuurBaTh MPOAYKLUIO (eppUTHHA,
KOTOPBIM MOXKET JIeMCTBOBaTh B KAUeCTBE «/IOBYLLKW» [I/IS1 JKejie3a, KOTOpoe WHaue
MOTJI0 ObI OBITH [JOCTYITHO ZJIsT 3PUTPOII033a.

[pyriM MexaHW3MOM, KOTOpbIi MOXKeT BbI3bIBaTb HapylleHHe MeTabosr3Ma
xenesa npu AXDB, siBaseTcs u3MeHeHWe TpaHCGEPPUHOBOTO peliernTopa Ha
SPUTPOUAHBIX KeTKaX. DpUTPOO/IacThl y mauyeHToB ¢ AXb MMelT CHWKeHHbIe
yKcaa TpaHC(EepPUHOBOTO pellerTopa, U, KpOMe TOro, OHU UMeIoT Oojiee HU3KOe
CPOACTBO K TpaHC(eppuHy IO CpaBHEHWIO C 3pUTpobiacTaMu OT 3[0POBBIX
VHAUBUAYYMOB. B TeueHue WH(eKLUH, 3/10KaueCTBEHHBIX HOBOOOpa3oBaHUM U

MMMYHOJoTUUeckux Hapywenun WJI-1, WJI-6 u ¢dakTop HeKpo3a OIMmyxonu



TIOBBIIIIAIOT KOHI[eHTpalyio Oenka ocTpod (as3bl O-1-aHTUTPUTICHHA, KOTODBIi
crocobeH  MHrMOMpOBaTH  3PUTPOIIO33  TyTeM  HapylleHWs  CBSI3bIBAHUS
TpaHcheppuHa ¢ TpaHC(eppHHOBBIM PELIeNTOPOM U Toc/eyoilee obpa3oBaHue
(MHTepHa/IM3alMi0) perjenTopa TpaHCheppHUHOBOTO KOMIIIEKCa.

[Mlpu A3H wiu Jpyrux XpOHUUECKUX Oose3HsiX BHauaje HOpMasibHble WU
MOBLIIIEHHbIE YPOBHU (DeppUTHMHA YMEHBIIAKOTCS, KOrZAa TMaljueHTOB Jjieuar
ycreitHo OCA. TloBefieHVWe ypoBHel ChIBOPOTOYHOrO ¢heppuTHHA BO BpeMsi
paHHel (ha3bl JieueHUs, KPOMe TOrO, SIB/ISIETCS MPOrHOCTUYECKHMM MPU3HAKOM
orBeTHOM peakiuu Ha OCA. OTd  HaOMOJeHWs  YKa3bIBalOT, UTO
dapmakosoruueck  BbICOKMe  A03upoBKM  ODCA  CrOCOOHBI  TIPEOAO/ETh
HapyIIeHHY0 MOOUIM3aIIHIO >Kejle3a Y HeKOTOphIX TarjueHToB ¢ AXb wim A3H.
[pyrvM MexaHW3MOM, KOTOPBIM MOXeT CIiocobcTBoBaTh pa3BuTio A3H, siBrisieTcs
CynpecCUBHbIM 3(P¢deKT I1[UTOKWHOB Ha SPUTPOUJIHBIE Tpe/llleCTBeHHUKHU.
Wnrepdepon-y, UJI-1 u ¢akTop Hekpo3a OMyXOau WHTUOUPYIOT 3PUTPOIIO33 in
Vitro v in Vivo, U BCeé 3TW TPU LIUTOKUHA MOJABJIAIOT IPUTPOII033 CUHEPrhveCcKu
WM TIOBBIIIAIOT 3KCIIPeCCHI0 APYT Apyra. In vitro 3puTporHOe WHrHOMpOBaHUe,
BbI3BaHHOE MHTephepoHaMU-§ H/IH -y, MOXKeT ObITh OTMeHeHO Jo0aBneHreM DCA
K cpefe. OTH pe3y/bTaThl YKa3bIBalOT, UTO TeparieBTUueckui 3ddekr DCA,
HabmofaeMbli y mauyeHToB ¢ A3H, MoxeT ObITh 4YacTMUHO 0OyC/IOBIEeH
TipeofiojieHueM CyTpeccopHoro 3¢dekra 3TUX LWTOKWHOB Ha SPUTPOU/IHBIE
Tripe/jieCTBEHHUKM.

Y nmaumenTtoB ¢ A3H sputponiHbie npejllecTBeHHUKHA pearupyroT HOpMalbHO Ha
OIIO B yconoBusx in vitro, Ho peakuusa OJIIO0 Ha aHeMuro, TO-BUAVUMOMY,
HapyllleHa, TO eCTb OHa He COOTBeTCTBYeT TMa/[eHHI0 YPOBHS reMoryioOuHa.
AJleKBaTHBIM aHanMu3 OTBeTHOU peakiuu II10 Ha JaHHYIO CTerieHb aHEMUU MOXKET
ObITh BBITIOJIHEH TOJILKO B TeX C/ayyasiX, KOrjja U3MepeHHble YDOBHHU
ceiBOpoTouHOro JI10 ¥ BeMUMHBI TeMaTOKPUTA WM reMorio0HHa KOppearpyroT
VIHIMBU/ya/IbHO Y Ka)K/JI0T0 MarjeHTa U pe3yJbTaT CpaBHUBaeTcs ¢ peakuueit J110
Ha /IaHHYIO CTelleHb «CTaHZApTHOM» aHeMuu (Kese30-AedUIIUTHON WU TIOCTe

KPOBOIIOTEPH). Y TaKWUX «CTaHJAPTHBLIX» TAIJUEHTOB C aHeMUel, 00yC/IOBIeHHOU



KpOBO-TIOTepeli  Waud  JAedULUTOM >Keje3a (TO eCTb C  HOpMasbHOM
S5PUTPOMO3THYECKOMU CUCTEeMOM), YPOBEHb CBIBOPOTOYHOIO II10
SIBJISIETCS] SKCNOHEHYUA/IbHOU (PYHKLIMel CTerneHu aHeMHH, I[I0CPeJCTBOM Yero
nponykiuss O[O moBbIlLIaeTcsi € yBenuueHWeM Jeduiidra remMornoduHa. OTo
T0JIO)KEHWEe He COOTBETCTBYeT pe3y/bTaraMm u3MepeHud mnpogykuuu OI10 y
MHOTHUX TaLeHTOB C XpoHUueckor A3H.

YacTh MPOTHBOPEUMBBIX Pe3y/bTaTOB MOXKeT ObIThb 00bsiCHEHa MHOXXeCTBeHHbIMHU
raToreHeTUUeCKMMU MeXaHu3MaMmH, JedctByromiumMud npd A3H. Tpu miaBHbIX
dakTopa MoryT HapyuaTk npoaykiuio S110 B 3TUX yC/I0BUSX:

1) BocnanuTe/IbHbIM KOMIIOHEHT, IPUCYILWK Oy XO0JIH;

2) MoBpeXieHue 1ouek, 00yc/IoB/ieHHOe pa3BUTHEM OMYXOJIH:

3) XMHOIIpernaparsl, UCT0/Ib3yeMble TP JIeYeHUU OITy XOJIH.

Takum o6pa3zoMm, A3H MoxeT ObITb pe3y/JbTaTOM aKTUBAlUM WMMYHHOU U
BOCIA/IMTENIbBHOW CHUCTEM 37I0KAYECTBEHHBIMU KJ/IETKAMHM, W  OIpe/ie/IeHHbIe
VMMYHHbIE U BOCIa/JWTe/bHble LIUTOKWHBI, TakKWe Kak WHTep(epoHbl, (aKTop
Hekpo3a onyxoid u WJI-1, MoryT NoTeHI[Ma/JbHO COZeMCTBOBaTh pa3BuThio A3H.
[locTynupoBaHO TpU MNaTOreHeTMYeCKWX MexaHu3Ma B pasButuu A3H: oHu
OMOCpeloBaHbl ~ LMTOKMHAMM Y OTBETCTBEHHbBI 332  OTHOCHTEJIbHYIO
HeJ0CTaTOYHOCTb 3PUTPOII0I3a:

1) HapylIeHHas yTUIU3aLys xkene3a KOCTHbIM MO3IOM;

2) cyrnipeccuys 3pUTPOMJHBIX Tpe/illieCTBEHHUKOB;

3) HeazekBaTHas npoaykuus JI10.

bonpumHcTBO manueHToB ¢ A3H  uMeroT CHWKeHHbIM ypoBeHb IO
OTHOCHTEJILHO CTerleHU aHeMuH, U BBeJileHue DCA 0ObIUHO KOpperupyeT aHeMHUIO.
OKCrepUMeHTa/IbHble W KJIWMHWUYEeCKWe WCCIeIOBaHUsl CBUJIETE/IbCTBYIOT, UTO Y
naieHToB ¢ A3H HasHauenne OCA MOKeT He TOJIbKO KOPPUTHUPOBATh
OTHOCHTeJIbHYI0 HefjlocTaTouHOCTh D110, HO U ObITh 3(h(eKTUBHO MPU Ha3HAUEHUU
riperiapara rnalyeHTaMm ¢ HopMaabHbIM YypoBHeM JI10.

JleueHnue



AHeMUsI ¥ OHKOJIOTUYECKHX TalieHTOB, 0COOEHHO Yy TeX W3 HHUX, KTO TIOy4aeT
MHEIOCYTPeCCUBHYI0 XWMHOTEpANvi0 WIA pafuoTeparivdio, - 3T0 0O0bIUHOe
KJIMHUYecKoe TposiBieHre. C aHemMuel CBsI3aHbl Takue MPUCYIIUMe el CUMIITOMBI,
KakK CHIWKeHHe (hU3UUeCKod U YMCTBEHHOW aKTUBHOCTH, OBICTPAsi yTOMJ/IIEMOCTh U
TO/IaB/IeHHOE HAaCTPOEHHe, TO eCTh HU3K0Oe KayeCTBO KM3HU. AHeMUSs MalieHTOB
CO 3J/I0KaueCTBEHHLIMM HOBOOOpPA30BaHUSIMHA YaCTO PACIIO3HAETCS W JIEUUTCS
M70X0. OTO CBSI3aHO C LeJbIM pSiZioM (aKTOpOB, BK/IOUas HeJOCTaTOYHYIO
OCBe/IOM/IEHHOCTb Bpaueil OTHOCUTEIbHO COBPEMEeHHbIX MeTo/|0B ieueHust A3H.
Xotd A3H MoxeT pa3BUBaThbCA Kak pe3y/bTaT CaMOro aTo/I0rMyeCcKoro IpoLecca,
Hauboslee YaCcTO OHAa BO3HMKAaeT SITPOTeHHBLIM IyTeM Kak CIeJCTBHE XUMHOW/IU
pagvoTepanvi. AHanu3 OMyOJMKOBAHHBIX K/IWHHUYECKWX HaO/MofeHuid ToKasal,
YTO YaCTOTa aHEMMH I10C/ie XMMHUOTepariuu MOXKeT cOCTaB/sATh A0 100% (aHemusi
nerkou u ymepeHHoU ctenieHr) U 80% (aHeMusi cpefiHel U TsDKeIOW CTereHM) TIpU
JTATeNTbHOM (MHOTOJIETHEM) TeUueHHWH 3a0ojeBaHWS U XWUMHOTYYEBOM JIEUEHUHU.
Yactrora A3H BapbupyeT B 3aBUCMMOCTA OT TUIA OMNyXOIW UM pexuma
XMMUOTEPANuH.

TpauiIMOHHBIM U Hanbosiee OBICTPHIM METO/IOM CHSTHS CHMITTOMOB aHEMUU TIPU
3/10Ka4eCTBeHHbIX HOBOOOpA30BaHUSIX SIB/IseTCA TpaHCQy3Usi SPUTPOLUTAPHOU
MaccChl. BO/BIIMHCTBO Bpauyed MCMHOJb3YKT 3TOT METOJ TOJbKO IMPU Pa3BUTUU
r1yO0KOM aHeMUM.

OpnHako mporeaypa TpaHChy3uWd [IOBOMBHO Heylo00Ha, TaK Kak OOBIYHO OHa
3aHMMaeT HeCKOJIbKO 4acoB. OHa TakXe CBs3aHa C Olpefie/IeHHbIMUA DPUCKaMH,
TaKUMHA KaK BepOSITHOCTh OakTepuasbHOTO WM BUPYCHOTO 3apakeHUs WU
rieperpyska >kejie3oM; K TOMY >Ke TpPUMepPHO y 5% TMalueHTOB OTMeYaroTCs
1moOouHbIe peakiM, TaKuWe KaK JUXopafiKa, 3yA WX BBICHITIAHUWS. B0O3MOKHBI
BLID&)KEHHbIE ~ DeaklUyMyd BIUVIOTH [0  aHapuIakKTUUeCcKoro IokKa. EcTb
MpeANoJIO)KeHHe, YTO reMOTpPaHC(y3ur MOTYT MOJAB/SATb UMMYHHYIO CHUCTEMY,
YyTO, B CBOIO OUepe/ib, MOKET OKa3biBaTb BAMSHHE Ha TeueHWe 3abosieBaHUS U

UdCTOTY BOSHUMKHOBEHHUSA PELUANBOB. bonee TOTO, Hey'Z[O6CTBOM " J1d Bpaya, U IJ1d



naryieHTa sBseTcsa TOT (akT, uTo TpaHCHY3UM [1alOT JIMIIb BPEeMEHHbBIN
OnaronpusTHBINA 3G dEKT.

A3H npyBOAUT K TMIIOKCHY W OKa3bIBaeT B/IMsHNE Ha )KU3HEHHO Ba)KHbIe OpPTaHbI.
[71aBHBIM TIDOSIB/IEHWEM THUIIOKCMM y TarfueHTOB ¢ A3H ABASIOTCA OfBIIIKa,
cepAlieOMeHre, YTOMJIIEMOCTb, TOJIOBOKDY)KEHHe, [IeTIPeCCHBHOE COCTOSIHUE,
HapyIlleHHasi T[I03HaBaTe/lbHass (YHKIWs, aHOPEKCHs, TOIIHOTa, AWUCIIeTICHS,
PacCTPOKMCTBAa CHa, MEHCTpya/ibHbIe MPoO/eMbl M TIoTepst buao. I1pu ocMotpe

KO>Xd, C/JIN3UCThIE 000JI0UKH TT0JI0CTH PTa U KOHBIOHKTHBBI 6H€,[[H]:>Ie.

dusnyeckue U MeHTa/ibHble CUMITOMBI XpoHuuecko A3H BapuabesbHBI.
[TokazaHuem [/ JledeHWs TIperapataMd pPeKOMOWHAHTHOTO Uel0BeYeCKOro
9pUTPOIO3THHA TaireHTa ¢ A3H ciefiyeT cuuTath ypoBeHb reMoryio0rHa MeHbIIIe
100 r/n, v moutu Bcerga Tpebyetrcs jeueHre DCA, ecd ypoBeHb reMor/ioOuHa
MenbIle 80 1//1. BHauame HeoOxomuMmo AuddepeHIPOBaTh APyTHe BO3MOXKHBIE
TIPUYMHBI aHeMUU. EC/IM UMC/I0 peTUKY/IOLUTOB MOBBILIEHO, C/le[lyeT UMeTb B BUZY
reMOJIMTUUeCKU MPOoLieCcC WM OCTPYH KPOBOIIOTEPHO KaK BO3MOJKHbIE TPHUUYKMHBI.
Ecmm 4nc/io peTHKY/OLMTOB HealleKBaTHO CTeNeHW aHeMHuM (TO eCTb MeHble 3-
5%), HY)KHO MCK/IIOUWTH aJIWUMEHTapHYK HeJOCTaTOUHOCTh (’Kejie30, BUTaMHH
B1, umu donatel). Eciu ypoBeHb ChIBOPOTOUYHOTO (peppuTHHA MeHble 100 MKr/m,
He00X0IMMO HCK/TIOUUTE Ae(HIUT >Kejle3a.

[TocKOBKY CHUMIITOMBbI aHEMWW WMEHT HebnaronpusiTHoe B/MsSHUE Ha
bH3MUeCKyr0 aKTUBHOCTb, SMOI[MOHA/IbHOEe CaMOUYYBCTBHME W Ha TIPOTHO3 O0Jie3HH,
Ba)KHO, UYTOOBI BCe TAI[MEHTRI C CUMITTOMaThueckoit A3H 1oaBepranuch Jie4eHHIo.
MHorve KJIMHUILMCTBI TI0/IaraloT, YTO yMepeHHasi aHeMusi Oe3Bpe/lHa U ee MOXKHO
ocTaBUTh 0e3 sedeHus. OTO abCOMIOTHO HeBepHas TOYKa 3peHUs. AHeMUs
yXy/IllaeT MPOTHO3 Bcex 0e3 WCK/IIOUeHHsl 3/710KaueCTBeHHBIX HOBOOOpa30BaHUM.
Kpome Toro, Hamuuue aHeMUU MOXKET CIIOCOOCTBOBaTb HeOaHTUOTeHe3y, UTO
SIBJISIETCS BAYKHEUILIMM (DAKTOPOM BbDKMBAHHS OMYXO/I€BbIX K/IETOK.

PerieHne otHOcuTenbHO JiedueHUss A3H [10/KHO ObITh TIPUHSITO B COOTBETCTBUU C

CHUMIITOMaMH (BKJ'[I-O‘J&H (1JI/I3I/II—IECKYI-O dKTMBHOCTB, 3MOLIMOHA/IBHOE COCTOAHHE M



CaMOYYBCTBUE Ka)KJOTO WHAWBUyyMa) W J/1ab0OpaTOpPHBIMU [JaHHBIMH. BakHO
TakXe He YMEeHbLIATh /103bl OCHOBHOM XMMHOTEepArnuu, MOCKOIbKY 3TO BIUSIeT Ha
pe3y/IbTaThl JieueHus HOBOOOpa30BaHUsI.

TpaHcdy3uu >puUTPOLMTOB Aal0T B omivuve oT DCA-Tepamnuu, Heme/JIeHHBIM
3¢ dekt. OHU 0C0OeHHO BaXkKHbI ISl TTALIMEHTOB C aHeMUel, YrpoXKaroIel »KU3HH.
TpanHcdy3un Takke 00s13aTe/TbHBI [71S1 TALIMEeHTOB, pe3uCcTeHTHBIX K DCA-Teparnuu.
TpaguLMOHHBIE TOMOJIOTUUHBIE TPAHC(PY3UM KPOBU HECYT, OAHAKO, Lebld psif
(dakTopoB pucka. Takue (akTOpbl pUCKa, KaK MH(MEKIUU BUPYCHBIMU reraTuTaMu
B u C, BUpycoM 4ejioBeYeCKOro MMMYyHOe(pULIUTa U APYTUMU, BCe ellle Hesb3s
TO/THOCTBIO yCTpaHUTb. OC/IIOKHEHUS] Takke MOTyT BO3HUKAaTb BCJIe[CTBUE
oOpa3oBaHusl aHTUTEJ, KOTOphIe, TT0 HEKOTOPBIM COOOIIeHHSAM, MOTYT COCTaB/ISTh
Boiie 10% y TpaHC]y3UPOBAHHBIX OHKOJOTHUYECKHUX OO0/MbHbIX. VMeercs
HECKO/JIbKO [IDYTUX HeTraTUBHBIX TIOC/Ae[CTBUNM TpaHC(y3ul, KOTOpble CjieflyeT

pPaccMOTpeTh ZI0 pellieHusi criocoba yieueHus: aneMud (Tabi. 3).

Tabnuuya 3. MNpermyLLecTEa M HEAOCTATKK TPAHChY3IMOHHON TEPaNKMK Y NALMEHTOE C aHEMKWEN 3MOKAYSCTBEHHbIX
HOBOODPaz0BaHWIH

MNpeuMylecTes Henoc TaTKK

o PUCK aNNeprid9ecy DearL A

& PUCK MHDEKLLAIA

* MiMMyHHan cynpeccus

* Hermennednsii adder » YEE2NMHEHWE DOBEMA HMAKOCTI

o ShGEKTUBHA Y NALWEHTOE, HE DEArMpyroLMx Ha ICA|  » Meperpyska menesom

» MeHee poporad, vem ICA-Tepanua & OTKas HEKDTODEIX NALWEHTOE OT TpaHCdy3mi
* CJyeHE MAN0E BAMAHWE Ha HAYeCTBO MM3HK

» CHabede QOHODCKOW KPOBRKD OF DAHMUEHD

» ¥x0o/ 33 TPAHCDYIHOHHOKW CUCTEMON, TPeGYHILLWKA BPEeMEHH

Takum o0pa3oMm, mpeuMylllecTBa TpaHCPy3uii OrpaHUuUeHbl, a HeJOCTaTKU
COCTaBJ/ISIIOT JIOBOJILHO OObIION CIHMCOK (haKTOPOB pUCKa. VIMEHHO T03TOMY
OO/IBIIIM yCTIeXOM B KODPEKLUHW WM O0/erueHWH aHeMHd Y Tal[MeHTOB C
pa3MUHbBIMA ~ HOBOOOpa30BaHUSIMU  sSIBUAch  paioHanbHast ODCA-Teparmus,
MMero1ast LieJIbIv Psifi MPeUMYILeCTB Tepef; TpPaHC(hY3UsIMHU.

OI10O - IMUKOIIPOTEeHH, TMOAAeP>KUBAIOIUN »KU3HECTTOCOOHOCTh U TIposHdepaliio
KPOBETBOPHBIX KJ/IETOK. OJTOT TeTepOreHHbId [VIMKONIPOTEMH COCTOMT U3

HECKOJTbKAX pa3/MYHbIX H30(h0pM, 00pa3yroIuXcsi MPeuMYIeCTBeHHO ITyTeM



TUKO3uMpoBaHus. Mosnekyna OIIO mipeactaBsisieT cob0i CBs3aHHbIE MeEXAY
co0oil UYeThIpe O-CMUPAJIH, KOTOpble CBEPHYThl B KOMITAKTHYIO ILIaPOBUHYHO
CTPYKTYDY.

OIIO sBnseTCA TepBbBIM  ILIUTOKWHOM, KOTODbIM OBbII TOMyd4eH B  BHjE
pekoMOuHaHTHOTO Genka. ITosyueHHBIN C MCTIOb30BaHHEM K/IETOK HaCeKOMBIX (C
BEKTOPOM Ha OCHOBe OakysjoBupyca), UMeq MOJeKy/asipHyro maccy 23 k[la u
CHIDKeHHOe KOJIMUeCTBO YITIEBOJHBIX I1eTiouek. B cucreMe in vitro Grosornueckast
aKTUBHOCTb  fgaHHoro OIIO  cooTBeTCTBOBajla HAaTUBHOMY, OJHAKO B
WCCeIOBAaHUAX in Vivo Obl/la yCTaHOB/IeHa ero Oosiee HH3Kasg OHosiorvueckast
aKTUBHOCTb. bakrepuasbHas cuCTeMa CHUHTe3a pekoMbuHaHTHoro OIIO He
T03BOJIUJIA TIOJIYUUTh [JIMKOTIPOTENH, B KOTOPOM IJIMKO3U/IUPOBaHKe COOTBETCTBYET
(umu mofo6HOo) HatmBHOMYy OI1O. [lpemapaT, CHUHTe3WPOBaHHBIM B CHUCTEMeE
kietok Escherichia coli, pacrio3HaBasicsi anturenamu npotuB OIIO0 u umen
MOJIEKY/IIPHYIO MaccCy, COOTBETCTBYIOLLYIO JerIMKo3uIrpoBaHHoMY DI10.
Haunbosee ynauHbIMM SBUMMCH MccnenoBanus F.K. Lin ¢ coaBT., KOTOpble epBbIMU
MOMYYWU/IM IPUTPONOSITUH B KY/AbType K/IeTOK JIMHUM SIMYHHMKA KUTaMCKOTO
xoMsiuka. [Ins 3Toro Obla MCIO/Ib30BaHa IIa3MuUZla, KOTOpasi cofiep)kajia TeH
SPUTPOIIO3THHA Yesi0BeKa I0J KOHTPOJIeM IPOMOTOpa MO3JHUX T'eHOB BHpYCa
SV40.

Nns mionyueHusi crefytomero pekombuHantHoro OO wcriosnb30BaHa JIMHUS
KJIETOK W3 TMOUYKM XOMSIYKa, B KOTOpble BCTpPAauBa/id [iBe TLJIa3MHU[bI, OJHA W3
KOTOPBIX COJeprKajla TeH >SPUTPOIIOSTUHA YesloBeKa, Apyras - reH Jeruz po
dbonarpeaykTasbl.

Pa3pabotka TexHonoruu TmonydyeHuss OI1O Ha OCHOBe K/IE€TOK JIMHUW SUUHHKA
KUTaNCKOTO XOMSTYKa MO3BOJIMJ/IA HAYaTh MPOMBILLIEHHbINA BBIMTYCK JIeKapCTBEHHBIX
TIperiapaToB Ha OCHOBe peKoMOuHaHTHBIX DI10. Bompockl 0 TOM, KakKve KpUTepUH
JO/DKHBI  ObITh TIOTIO’)KEHBI B OCHOBY TIPH  OIpeJie/IeHHd  MeXAyHapOAHBIX
HeTlaTeHTOBaHHbIX Ha3BaHWM (MHH) pekomObuHanTHEIM JI10, paccMaTpuBavch B

1989, 2009 u 2010 rr. mexpayHapogHou rpynmou BO3 (Consultation on



International Nonproprietary Names), KoTopasi e)XerofjHO aHa/M3upyeT AaHHbLIe,
CBg3aHHbIe ¢ rpucBoeHreM MHH niekapcTBeHHBIM Cpe/CTBaM.

mMeHHO TI03TOMYy OBbUIO TPHHSTO peIlleHHe O TOM, UTo Ajis ompezenenus MHH
PeKOMOMHAHTHBIX TIperiapaToB J3PUTPOIIOITUHA Oy[eT WCIOMb30BaThCsA KOPEeHb
- poetin, a TipucTaBKa (mpedukc) OymeT omnpenensThCs B 3aBUCUMOCTU OT TOTO,
VMeeTCsl WIA HeT W3MeHeHWe aMWHOKUC/IOTHOW 1ienouku. [Ipy HemsaMeHeHHOM
aMUHOKMCJIOTHOM TIOC/Ie[loBaTe/IbHOCTH Zi00aBnisieTcss «3» («e» B aHIIMMCKOM
BapuaHTe) - 5MO03TUH. [l/id mpenaparoB, KOTOpble WMEKT MOAUGMUIIMPOBAaHHYHO

MOC/Ie/JOBaTe/IbHOCTb ~ aMUHOKHWC/IOT,  TPUCOEAUHSIeTCS  Apyroul  rnpedukc

(HanpuMmep, 1ap03m03TUH anbda). B HacTosiiiee BpeMsi W3BeCTHBI [|eBSITh BU/IOB
3M03TUHOB (asbda, beTa, ramma, JesbTa, STICUIOH, Karfa, oMera, TeTa u A3eta). K
OCHOBHOMY HavMMeHOBaHMIO Ao00aBisieTcsi OykBa rpeueckoro andaBurta, KoTopas
XapakTepusyeT 0CO0EHHOCTU IJIMKO3WIUPOBaHUS, (HaKTUUeCKd S5TO OTpakaeT
pa3paboTKy HOBOTO TIPOM3BO/JCTBEHHOTO TPOLiecca TOMy4YeHUs: peKOMOMHAHTHOTO
SMO03THUHA.

[Ipumenenne npenapatoB OJOCA  gBAseTCsi NPEKPAaCHOW  ajbTepHaTUBOU
repeMBaHUI0 KpoBU Yy ManueHToB € A3H, Tak Kak mpenaparbl BecCbMa
5(dexkTBHBI B KOppeKLMM CHMIITOMOB aHeMWH, CHIKAIOT TOTpeOHOCTh B
TpaHCQy3UsAX U XOPOLIO  TepPeHOCSTCS. Hecmotrps  Ha  Xoporuo
JIOKyMeHTHUPOBaHHY0 3@ ekTrBHOCTL DCA B MOBBIIIEHWH YPOBHS T'eMOrI00MHa U
yMeHblIIeHUM HeoOXOAUMOCTH B TpaHC(y3usiX, 3TOT Ouompernapar BCe >Ke He Tak
YacTO MCIIO/Ib3yeTCsl B KaueCTBe PYTUHHOIO CpeZCTBa i JIeueHUs IaliueHTOB,
MOMYYaloLUX XVUMHUOWIM pafiuoTepanvio. OTO MOXeT ObITb  YaCTUYHO
oOycnoBneHo orpaHudyeHusMu  JCA-TepanuM, BK/OUas CyOONTHMasbHbIe
OTBeTHble peaklUWU U OTCYTCTBUe aJleKBaTHBIX HA/leKHBIX IIPeAUKTOPOB
(mpepckasaresner) OTBeTHOW peakiuu. KpoMme TOro, HeKOTOpbIe CIIOPHbIE BOIMIPOCHI
elje 0CTaeTCs NPOSICHUTh, TaKUe KakK ONTUMabHas [[03a U CXeMa JieYeHUs], a TakxkKe
KOT7Zla C/leflyeT YMeHbllaTh WU YBeJIMUUBaTh 03y JleKapCTBa.

Ckopoctb oTBeTHOM peakuuu Ha OCA-Tepanuvio y mayueHToB ¢ A3H mmpoko

BapbUpYeT, KaK I0Ka3bIBalOT OMyO/IMKOBaHHbIE MCCAe0BaHUS. OTO 00yC/IOBIEHO
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YaCTUYHO HO30/IOTMUECKUMU M JIedeOHBIMUA (haKTOpaMM, HO TakyKe OTpakaeT
Oonbpilie pa3TuuMs B [j03€, YaCTOTe M CIIoco0e BBeJeHHS, TTPOZAO/DKUTEbHOCTH
TepanMd W WCMHO0J/Ib3yeMbIX KDUTEpPUEB OTBETHOW peakiuu. VIMmeeTcs ueTKuU
n0303aBUcHMbI 3dderT Ha DCA, ¥ OOMBIIMHCTBO MCC/I€OBAHUM TAI[UEHTOB C
A3H wucnosnb3oBanu fo03bl B nipegenax ot 300 o 900 ME/Kr B Hefento, TO eCThb
BbIllle 103, TMpPUMEHSIeMbIX y TIALMEHTOB C XPOHUYECKOM T[IOUYEeUyHOM
HeI0CTaTOYHOCThI0. bosee moaxoasuiyum sBsieTCA TOAKOXXHOe BBeleHUe IDCA,
KaK 3TO TIOKa3aHO TIPe/NOUTUTE/TbHOM (DapMakKOKWHETUKOM C 0osiee BBICOKOM
3b(deKTUBHOCTbIO, 4YeM Y  TIalMeHTOB  C  XPOHMYEeCKOM  ITOUevyHOM
HeI0CTaTOYHOCTbIO. BONBIIMHCTBO JaHHbIX mpuMeHeHuss OCA 3 pasa/Hef
TOKa3ajo, YTO Takasi cxema siBjisieTcsi Oosee 3¢deKTUBHON, ueM exkeJHeBHbIE
VHBEKLIUU.
Kputepun, wucnosb3yeMmble [/s1 OrpefiesieHUs1 OTBeTHOM peakiuu Ha OCA,
SIB/ISIFOTCS peLlaroIuMu (DaKTOpaMH B KOHEUHOU OL[eHKe 3(P(heKTUBHOCTH.
Kputepuu g5t otBeTHOM peakiuu Ha I110.
* [10JIHAs1 OTBETHAs peaKLusi
- HOpMaJ/M3yeT BeJIMUMHY TeMaTOKPHTa;
* 3HAUWUTeJIbHAS, XOTS M HeIloJIHasi, OTBETHAsl peakLys: BCe KPUTEepUU
- OTMeHa HeoOXOZIMMOCTH B TPAHCHY3USIX;
- MIOBBILIIEHKE TeMaToKpuTa >6%;
- JOCTUTHYTbIM reMaTtokput >30%;
* He3HAUMUTe/TbHasi OTBETHAs peakiyst: F000 U3 KpUTepreB
- yMeHbIIIeHHe HeoOX0AUMOCTH B TpaHChY3HsIX 1o KpaiiHeil Mepe Ha 50%;
- MOBbILLIEHHWe TeMaToKpuTa >6%, HO remaToKpUT <30%;
- IOCTUTHYTBIN TeMaTtoKpUT >30%, HO MOBbIILIeHHe reMaToKpuTa <6%.
[Ipenapatei 3JCA, T1ipe/iO)KeHHble B KaueCTBe aJibTePHATWBbI, SBJISIFOTCS
6e3omacHbIM U 3((HEKTUBHBIM CPeICTBOM B KOppeKI[uu A3H 1 pe3Ko yMeHbBIIIaloT

norpebHOCTH B reMoTpaHcy3usix (Tabm. 4).



Tabnumua 4. NpeumMyLecTsa M HEAOCTaTKKM TEPANWMK 3PUTPOMNO3ITUHOM NMPKM KOPDEKLMM aHEMMKM 3/1I0KaYeCTBEHHbIX
HoBoOBpa3oBaHWA

[MperMMyLWecTes HenocTaTkK

» DUINONOMMHECKDE NEYEHWE
# JdhbeKTHBHOCT TONBKD ¥ 2/3 NaureHTos
® JHAUMTEARHOE YAYULLEHWE KAYECTEA MMIHM
» SchekT nevsHus vepesz 4 Hen
» BozMmormHo aMOynaropHoe NeyeHue
» Bonee Aoporoe fNedeHude, 4em TpaHodyzum
= OTAMYHAA NepeHoCMMOCTE

Eciv cUMIITOMBI aHeMHW BbIPa)KeHbI U Mbl 3aK/IFOUW/IM, UTO aHeMHs SIBJISeTCS
C/IeICTBEM HU3KOW TIPOAYKLMMA SPUTPOLIUTOB W 0O0yC/OB/eHa WIM CaMOM
0oJie3HBIO, UM MHEJIOCYTPeCCUBHOM Teparvel, Wi o0euMu TpUUMHAMH, - TO
JO/DKHa OBITb TMpeANycaHa COOTBETCTBYIOLasi Teparvsa. V3BecTHo, 4TO
TpaHcdy3usi obecrieuriBaeT 0Oomee  OBICTPBIM OTBET, HO C HEKOTOPLIMH
Heyzo6cTBaMu [/l TIaIfeHTa U OTpe/ie/IeHHBIM PUCKOM OCTPOM WM/ XPOHHUECKOU
peakiuu wiv nepeHoca uHpekuu. C apyroit ctopoHsl, DI1O-Tepanust cBoboaHa
oT (aKTOpoB pUCKa, yAoOHa AJisi TaljMeHTa, KOTOPbIi caM MOXeT cjienaTh cebe
JIOMa HHBEKI[MI0, XO0T 3bdekr Oomee MeAJeHHLIM TI0 CpPaBHEHUIO C
reMoTpaHcdy3uen.

OOblyHO, pekoMmeHAayemass cTtaptoBasg jgo3a OCA  (Haubosee  4YacTo

TIPUMEHSIeTCS M03TUH __anbda - 3panbdoH) 150 ME/Kr 3 pasa/Hen, cC

BO3MOKHOCTBIO yBennueHus g03bl A0 300 ME/Kr 3 pasa/Hej B nociegyromue 4
HeJl Y HeOTBeTUBIUIMX MalueHToB. Knaccuueckum sasnsiercst pexxum 10 000 ME 3
pasa/He[i. JTO I0O3BO/IsIeT MOHUTOPHUPOBATHL OTBET Ha JieueHUe, BOBpeMs OTMEHUB
Teparnuio (OMacHOCTb TpoMOoreHHocTu!) wiM ycwivB ee. Ecnu Bec maijueHTa
okos0 80 KT, TO, UCXOs U3 CTapTOBOM Z103bl, pacueT KonudyectBa ME ciemyroniui:
150 ME x 80 kr = 12 000 ME Ha ofHy vHBbeKkLUIO. B 3TOM Ciiyyae, AJ1s 1O1y4YeHus
a/IeKBaTHOTO OTBeTa Ha JieueHuWe, IjefecoobOpa3Ho mpumeHsts 12 000 ME 3
pa3a/He]l. Bo3amokeH a/bTepHaTUBHBIN pexkuM BBefleHUs1 JCA - 1 pa3/Heq, 10361 40
000 ME pJis1 B3pOC/IBIX TALIMEHTOB C BO3MOXHBIM yBenuueHuem 10 60 000 ME.
[Tpomomkenue Teparii DCA MpuU OTCYTCTBUM OTBeTa uepe3 6-8 Heli, BepOSATHO, He
SIBJIIETCSI BBITOJHBIM. HeoTBeTHBIIIMe MallMeHThbl AO/KHBI ObITh JOTMOHHATETHHO
o0ciejoBaHbI C 1ie/IbI0 BBISIB/IEHUSI BO3MOXKHOM TPOTPEeCCUU OIyXO0JiH, AepuiuTa

JKeJjie3d 1 pyrrux BO3MOXXHBIX IMTPUYKWH dHEMHMU.
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[1ap63m03THH _anbda uMeeT Cyl[eCTBeHHO OOJBIIMI TIepro/] TIOMyBbIBeJeHUS B
cpaBHeHUH C 00bruHBEIMH DCA 1 BBogUTCS B fio3e 150 MKr 1 pa3/Hen wmmn 500 MKr
1 pas/3 Hep,.

HavanbHas po3za DCA moxer cocrasiaate 20 000 ME 1 pas/ven. B ciyuae
TIPUPOCTa KOHIIEHTpal[iyd reMorsiobuHa Ha 1 /A1 B TeueHWe 4 Hesl Teparvro
MpOJIOJDKAIOT B HauvadbHOM [Jo3e. B c/lyyae He[OCTaTOYHOro TMPUPOCTa
KOHIIeHTpaluy reMoryioonHa (MeHee 1 /71 B TeueHHe 4 He[) 03y YBEJIUUHBAIOT
no0 40 000 ME. Ecmu uepe3 4 Hep TIPUPOCT KOHIIEHTpAllMM TeMOIVIoOOWHa I10-
TIpeXXHEMY SIBJISIETCSI HeJOCTaTOUHbIM, PaCCMaTPHUBAOT BO3MOXKHOCTb YBEJIMUEHUST
cymMapHoOu HefesbHOM 103kl A0 60 000 ME. MakcumanbHas [03a He JO/DKHA
ripesbiiiaTe 60 000 ME B Hepeto.

CkopocTh OTBeTHOM peakuuu Ha Tepanvto JCA y nanueHtoB ¢ A3H mmpoko
BapbUpYeT, O/IHAKO MMeeTCsl UeTKUH /10303aBUCUMBIM 3(PdekT. bonee nogxoasimmm
SB/ISIETCS TOJAKO)KHOe BBefleHMe ODCA, Tak Kak uMeeT TMpeAnoYTUTEeTbHYIO
(apmakokuHeTUKY. [IpO#O/KUTENTLHOCTL JiIedeHUs OueHb BakHa. He crout
O)KW/IaTh 3HAUMMOTO KJIMHWYeCKOro 3¢ @deKkTa paHbliie ueM uepe3 4 HeJ OT Hayaja
neueHusi, OObIUHO - dyepe3 6 Hex. OTo 00yC/IOB/EHO TeM, UTO aKTHUBAI[Us
SPUTPOUAHOIO KOCTHOTO Mo3ra B OTBeT Ha JCA MPOMCXOOUT TIOCTEIeHHO U
JIOCTHUTaeT MaKCUMa/IbHOM aKTUBHOCTHU TOJIBKO TOCJIe HECKOJIbKUX HeJle b,

Ocoboe 3HaueHHWe WMeeT I1ieJieBOM ypoBeHb remoryiobuHa. CyllecTByOT
PYKOBOZCTBA (CTaH/IapThl) aBTOPUTETHBIX MeXXAyHapoAHbIX opranusaimi (ASCO,
ESMO, ASH, EORTC), pekomeHAayol[¥e TOT WIA WHOW LeJIeBOM YpPOBEHb
remoryiobuHa (06bryHo 310 110 wmm 120 /i - 11-12 r/am). OpHako OOMBITMHCTBO
9KCIepTOB (Harmpumep, B MocjieqHeM nepecMoTpe KputepreB ASCQ) cuumTaroT
tesnieBbiM ypoBeHb 110 r/n - 11 r/mn. OH gBiseTcs ONTUMAaJbHBIM, TakK Kak
mo3BosisieT M30eXkaTb HEKOHTPO/IIMPYeMOTOo pOCTa YPOBHsS  TeMOIVIOOWHa,
TIPO/IOJDKAOIIIErOCsT  TIOC/ie  OTMeHBI mperapara. Y OO/MbHBIX C  aHeMHeu
XpOHWUeCKUX 3abo0sieBaHUi W30BITOUHBIM ypOBeHb TeMornodmHa (0cobeHHO B
CoueTaHWU C OBICTPHIM TEMIIOM HapacTaHWs])) COYeTaeTCsl CO 3HauUuTeTbHBIM

yBeJIMUeHWeM YHc/Ia TPOM0O030B U 3M0O0/Hi, 0co0b6eHHO YacTo 3TO Hab/mofaeTcs y
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TaI[MeHTOB CO 3/I0KaueCTBeHHBIMA HOBOOOpa3oBaHWSMH. B CBSI3M C 3TUM HMeeT
CMBIC/T TIOAUEPKHYTh Pa3HULy MeXAY TpagulioHHbIMM JCA U Jap031103THHOM
anba. CTpyKTypa MOJIeKY/Ibl TToC/ieIHeT0 00ecrieurBaeT [IUTeIbHOe BO3/eCTBIEe
Ha perenTopbl 3PUTPOUIHBIX TIPe/IieCTBeHHUKOB. JTO Jie/laeT BO3MOKHBIM 0oJiee
peikoe BBeZleHMe IIperiapata, HO He TIO3BO/isieT C HeoOX0JWMON TOUHOCTBIO
TIPOrHO3UPOBATh TEMITbI TIPUPOCTa TeMOITIOOMHA, KOTOPBId MOXeT ObITh
ype3MepHbIM M HeyIlpaB/sieMbIM. JTO KpalHe OMacHO, TaK KaK Pe3KO IMOBbILIaeT
PUCK TpPOMOOTHUECKUX OC/JIOKHEHUW. YKe BBeleHHbId TMperapar OyaeT
JefCTBOBaTh ZIOBOJILHO ZIOMTO, JlaXke eC/Iv TTOSIBU/IUCH abCOJTIOTHBIE TTOKa3aHUs /ISt
ero oTMeHbl (TpoM603). Kpome TOro, Ta ke W30ObITOUHAs CTUMYJISILIUS
SPUTPOUJHBIX TMPEALIeCTBEHHUKOB WHOrJa TIPUBOJUAT K Pe3KO BbIpaKeHHBIM
occasrusiM. B yacTHOCTH, Mbl HaO/ofad TpeX TAI[MeHTOB, Y KOTOPBIX TIOCIIe
TepBOM MHBEKIMM /1ap03Mmo3ThHa anbda B TeueHWe 3-5 JHEW BO3HUK/INA Pe3KO
BbIpaKeHHbIe KOCTHBIe 00/TH, ITOTpeOoBaBIirie OTMEHBI TTperapara.

YpoBenb 3HjoreHHoro JI1O y GonbHBIX A3H 00bIUHO MOHMWKeH. IIpu 3TOM
vMeeTCs B BHJY pacueTHbI ypOBeHb, COOTBETCTBYIOIIUM I/yOWHEe aHeMHH,
orpesienneHHbIE B rpyrie OompHBIX € KA. CoOoTHOIIeHHe CYIIeCTBYIOIIETO
ypoBHSA SHAOreHHoro JIIO0 K oXugaeMoMy U3BeCTHO Kak wuHAekc O/P
(okugaeMbli/pacyeTHbI; HOpMa - 1). bBosibHble € aHeMHeM XPOHWUYECKUX
3aboneBaHMit ¢ BbICOKUM ypoBHeM II10 (6ombiie 200 en/m) v GOIBIIMM UHIEKCOM
O/P (6onbiie 0,9) TeopeTMuecKd WMEIOT HU3KYHO BepOSTHOCTb oTBeTa Ha JDCA.
OTO0 BepHO i1 OOMBbHBIX C BHICOKMM yYPOBHEM ITPOBOCITA/TUTE/LHBIX [TUTOKUHOB,
BLICOKUM YpOBHeM (¢eppuThHa U abCo/OTHBIM Ae@UIUTOM >Kene3a. OpHaKo
oripefesieHve ypoBHA SHAoreHHoro JIIO o Havanma Tepanmuu ODCA BOBCce He
o0si3aTesibHO. JTO CBSI3aHO C TeM, UTO TpeZCKa3aTh HaCTyIJIeHWe KIMHUKO-
remaTosioruueckoro 3¢gdekTa Ha OCHOBaHUU YPOBHsI 3HAoreHHOro JI10 maneko He
BCerJa BO3MOXKHO. JleMCTBUTEHHO, HU3KWM €ro ypoBeHb TOBOPUT O Oosbliieit
BEPOSITHOCTA OTBeTa Ha JjeueHWe. (OJHAKO HepeJKO XOpOIIWM OTBeT Ha
nipumeHeHre DCA (B TOM 4Yuc/ie TIO/IHbIN TeMaTo/IOTUUeCKUil OTBET) MOXKET ObITh

T0JIy4YeH U y MalMeHTOB C BBICOKUM ypoBHeM sHAoreHHoro JOI10. BepositTHo, 5T0



cBs3aHO co crocobHocTteio DCA mpeojosieBaTh HeETaTHBHOE [IEMCTBHE Ha
SPUTPOII033 TIPOBOCIIAJIUTE/IbHBIX LMTOKUHOB. Bplllle TpuBejeHbl KpUTepuu
OTBETHOM peakijuu Ha Teparnuio DCA; XxapaKTepHO, UTO yMeHbIIIeHHe TTOTPeOHOCTH
B reMOTpaHC(y3usiX TPAaKTyeTCsl KaK TO3UTHBHBI OTBET Ha MpHUMeHeHHue
Tiperiapara.

XopoLIo u3BeCTeH MO3UTHUBHBINA 3 ekt ICA /19 KOppeKLMM aHemMuu. [lelicTBUe
»Ke Ha OCHOBHOe 3abojieBaHUe W BAMsSHWe Ha Apyrve OHo/iorHyecKre MpoLiecchl,
KpOMe SpUTPOII033a, U3BECTHO Xyke. OOHaAKo u3BeCTHO, yTo DCA TIpPOSABISIOT
MMMYHOMOZAY/IUPYIOIIUM 3(PeKT myTeM BIUSHUS Ha 1e/bld Psifi IUTOKUHOB. Tak,
y OOMbHBIX C TepPMUHAIBHOW TIOYeUHOW HeJ0CTaTOYHOCTHIO 0/TOBPEMEeHHOe
neuenve DCA cHWKaeT ypoBeHb (pakTOpa Hekpo3a onyxonu anbga. [Ipu stom y
OosibHBIX, XOpoiio oTBeTHBIIMX Ha OCA, yMmeHbiieH ypoBeHb WJI-10, WJI-12,
vHTepgepoHa-y U (akTopa HeKpo3a OIyXoJyv ajb(da B CpaBHEHUM C MaljeHTaMH,
OTBETUBLLUMHU T1710X0. DTU 3PdekTbi ICA MOryT OBbITH 1M0/Ie3HBI, HAPUMep, MpPU
peBMaTouZHOM apTpurte. Iloka3aHo uTo KoMOuHHpoBaHHOe jeueHne ODCA
)Kejie30M He TOJIbKO TIOBBILLIAeT TreMOrIoOMH, HO M yMeHbIllaeT aKTUBHOCTb
OCHOBHOTO 3a0osieBaHusi. Ha3HaueHue rmpemapaToB >keje3a coBMecTtHO ¢ JCA
BbI3bIBaeT TPAJULIMOHHBIE BOMPOCKL. [TOHSTHO, YTO OHO HEOOXOAMMO TIPU HAJTMUUU
TIPU3HAKOB Jiepuuunra skene3a. OfHAKO, 0 COBPEMEHHBIM Ipe/ICTaB/IeHUsM, 3TO
JIO/KHBI OBITh TIperiapaThl >kese3a /i1 BHyTPUBEHHOTO BBeJieHus1. Tak, 1o JaHHbIM
Aapro (2008), Ha3HaueHue TIperapaToB ’keje3a peros He  yBeJWuYuBaeT
s¢¢pekTriBHOCTE DCA. B TO )Ke BpeMsi BHYTPMBEHHOE UX Ha3HAYeHHWe YBeJIUurBaeT
YaCTOTY U CKOPOCTb HACTYILJIEHUS] OTBeTa, y/IyylllaeT KaueCTBO KU3HU U T103BOJISIeT
cHU3UTb 710361 DCA, HeobxomuMble [Ji JOCTWOXKEHUS 1]eIeBOTO  YPOBHS
remornobuna (Henry D., 2007).

N3BecTHO, uTO penentopbl K 31O HalAeHbl HA HEKOTOPBIX OMYXOJIEBbIX K/IeTKax
(Tipu pake 11€HKK MaTKU, OITyXO/IM MOJIOUHOM yKeJie3bl), OJHAKO X Ouosiornyeckas
po/b He BIOJIHe sicHa. He BrosiHe MOHATHO, ()YHKLJMOHMPYIOT JId OHU, a eC/v Ja,
TO Kak. Takxke HernoHSATHO, MOryT M DCA 3(d(eKTUBHO B3aMMOJENCTBOBATh C

3TUMU peljentopamu. Tak, no gaHHbM Osterborg (2007), CTUMYASILUS KJIE€TOUHBIX



JIMHUM OTJeNbHBIX OIyXoJjiel in vitro 6onemmmu fo3amu DCA He MpUBOAWIA K
BHUJMMbIM M3MEHEHUsIM B (DyHKLIMOHMPOBAHWH OIyXOJIeBbIX K/1eTOK. BO3MOXHO, y
OO/IBHBIX pakoM MOJIOUHOM >kese3bl perientopbl K OI1O u 3HpgoreHHbit 3110
BBIMOJ/IHSIOT (YHKLWIO PEryIsSTOPOB KIETOUHOW THUIOKCHHU. Y 3TUX OOIbHBIX
BbICOKas 3Kcrpeccusi perentopoB K OIIO couerasack C HeOaHTMOTeHE30M,
OIMYyX0JIeBOW MHTOKCUKALeld U MH(PUIBTPAaTUBHBIM POCTOM OMYXOJIH.

B mnocnefHee Bpemsi BHMMaHHWe Bpauell M yueHbIX, 3aHUMAIOLUXCSl MpobemMoit
npuMmeHeHrss OCA, TIpUB/EKIM pe3y/lbTaTbl MeTaaHaau3a Oo/bIIOro 4Yucsia
KJIMHAYECKUX WCC/IeloBaHU, B KOTOPBbIX, B UAaCTHOCTH, ObUla TpeANpUHSTA
TIOTMBITKA BBISIBUTH CBSA3b MEX[Y BEpPOATHOCTBIO JIeTaJbHOIO UCX0AAa U (DaKTOM
npumeHeHuss OCA. OTu pe3ynabraThl CyMMHMPOBAaHbI B /IByX OOJBIIMX
vcciefoBaHuax. Tak, B NepBOM W3 HUX I[IpOaHalU3UpPOBaHbl pe3ysbTarbl 53
K/IMHAYECKUX HWCC/Ie[0BaHWM, B KOTOPBIX MpUHSUM yvyacthe 13 933 nanueHTa.
Oka3zanock, uto npuMeHeHne DCA MoXeT ObITb CBsi3aHO C yBeJIMUeHHEM pHCKa
NeTabHOTO WCX0[a, HO 5T OTIMYMsA He ObUIM CTaTUCTUUeCKHA [JOCTOBEpHBI.
Bropoe wcciefoBaHue T10Kas3aao IOXOKUe pesynbrarbl. [IprimMeuaresbHO, UTO
4yacTb BK/IIOYEHHBIX B MeTaaHa/lW3 TpawsoB IPOJEeMOHCTPUPOBa/a YXyZLIeHUe
BBDKMBAEMOCTH B IpyIIe IMalyeHToB, rnonyvyasimx DCA, a yacTb - y/ayullleHue;
3TUX UCC/Ie[JOBaHUM TIPUMEPHO paBHOe KomnuecTBO. OThesbHbIE UCC/IE0BaHUS,
ory0/IMKOBaHHbIe TIOC/Ie TOTO, KaK CTa/l W3BECTHBI pe3y/bTaThbl MeTaaHa/ln3a, He
CMOIVIM IOATBEPAUTL OTpHULaTe/bHOe BAUsiHUE (pakTa npuMeHeHnss DCA Ha WCXOZ
3aboneanus (Glaspy J. et al., 2010; Bohlius J. et al., 2009, 2015).

MeTaaHanu3 00/bILIOTO KOJIMYeCTBa UCCIe[0BaHUM MCII0/Ib3yeTCsl BCe uallle, U ero
pe3y/ibTaTbl OOBIYHO CTAHOBSATCS TIpeIMeTOM IIMPOKOM [AucKyccuu. OpHaKo
HEeCMOTpPSI Ha TO, YTO CTaTUCTUYeCKUA WHCTPYMEHTAapUl HeIpepbIBHO
COBEpILLIEHCTBYeTCs], IPOJOJ/DKaeT BbI3bIBaTb COMHEHUs II0AXOJ, B KOTOPOM
JleflaeTcsl TIOMbITKa 0000IIUTL pe3ysbTaThl UCC/Ie[0BAHMN pa3HbIX KOHTUHTE€HTOB
OosbHBIX. KpoMe TOTO UTO KOHTHMHTEHTHI Pa3/MyHbI, CAMU UCCIe[JOBaHUSI UMEIOT
pasHble LieJid U 3a/jaud ¥ W3Hauya/lbHO UCTIOJIb3YIOT Pa3Hy0 MeToZ0/I0TUr0. VIMeHHO

MO5TOMY OLIeHKAa pe3y/JbTaTOB TaKUX WCCAe[OBaHWUM 3aTpyAHUTeTbHA U



HarilOMVMHAaeT AaHEeKJOTUYHYK CUTyalWdi0 C aHaJu30M CpelHeN TeMIleparypbl
nal[eHToB B 6o/bHULIE. BeposiTHO, MeeT CMBIC/T aHa/IM3UPOBaTh MCC/Ie0BaHus B
CXOXKHX TPYTINax MalfieHToB, Jja)ke eCJT 3TH TPYNIbl OyAyT CyIlieCTBEHHO MeHbIIIe.
[MoxkanyH, 1efCTBUTENHHO XKU3HEYTPOXKAIOIIUM SIBJISIETCSI PUCK TPOMOOTHUECKUX U
TPOMO05MOOMMUeCKUX OC/TIOKHEHHH, CBsi3aHHbIX C TmpuMmeHeHneM OCA. Kak
00BIYHO, MOKHO HAMTW WCC/Ae/JOBAHMS, TOJTBEPIKAAIOIe BePOSITHOCTh 3TOTO
pucka v orpuuaromue ee. OgHako, CKOpee BCero, Takas B3auMOCBSI3b CYLeCTBYeT,
Y BaKHOe 3HaueHWe WMeeT TeMIT pOCTa IlOKa3aTeslel KpacHOW KpoBu. [Inst
TIPUHATUS pellleHrs O Ha3HaueHud OCA BaXKHYKO pOJIb WIParOT CJIeyrolye
(dakTophl, yKasbIBaloIIle Ha TIOTeHI[MabHbIN PUCK TPOMOOTHUYECKHUX OCIOKHEHUI:
Hajiure Tpom0OO030B WM HSMO0/MMii B aHaMHe3e, [IIUTE/IbHBIA  Tepuof
UMMOOW/IN3al[UM WM OrPaHWYEeHHOW aKTUBHOCTH, a TakKke [JIUTebHOe
TIpUMEHEHUE TTFOKOKOPTUKOUAO0B. [Ipy Hamvuum fjaxke OHOrO U3 3TUX (DaKTOPOB
ripuMeHeHre DCA BO3MOXXHO JIMILBL C OCTOPOKHOCTBIO.

OO6o011ast CcKa3aHHOe, TpHBeJeM HeOOXOAWMBINM IlepeueHb J[aHHBIX, KOTOPBIMH
JO/DKeH pacrioniaratb Bpau repes HasHaueHueM OCA. HyXHO uMeTh [aHHbIe
TOJIHOTO K/IMHUYECKOTO aHa/iv3a KpPOBU (BK/KOYAsi YMC/IO PETUKY/IOLMTOB) B
COBOKYMHOCTA (B Wjease) C [AaHHbBIMKU MuesnorpamMMmbl. Tpebyercsi (eciu
HeoOX0/MMO) OLIeHUTh OOMeH J>Kejie3a, ypOBeHb BUTaMuHa B, u QosreBoit
KWCJIOThI, BBISIBUTh BO3MO)KHYIO KDOBOIMOTEPIO W HapylleHue (yHKLUU TOYeK.
[Tone3HbiM OyJeT MpOBepUTHL pe3y/bTaThl TPoObkl Kymbca (ocobeHHO y G0/IBbHBIX C
muMornposdepaTUBHBIMU  3a007IeBaHUSIMU) U YpOBeHb 3HZAoreHHoro JI10 y
OO/IbHBIX ~ MUENOAUCIIIACTUYeCKUM CHHADOMOM, a TakKXe OLeHUTh pHUCK
TpoM0O030B, Kak yKa3aHo Bbillle. CreyeT MOAUepKHYTb, UTO He BCerJa U He BCe
BbIIIIETIEPEYNC/IEHHbIE TECThI SB/ISIOTCS abCOMOTHO HeobxoquMbIMU. PeriieHue o
Ha3HaueHUH JCA NprHUMaeT TOJILKO Jievalliiid Bpay.

Takum ob6pazom, DCA 3(deKkTUBHBI AJi1 KOPPEKIMU aHEMUU U Y/IyullleHus
KauecTBa >KU3HU OOJIbHBIX C aHeMHel XpOoHuuecKux 3abosneBanuii. [Ipu sTom
1[eJIeBOM ypOBeHb reMorsiobmHa He [o/bkeH ObITh Bbime 110 r/n (11 r/an).

OTCyTCTBYIOT yOequTe/bHbIE AaHHbIE O TOM, uro TpuMeHeHne OCA MOXKeT



CTUMYJ/IIPOBaTh OCHOBHOe 3a0osieBaHWe Y OOJMBHBIX CO 3/I0KaueCTBEHHBIMU
HOBOOOpa3oBaHUsIMU. B TO ke BpeMsi BOSMO)KHO yBeJIMUeHHe UyBCTBUTE/IbHOCTH
KJIETOK OINyXOJW K XHWMHOTYUYeBOMY BO3[eWCTBUIO BciiencTBUe Teparuu OCA.
Ornpenenenve ypoBHs 3HAoOreHHoro OIIO po Havama Ttepariiu JDCA  He
o0si3aTe/lbHO U MMeeT JIMIIL BCIIOMOraTe/ibHOe 3HaueHue. BakHeMiiM (akTopom
aBisieTcs: auddepeHipanbHas AAarHOCTHKA (DYHKI[MOHAIBLHOTO M abCOMIOTHOTO
neduita kenesa y 0ombHbIX A3H; 3TO K/IOUeBOW MOMEHT /i OMpefereHHs
TeparieBTUUeCKol TaKTUKH Y Ka)KJ0ro 00/IbHOTO.

OI10, kak u DCA, TIPOAO/DKAIOT OCTaBaThCsI 0ObEKTOM MHTEHCHBHBIX HAyUHBIX
uccnenoBanvii.  Haubonblivii ~ WHTepeCc — TIpeACTaB/sieT  HCIIOIb30BaHUe
MOZY/IAITOPOB TeMLu1Ha, KOTOpble MOTYT IIpeofoJieBaTb 3aJepKKy Keje3a B
KJIeTKaX  MOHOI[UTapHO-MakpodarajbHOM  CHUCTeMbl, = WHTHOUTOPOB  TreHa
TPaHCKPUMNI[MOHHOTO (akTtopa 2, a Takke MogudukatopoB IO wu(umm)
peLienToOpOB K HEMY.

Cnenyer yuuTbhiBaTh, uTo GyHKUMsS OIIO He wWcueprbiBaeTCs pery/siiyen
spuUTpono33a. Harpumep, oH ydyacTByeT B BaKHBbIX MeTabOOIMUeCKHUX MpoIeccax,
MPOUCXOJAIINX B KapAMOMMOLIMTAax, K/eTKaX TOJIOBHOro Mo3ra. KnnHuuecku
B&)KHO, UTO 3a4acTyl) KauyeCTBO >XM3HM y MalMeHTa C aHeMHeW, IOJIy4arollero
OCA, MOXKeT y/IyuIaTbCsi U 6e3 TOBBIIIeHNs YPOBHS reMoryiobrHa. JTO SIB/ISeTCS
JIOTIOJIHUTEJIbHBIM I0KA3aTe/IbCTBOM TT0JIb3bl TIPUMEHEHUs] STUX WHTepeCHEUIINX
Triperaparos.

AHeMus IpY XpOHUUECKOM 00/1e3HHU TI0UeK

Knaccudukanus. [TatoreHes

TepMHH «XpoHWUYecKasi 6oie3Hb TTouek» (XBIT) 6611 BBeeH Ha pyoexke XX u XXI
CTOJIETAM B3aMeH WCIMO/b3YIOIIEerocss paHee TepMHHA «XPOHMYECKas MOoYyeuHas
HeZoCcTaTrouHoCTh». Ilog XBII cieqyer mnoHMMarh Ha/lduhe JFOOBIX MapKepoB
TIOBPEJKeHUsI TTOU€K, TIePCUCTHUPYIOIHX B TeueHue Oosee 3 MeC, BHE 3aBUCHMOCTH
OT HO30JIOTUUeCKOT'0 JharHosa.

CoBpeMeHHas1 KjacCU(UKAl[Msi OCHOBaHA Ha [BYX I[IOKa3aresiXx - CKOPOCTU

KHY6OHKOBOﬁ (l)I/IJ'[I:TpaL[I/II/I " TIDHU3HAKdX TMOYEUHOT'O ITOBpEXOEHUSA (HpOTEI/IHypI/IH,



anbOyMuHypusi). B 3aBUCMMOCTU OT WX COUeTaHUs BBIZESAIOT MTh ctaguii XBI1

(Tabm. 5).

Tabnuua 5. CTtagnn xpoHWYeckinx 3aboneBaHuii NoYex

_TanuafOnKcaduwe ICKD, pn/ MuH
| [MpraHaKK HedpanaTuK, HOPMANLHAA CHd =30

[ [MprzaHar HegponaTK, Nerkoe cHrxeHrwe CROD 60-89

[11A YMEDEHHOE CHIHEHKe CHOD 5-59

LB BripameHHoe cHumeHne CHD 30-44

I TaAEenoe cHHeHne CHED 15-29

i TEPMUHANBHAA XPOHWHECHAA NOYEYHAR HELOCTATOMHOCTR(<1S

" CK® - ckopocTb K1yBouKoBOI hUALTPaLLMK.

Craguu  III-V  COOTBETCTBYHOT  OMpe[eNeHHI0  XPOHWUYECKOM  TTOUeYyHOU
HEeZI0CTAaTOUHOCTH (CHIPKeHHEe CKOPOCTH KyOoukoBou (uibTparuu 10 60 M1/MUH
1 MeHee). Ctaausi V COOTBeTCTBYeT T€PMHUHA/IbLHOM TMOUEYHOM HEI0CTaTOYHOCTHU
(ypemusi). Konuenimss XBIT obbequHsieT pa3Hble MO 3TUOJIOTUM U TaTOTeHe3y
3aboneBaHUs, KOTOpble XapaKTepU3YyIOTCs [BYMsI OCHOBHBIMM (aKTopamu:
eJUHBIMU HEUMMYHHBbIMHA MeXaHW3MaMM [POrpeCCUPOBAaHMUs I1aTOJIOTUYEeCKOro
ripoliecca B MOYKax ¥ OAHOTUITHBIMU MOAX0JjaM1 K He()pOIPOTEKLUH.

XBIT cBsa3aHa c pa3HoOOpa3weM TreMaTOIOrHYecKUX IIPOSIBIEHUM, BKJTIOUAst
aHeMHIO, aHOMa/TMM TPOMOOIIUTOB M (DYHKI[MM JIEMKOI[UTOB, a TAKXXe CBEPTHIBAHMUS
KPOBH.

AHemusi siBAsieTcsl OfHUM W3 Hawbosiee XapaKTePHBIX W BHAWMBIX TIPOSIBIIEHUM
XBII, oHa siBnisiercst yactHbiM cinydyaemM AXDB. B 1836 r. Puuapa Bpaut BnepBhbie
3ameTu1 01eJHOCTD MALIMEeHTOB C TIOYeuyHbIMU 3ab0/IeBaHUSMU, U C TeX MOP LieJIbIi
psifi WCCaeioBaTesie TIBITaUCh OXapaKTepu30BaThb W OOBSICHUTb MeXaHH3MBl,
JieXxallje B 0CHOBe He()pOreHHOM aHeMUH.

CrerneHb aHEMHUM TOJBbKO MPUOIM3UTENIBHO COOTBETCTBYET CTeleHU yYpeMHH, HO
YETKOU JIMHEWHOW KOPpeJSILIUM MeXy 3THUMU MapaMeTpaMu He CyIlecTByeT. Tem
He MeHee IIpU COJepKaHUM a30Ta MOYEeBUHBbI CBbille 36 MMOJB/JI I1/1a3Mbl
BeJIMUMHA reMaToKpuTa routu Beerga Hke 30%.

[MTarorene3 anemuu Tipu XBII c/10)KHBINA, HO TIaBHBIM (DakTOpoM, 6Ge3yc/ioBHO,
SIBJISIETCSI OTHOCUTEJIbHBIN MK abCOJTIOTHBIM HeJOCTaTOK MTPOAYKLIMK SH/OTeHHOTO

SI10. B pa3sutumn He)poreHHOW aHeMUH, KpOMe He/I0CTaTOUHOCTU SH/IOKPUHHOU



byHKIMM TIoueK W CHIKeHUs TipoAykiuu OIIO oTHocuTenbHO MOTpeOHOCTeM
OpraHusMa B 3pDUTPOLMTAaX, Ba)KHYIO pOJb MrparT (PaKTOpbl, CBsI3aHHbIE C
HapyILIeHUsIMA SKCKPETOPHOW (DPYHKI[MY TIOUE€K M PAa3BUBAIOIIUMCS ypPeMUYEeCKUM
nucmetabonsmom. Copepxkanre OI1O y maiMeHTOB C pa3/WUYHBIMU CTaUSMU
XBIl 3HauuTe/NbLHO HWXKe, YeM Y aHEMUUHbIX [IalUeHTOB C HOPMa/IbHbIMU
(YHKLMSIMU [TOYEK.

XOpOoI1I0 M3BeCTHOrO 00PAaTHOTO COOTHOILIEHUSI MeXAy BeMUWHOU remMorio0rHa
(remarokputa) U ypoBHeM OIIO, HabmrogaemMoe y aHeMUYHBIX Tal[MEHTOB C
HOPMA/IbHBIMU (PYHKLIUSIMU TI0YEK, Y YPeMHUUYeCKUX TMal[MeHTOB He CYIeCTBYeT.
KonuenTtpauuu sngoreHHoro JI1IO y gpeter ¢ XBII Ha omnpene/neHHOM CTafuu
ObUTM BBIIIIe HOPMAJBHOTO [JHaria3oHa, HO OHH IIPeJCTaB/s/IA HeaZeKBaTHYIO
peakLUIo Ha CTelleHb aHEMHUU M0 CpaBHeHHUIO ¢ peakuuelr JI10 y netel ¢ aHeMuen
Y HOpMaJ/IbHbIMU TTIOU€YHBIMU (DYHKIIUSIMU.

CBsI3b MEXKy MOBPEXKI€HHEM TI0UeK U npoyKifpei II10 He MoXKeT OBITH OTMCaHa
B BU/Je TPOCTOM MOAe/d. [UnoreTuuecku MoBpeXXAeHue MoYeK MOXKET BJ/IMATH Ha
npoaykuuio OIIO HeCKONBKUMU MyTAMU: IyTeM yMeHblleHus uyuciaa OI10-
MPOAYLMPYIOLMX KJ/ETOK; IIyTeM IIOBbILIeHUs T[I0pora YyBCTBUTE/IbHOCTU
GYHKIMM  KUC/IOPOJHOTO CeHCopa; ITyTeM 00pa3oBaHWsI TOKCHMHOB, KOTOpBIE
UHTUOUPYIOT mpoAyKiuio SI10; myTeM CHIKEeHHSI YKCKPETOPHON (YHKIIUN TT0UeK
Y TIyTeM TIOBbIIIeHUsI TToueuyHoU 3Kckpeluu OI10, Kak 3TO MOXKeT HabmogaThCs
npyu HedppoTtuueckux cuHApoMax. Pakt, uto IIIO-mpoAylUMpyrOIMMM armapar
TIOBPEKZIEHHON TIOUKM MOXKET BHOBb B U30bITKe BbIpabaThiBaTh JIIO mocse
TPAHCIJIAaHTALIUMA TIOYKH, KaK 3TO HaO/ofaeTcs TpU TOCTTPaHCIUIAaHTAl[MOHHOM
JPUTPOLIUTO3e, CBUJIETeILCTBYeT B TOAb3y 00paTUMOro (PyHKIIMOHATLHOTO
noBpeskaeHust DT1O-TpoAyLHPYIONUX K/IeTOK MPH O0ie3HSIX TOUekK.

Takum o00pa3om, KIMHWYecKrWe HaOMAeHuss CBUJIeTeNbCTBYIOT O TOM, 4TO
HezmocTaTouHast ripoaykuus OIIO (oTHocuTenbHass WKW abCO/MIOTHAsT) B TTOUKaX
SIB/ISIeTCS [VIaBHbIM (DAaKTOPOM B pa3BuUTHUU HedporeHHOM aHemuu. OAHUM U3
(dakTopoB, CMOCOOCTBYIOIMX pa3BuUTHI0 aHemun npu XBII, BbICTyMmaet

TOBBILIEHHBIN reMOou3 (reMoMTHYeCcKui (aktop). ['eMonuTruyeckuil pakrop erje



bonee ycyryossier TSDKECTh HedpOreHHO aHeMHUH, TaK Kak
rurnonponudepaTiBHbIE  KOCTHBIA ~ MO3r He  CriocobeH  KOMITeHCHDPOBaTh
TIOBBIIIIEHHON TIPOAYKIIMel MOTepo SPUTPOLUTOB.

Y 1/3-1/2 Bcex mauuyentoB ¢ XBII HabmromaroTcs >KelymOUYHO-KHUIIIEUHbIE U
MaTO4Hble KPOBOTeUeHHsl, KPOBOIIO/ATeKH. KpOBOIOTepU MNPOUCXOJAT TaKXKe BO
BpeMsl [uanu3a: MNalueHT TepsieT OT 5 [0 6 Mr Jkeje3a eXeJHEeBHO, WU
NIpUOIU3UTENTBHO 2 T €XKerofHo. DTU KPOBOIIOTePH BBI3BIBAIOT JOTIO/IHUTE/IbHbIE
TpeOOBaHUS K YCUIEHUIO 3PUTPOIO33a U CIIOCOOCTBYIOT B 3HAUUTE/ILHOM CTeTeHU
pa3BUTHUIO aHeMuu. HedporeHHasi aHeMMsi 4acTO COTPOBOXAAeTcsl AedULIUTOM
Xenme3a u (onueBodt KUCIAOTBHL. [eduIUT >keme3a MoxkeT ObITh 00yc/ioB/ieH
TTIOBTOPHBIMU KPOBOTEUEHUSIMU U3 JKeJTy[JOUHO-KHUIIIeUHOTO TPaKTa WX MaTOUYHbIMU
KPOBOTeUeHUsIMU. BakHoe MeCTO UMerT pe3uAya/bHble KPOBOIOTEPU BO BpEMS
reMo/idann3a M HeOlpaBJaHHO BBICOKOE UMC/IO J1abOpaTOPHBIX UCC/eI0BaHUM
KpoBU. [lepuut >kesmesa U PosaTOB MNpU  XPOHUUECKOW  TMOUYEUHOM
HEe/IOCTaTOUHOCTH TIPUBOAWUT K JIeTIPeCCHMM JPUTPOIod3a U 00pa30oBaHUIO
HETIO/IHOI[€HHBIX SPUTPOLIUTOB C YKOPOUEHHBIM TI€PUOJIOM >KU3HU, UTO MOJKET
CTaTh [IOMOJHUTETbHBIM (PAKTOPOM reMOJINTUYECKOTO COCTOSTHUS.

AHeMus IPU XPOHUYECKOW MOYEUHOW HeA0CTaTOUHOCTH TUITMYHO HOPMOLIMTapHast
¥ HOPMOXpOMHas. YMCI0 peTHKYJOLMTOB YMEHBIIEHO, HOPpMaJbHOe WM Cjierka
TIOBBIILIEHO ¥ MOXKET YBEJUUMBATLCS TPU TeMOJM3e WM TUIMOKCUU. TSDKeCTb
aHeMUU BapualesibHa, KOHIIEHTpalusi reMoryiobrHa B Auaras3oHe oT 55 g0 120 r/n
Y BeJIMUMHA reMatokpura oT 17 mo 35% xapakrepHbl s He()POreHHOM aHEMUH.
Ha okpailleHHBIX Ma3kaXx KpOBHM OOHapyuBaroTcsi  JedhopMHpOBaHHbIe
PUTPOLUTHI C MHOXKECTBEHHBIMH KPOIIIeUHbIMU IIIMIIaMH, C Pe3KO W3MeHeHHBIMH,
HEHOPMaJIbHBIMM KOHTypaMH{ M C YMeHbBIIIeHHbIM 00beMoM (pHcC. 27, CM. I[BETHYIO
BK/IEHKY).

KocTHBIM MO3T MHOTZAA 00HApy’>KWBaeT yMeHbIlleHHe KJIeTOUHOCTH, a TIPU OCTPOM
MOYEYHOM HeJOCTAaTOUHOCTU OTMeuaeTCsl TsbKeaas SPUTPOMJHAsi TUIOIUIa3usl.
YPOBHU CHIBOPOTOYHOTO (peppuTHHA OOBLIUHO TIOBBIIIEHBI Y TIAI[MEHTOB C

XpOHH‘—IECKOﬁ TToUeyHoMn HeJOCTAaTOYHOCTBIO, W, KdK I10/1ar'dlOT, BE/JIMUHMHEI 3TOI'O



rniapametpa Huwke 40-105 MKr/n cBUZeTeNbCTBYHOT O HeAoCTaTKe >xese3a. Bo
MHOTHX Clydasx Oosie3Hb, Jiexaillas B OCHOBe pa3BUTHS  TIOUEUHOMU
HeJJOCTaTOYHOCTH, BbI3bIBAeT crelupUuecKie H3MEHeHUs KWHETHUKHU >Xejie3a U
coJlep>kaHHusl >Kejie3a, TpaHC(epprHa W (OMMEBON KHUCIOTHI B ChIBOPOTKE. OTH
W3MEHEeHUsI MOTYT YCWIUBaTb OTHOCUTEbHYH HEJOCTaTOYHOCTh KOCTHOIO MO3ra,
XapaKTepHYIO J1s1 He()pOreHHOW aHEeMUH.

[Tpumenenue niperrapatoB OCA y 60/IbHBIX C XPOHUUECKOM 60/1e3HBI0 MTOUeK

B 2012 r. 6bud OmyO/IMKOBaHbI KIMHWUYECKHEe DPeKOMeHJAI[UH MeXXAyHapOoJHOU
nnuuatuebl KDIGO (Kidney Disease: Improving Global Outcomes), B KOTOpbix
0000111eH OMBIT JleueHWsT aHeMud Tpu XBII Kak 3pHUTPO-TI033CTUMY/THUPYIOMIUMU
areHTamu, Tak Y rperapaTaMmu »keje3a u JpyruMu JieKapCTBEHHbIMU TperiapaTamHu.
ABTOpHI a1 000CHOBAaHHbLIE PEKOMEHIAINH 10 AUArHOCTHKe aHemuu npu XBIT.
AHeMHys JUarHOCTUpYyeTCs y B3pOwibIXx U gAerei crapuie 15 ner ¢ XBII, ecim
KOHIL[eHTparust reMoryioouHa Hke 130 1/71 y My»kuuH U Hike 120 1/ y >KeHIIYH.
Anemus guarHoctupyeTcsi y getedi ¢ XBII, eciiv KoHIeHTpalydsl reMor/ioOnMHa
Hwke 110 r/n y geteid oT mosyrozaa Ao 5 net, HWke 115 r/n y geted 5-12 net u
Hiwke 120 r/n y gereit 12-15 net. Y maumeHTOB 0e3 aHeMUM PEKOMEHIOBAaHO
M3MepsITh KOHI[eHTPALHMI0 reMOor/io0MHa Mpy HaJUMuWud KAMHUUeCKUX TOKa3aHWi:
10 MeHbliiel Mepe exxerogHo y nanueHToB ¢ XBIT II1; mo MeHbIlel mepe ABaXK/bl B
rop, y natmenToB ¢ XBII IV-V no auanusa u no MeHbler Mepe Kaxzable 3 MecC y
naiueHToB ¢ XbBII V Ha remoguvanuse ¥ Ha TMepUTOHeaJbHOM [uanusze. Y
MalyeHToOB C aHeMuel, He monydarwmux JedeHuss ODCA, cienyeT U3MepsTh
KOHLIEHTPALIUI0 TeMOIVIoOMHAa TPy Ha/JUYMM KIMHUUeCKUX T[I0Ka3aHUMU: TI0
MeHbllIel Mepe Kaxkzable 3 Mec y mnauudeHToB ¢ XBII III-V go guanusa v Ha
TIepUTOHeaTbHOM [iMa/iu3e Y T10 MeHbIlleld Mepe e)XeMeCS4YHO y TanueHToB ¢ XBIIT
V Ha remoguanuse.

[Tpu XBIT vMeeTcsi HeOCTATOK >Kejie3a BC/IeICTBHE KAMWLISPHBIX KPOBOTEUEHUU
Y pe3u/iyanbHBIX TIOTEPh KPOBU Ha MeMOpaHax Juanu3aropa U IpH 1abopaTopHbBIX
uccnenoBanvsix. Haubosee 1LieHHBIM TeCTOM /il OTpejie/ieHUs 3aracoB >Kese3a

ABJIAeTCA CbIBOpOTO‘-IHBIﬁ q)eppI/ITI/IH, N Be/IMUKMHA 3TOI'0 ITOKd3dTeJ/Id MEHbIIle 4eM



30 MKI/7 yKa3bIBaeT Ha HEJOCTATOK >Kejle3a M HeoOXOAMMOCTh €ro Ha3HAueHMs.
[Ipenaparbl >kesie3a Jiyullle BBOAWUTH TapeHTepasibHO. PekomeHpaiyu KDIGO
(2012) mpepnararor nayuentaM ¢ XBII v aHemuel, He MOMyYarOL[UM Teparuio
xene3om wid DCA, TIpoBecTy TIPOOHYIO Teparvio BHYTPUBEHHBIMU TIperiapaTaMu
kene3a (Wi 1-3-MecsiUHBIM KypC MepopasbHbIX IperaparoB >Keje3a MalpeHTaM
Ha poavanu3nbix ctagusax XbBIT). [Tammentam ¢ XBIT Ha Tepanuu DCA, KOTOpbie
He TI0JTyuyaloT JOTIO/IHATEeIbHYIO Teparuio yKeje30M, CjiefiyeT TIPOBeCTH MPOOHYHO
Teparnvi0 BHYTPHMBEHHBIMHU T[iperaparamMu kene3a (WM 1-3-MeCSTUHBIM KypC
repopasbHBIX TpernapaToB >Keje3a TalMeHTaM Ha JoAuaav3Hbix ctaausx XbBII),
eCl  JKeslaTeNlbHO JO0OUTHhCS yBeMWUeHHsi KOHIIeHTpal[uu TeMoriobuHa Wiu
cHu3uTh 03y DCA u HTC (TSAT) <30% u dpepputrnHa <500 Hr/mi (MKr/i).

Korza peub uzieT o naiueHTax C goadanu3Hou cragueit XbII, kotopbiM TpebyeTcs
BOCIIOJIHEHUE >Kesie3a, BbIOOp TIyTH BBeJleHHUs »Keje3a Cje/lyeT OCHOBbIBaTh Ha
TSDKeCTU fAeduluTa ’Kejae3a, HaJWuMM BEHO3HOrO [IOCTyIa, OTBeTe Ha
TIpe/jIIeCTBOBABIIYIO Teparvio TepopajibHBIMU TIperapaTaMu, HaIMuuu TT000UHBIX
3b(deKTOB NpU JledeHUWH TMepopajbHbIMA W BHYTPHMBEHHBIMHM MperapaTami,
TIPUBEP)KEHHOCTH TaLeHTa JIeYeHWI0 U CTOMMOCTH JieueHus. [Ipu nocsienyroijem
TIpPUMEHeHHH TIperiapaToB kejie3a Ijeslecoobpa3HO PYKOBOACTBOBAaThCSI OTBETOM
reMor7Io0MHa Ha TPOBeIEHHYI0 Teparvio Keyie30M, Ha/IMureM MPO/0/DKAFOIIXCS
TOTePh KeJie3a, pe3y/abTaTaMy TeCToB Ha 3arachkl xene3a (HTC-TSAT u ypoBHeM
dbeppuTHHa), KOHIleHTpal[ieli reMorno0uMHa, oTBeToM Ha Teparnuio DCA U uX
[I030M, TIDOUCXOJAILMM U3MEHEHHEeM Ka)K/IO0ro IiapaMeTpa U KJIMHUYeCKUM
cocrosiHUeM rauueHTa. [10cko/bKy BCe Iperiaparbl BHYTPUBEHHOIO JKejie3a MOT'YT
JlaBaTb Cepbe3Hble HeMe/JjIeHHble peakUuu, WX C/leJyeT TIPUMEHSITb C
OCTOPOKHOCTBIO.

B HacTosiijee BpeMsI TTIaBHBIM U 3((PEeKTUBHBIM CIIOCOOOM JieueHUs] HeporeHHOU
aHemuu siBisieTcsi npuMeHeHre DCA Kak [0 [uanus3a, TakK U TPy TPOBeJleHur
3aMeCTUTE/IbHOM  TIOUeYHOM Tepanuu  (MIpOrpaMMHOrO  reMoJuanu3a WiIH

aM6YJ'IaT0pHOI"O MMepuToOHEa/IbHOI'O ,ELI/IaJII/IBa).



JleueHre aHEMHUH Y AWA/TA3UPYEMBIX MAJUEHTOB [0 KIMHAYECKOM 3pbl DCA ObLIO
Na/UTMaTUBHBIM U COCTOSIZIO U3 MepUoJuUeCKUX TPaHC(y3uil KPOBH, JTUKBUAALIUU
Aedunnra xenesa v (osaros.

TpaHcdy3usi KpOBU Tial[MeHTaM C TsbKenoW He(pOreHHOW aHemuell WHOrJa
AB/isseTcsl HeobxoauMol. M TeM He MeHee CeroflHd KOpPpPeKIUs aHeMHU
pery/nsipHbIMU TeMOTPaHC(Yy3UsMU SIB/ISIETCSI KpaliHe PeJKOU U UCMOJIb3YyeTCs B TexX
cyJasix, Korja puck 1mooouHsix 3ddexktoB DCA-Teparvy NpeBbIIiaeT 0yKUaeMbIi
TO3UTUBHBIN pe3y/bTar (Mpe/liecTBYIOIlee WK CyleCTBYIOIee 3/I0KaueCTBeHHOe
HOBOOOpa3oBaHHWe, UHCY/BT B aHaMHe3e U T.JI.). B mopapssitoiiiemM 4ucse ciaydaeB
neuenre anemuu npu XBII ceruac ocyuectasietTcs nipenapatamy JCA. JleueHue
rperiapaTaMyd SPUTPOINOSTHHA SIB/SIETCS HEOThEMJIEMOM COCTAaBHOM YacCThbIO
KOMIIJIEKCHOTO JieueHHs1 OOMBbHBIX C TepMHHa/NbHON ypemuei. OHO TI03BOJISIET
n3bexkaTh TIOCTOSIHHBIX reMoTpaHcdy3uii (6e3 mpumeHeHusi DCA Tepe/MBaHUS
KpOBU MpoBoasTcs 2-3 pa3a B mecsr no 1000 M kakjoe), CBSI3aHHBIX C HUMHU
OMaCHOCTbI0 MH(MULIMPOBaHUSI BUPDYCHBIM TelaTUTOM, BUPYCOM MMMYHOJedULUTa
yesioBeKa, TpaHCPY3UOHHBIX peakiuii. [TepenuTtast KpoBb y OOMBHBIX C MOYEUHOU
HEe/I0CTaTOUHOCTRIO OBICTPO CEKBECTPUPYETCS, YPOBEHb reMoryio0rHa U3MeHsIeTCst
BOJIHOOOPA3HO C BbIpa’KeHHBIMU MUKaMU KOHIeHTpaluu. JCA-Teparnusi TI03BOJIsieT
TO/IIeP>KUBATh  CTaOM/IbHYIO KOHIIEHTpAI[MI0 remMoryiobrWHa, 4YTO Y/ydillaeT
COCTOSIHME ¥ CaMOUyBCTBUEe 00/bHBIX. BaykHO TIpY BEIOOpE TIAI[MeHTOB UCK/TIOUUTD
Jpyrve TIpUYMHBI aHeMuu: Je(UUUAT Kene3a, BUTaMHWHa B, ¢donaros;
KDOBOTEUEHMs], TeMOJiM3, XpPOHWYeCKHMe MWH(OeKUUu WIAd  BOCHaJeHus,
VWHTOKCHKALIMI0 alioMUHUeM. JIroboe U3 ITUX COCTOSHUN [JO/DKHO OBbITh
ckoppurupoBaHo Tiepes JCA-teparveil. Ilpu oTcyTcTBUM 000N  Apyrou
TIPUYMHBI TTALMEeHTHI C KOHLleHTpauen <80 r//1 1mouTy Bcerjja MOryT PaCCUUTHIBATD
Ha OnaronpusaTHble 3QdexkThl oT nedeHuss ICA. IlarueHTbI C KOHLIEHTpalue
remoryiobrHa 80-100 /a1 ¥ ¢ CMMOTOMaMH, OTHOCSIIMUCS K aHEMHUH, B YaCTHOCTH
CTeHOKap/inu, Takxxe Jo/DKHbI omydyath DCA. KpoMe KOHIIeHTpaly TeMOoro0rHa

(I/IJ'[I/I Be/IMUNHBI FEMaTOKpI/ITa) HeaJeKBdATHO HU3KUHN YPOBE€Hb CBIBOPOTOYHOI'O



OIIO OTHOCUTENILHO CTeNeHW aHeMUM SIBISIeTCS Ba)XKHBIM KDUTEPDUEM IS
Ha3HaueHus DCA-Teparuu.
OCA siBnisieTcsi COBpeMeHHBbIM U 3(()eKTUBHBIM CPECTBOM KOPPEKI[MH aHEMUU Y

6ombHbix XBII. Hanbosiee yacTo mpuMeHsIeTCS 3MO3TUH asbda - 3panbhoH. [Tpu

€ro TpHMeHEeHWH OYeHb Ba)KeH WHAWBUyalbHBIM TOAXOJ K J03WPOBaHUIO Yy
KaXk7Ioro 00bHOT0, TI03TOMY Ha/lMuHe IIMPOKOM JTMHENWKH T03UPOBOK Y TIperapara
SIBJIIETCSI 3HAUMTE/IbHBIM TIPeUMYII[eCTBOM, 0COOeHHO Ha 3Tare Tofbopa [J03bl.
CywectBytor ynakoBku o 1000 ME, 2000 ME, 2500 ME, 3000 ME, 4000 ME,
5000 ME, 10 000 ME, 20 000 ME, 40 000 ME, 4uto 103BO/IS€T Bpauy Jierko
1oZio0paTh HY>KHYIO CXeMy Tepariii B 3aBUCMMOCTH OT Beca MaljieHTa, UCXO[AHOTO
yPOBHSI reMor/io0HHa 1 y100HOM KpaTHOCTH BBe/leHHs Tiperapara. B To >ke BpeMms
st psiga 6ombHBIX ¢ XBIT MpUHLUANMAAIBHBIM SIBSIETCS CHYDKEHHE KPAaTHOCTH
rapeHTepaJbHOIrO BBe/|eHUs MpernapaTroB C COXpaHeHWeM TTOCTOSTHHOM CTUMYJISILIUA
5PUTPOII033a. ITO AOCTUTAETCS 3a CYUET MCII0/Ib30BaHUS MPOJIOHTMPOBAaHHBIX (hOPM
OCA - pap6smnostvHa anbda. OHM MO3BOJIAIOT AOCTHUbL CTAaOM/ILHOTO T'eMOo-
nostuyeckoro 3¢ddexra npu BBefeHUM 1 pas/2-4 Hen, uTO OCOOEHHO Ba)KHO Y
6osbHbIX ¢ XBIT III-1V cTaguu v Tipy JiedeHUH TTepUTOHeaTbHbIM IUaTH30M.

HauasibHas m03a 3103THHA TeTa TPy MOAKOXKHOM BBeAeHUuu cocrtasisieT 20 ME/Kr
3 pasza/Hes. B ciayuae HeJOCTaTOUHOrO TPUPOCTA KOHI[EHTPALUKA TeMOITIoOWHA
[Menee 1 r/an (0,62 mmosib/n) B TeueHUe 4 Hef] 103y yBennurBaroT g0 40 ME/kr 3
pasa/Hen, uepe3 Kaxable 4 Hen. IIpy  HeoOXOAMMOCTH  IOTIO/IHUTETHLHO

yBeJIMUMBAIOT 103y IIperapara 3M03TUH TeTa Ha 25% OT mpefplAyler A03bl C

VHTepBaJioM 1 MeC [0 AOCTWKeHUSI WUHAUBU/YaJbHOU L[e/IeBOM KOHLIEHTpPaLu1
remoryiobvHa. [lpy BHYTpHMBEHHOM BBeJjeHWM HauanbHasi fAo3a - 40 ME/kr 3
pa3a/Hen. [lorionHuTeNbHO [03y yBenuuuBaroT 4yepe3 4 Hen no 80 ME/kr 3
pasa/Hes. B ciyuae HeOOXOAMMOCTH /03y YBEIMUMBAIOT Ha 25% OT MpeabiayIren
[03bl C uHTepBaj/ioM 1 mec. MakcuMasibHasi [103a He [o/pKHa MpeBbiiate 700
ME/Kr B Heziemto.

JleueHre aHeMUM CPe/ICTBaMU, CTUMY/IUPYIOIIIUMH 3PUTPOII033, 0OBIYHO TIPOBOJSIT

B [iBa JTara: (pa3a KOppeKIuH, B XOfie KOTOPOil HeoOXO[UMO [OCTUYBL HIDKHEN
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TPaHUIlBl 11eJIeBOTO YPOBHs remoriobvHa He Oosiee yem 3a 4 mec, U (a3a

TIO/IZIeP>KUBAIOITeN Teparnuu. JMO3TUH _0eTa 00bIuHO BBOAAT B go3ax 100-200

ME/Kr B Hezento, pasfe/ieHHbIX Ha 2-3 [03bl, /i1 MalUeHTOB, ITOJyYaroL[uX
remonvanu3. ITocsie BBefjeHUsI 3M03THHA OeTa BHyTpHBeHHO B fgo3e 100 ME/kr
ralueHTaM B KOHILle Jualiv3a MUK KOHLIeHTpauuu ropmoHa gocturan 1000-2000
MME/M/T B ChIBOPOTKe, M 3aTeM KOHIIeHTpalysi OBICTPO Tajiajia Ha MPOTSHKEHUH
nocnenyromux 1,5-2 aHeit ¢ T1/2 ot 5 g0 8 u. X0oTs 0OBIUHO PEKOMEH[yeTCs

BBOJUTH 3II03THUH beTa BO BpeMda I10C/IeJHUX 5 MUH AWa/in3d, OAHAKO MOXXHO

[AaBdThb 3I103THUH OeTay B Hauaje rnpoueaypal. br110 Takke ITOKA3dHO, 4TO 3I1I03THH

GeTa He ANA/TA3UPYETCH.

Cpennss no3a DCA, HeobxomruMast [ij1s TIoZiep>KaHUsI reMaToKpuTa oT 33 0 36%,
cocrasnsier 75 ME/Kr BHyTpuBeHHO 3 pasa/Hefi. OJHAKO HEKOTOpble TaljueHThI
nosiyyasii 6onee 150 ME/Kr BHyTpuBeHHO 3 pa3a/Hesi. Haubosee BepOsiTHBIM
00bsICHEHMEeM TaKoW BapvabesTbHOCTH B [JO3UPOBKeE [I7IsI JOCTKeHUsI HAMeueHHOTO
reMaToKpuTa (WM reMorio0MHa) sSIBAsieTCs JeCATUKpaTHOe u3MeHeHWe B YPOBHSIX
JUHAaMUUeCKu ycToiurBoro paBHoBecusi JIIO B masme mipu 000l /AaHHOM
CTeTeHU aHeMUH y MAlMeHTOB C XPOHUYECKOW MOYeYHOU HeI0CTaTOYHOCTBIO.
Takum ob6pa3om, HaubOosee palMOHANbHBIM TOAXOAOM K HauaabHOW A03UPOBKE
SB/IIETCS CTyleHyaroe yBenuueHue p03bl OCA, HauuHasg ¢ 75-100 ME/kr
BHYTPHMBEHHO 3 pa3sa/Hefi. DTy /03y HeoOX0AWMO peryivpoBarh Kakzable 2-6 Hef,
eC/IY TIOBbIllIEHUe TeMaTOKpUTa yCTOMYMBO, U He BbIllle ueM Ha 1-2% B HeJeto.
Ecnv cKOpOCTh yBeMueHUs] reMaTOKpUTa TpeBbIlllaeT 3Ty BeIWYMHY, TO [03a
JI0JDKHa OBITH yMeHbllleHa Ha 25%. Haripotus, ecin otBeTHOH peakimu Ha DCA
HeT, TO [03y HY)XHO yBeJWUUTb Ha 25%. VI3MeHeHUs B [103MPOBKe valle 4yeMm
Kakable 4 Hel He DPEKOMEHIYIOTCS, TaK Kak 3a 0Oojee KODOTKUM TIepHO[,
3¢ dekTriBHOCTE DCA He MOXeT JOCTOBEPHO OLleHUBaThCs. [IpuLie/TbHbIN ypPOBEeHb
reMatokpura (Wid remorniobvHa), Kak TpaBuUio, Hameuaetrcs K 10-12-if Hegese
OCA-Teparnuvu AuaJnu3HbIX MaljueHToB.

Y maiueHTOB Ha TepUTOHeasbHOM Juajiv3e B OJHOM M3 JBYX Haubosee 4acTo

HCIIO0/Ib3YEMbBIX BAPDHUAHTOB (HOCTOHHHbIﬁ aM6YHaTOprIﬁ HepI/ITOHeaﬂbeIﬁ AnaJin3
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WM TIOCTOSTHHBIM LIMK/TMUeCKUI TTIePUTOHeaTbHBIN IUasn3) TToAep>KUBaeTCs Ooee
BBICOKMM TIeMAarOKpUT, YeM Yy TMaleHTOB, HaxOASALIUXCS Ha XPOHUYECKOM
noziiep>kuBaroieM remoguanuse. CraenoBare/ibHO, y 3TOM KaTeropyy MalleHTOB
HeoOxoauMocTe B DCA MeHee HacCTOsITe/IbHA, XOTs W JKeJjaTejibHa. BeposiTHas
MpUUYMHA pa3iduvs MeXAy [MalueHTaMu JByxX TIpynn (remogudanvd3 |
TepUTOHEeAIbHbIM [Ihaii3) B TOM, OUEBUAHO, UTO TMAallMeHTbl Ha TOCTOSTHHOM
am0Oy/laTOpHOM TIepUTOHea/lbHOM [Wanu3e B OTIAYMe OT TMaleHTOB Ha
reMofiyajav3e He TIOABeprarTCs XPOHWUYECKUM Pe3UAyaJbHbIM KPOBO-IIOTEPSIM.
[TarieHTHl Ha TIepUTOHeASbHOM [uajk3e OOHAPY)KWIM TakKyl >Ke OTBeTHYHO
PUTPONOITUUECKYIO peakifuio Ha DCA U Takue ke Oy1arorpusiTHble 3G heKThl, Kak
YW TmagueHThl Ha remofguanuse. CraproBas fgo3a OCA 1pu IlepUTOHeaTbHOM
Jyanuse ropasfo MeHblllas, 4YeM IIpU TreMojuaav3e, a Iiperapar BBOAUTCSA
MOAKOXKHO. Tak, B OHOM W3 CepUi KJIMHWUYECKUX HCC/e[OBaHWM TalldeHThbl Ha
TIOCTOSTHHOM aMOYy/IaTOPHOM TTepUTOHEeaTbHOM JTHan3e ToJTydan ogkokHo DCA
2 pa3a/Heq B TeueHue 12 mec. CTapToBasi fjo3a B 9TMX UCC/eI0BaHUSX Oblia 25 WK
50 ME/Kr v perynvpoBanachk Kaxbie 4 HeJ, 10 AOCTUKEHUS MPULIESIbHOTO YPOBHS
remoryiobutHa 100-120 r/n. Cpennsisi HemenbHas mo3a OCA Obuta 105 ME/KT, m
YPOBHU TIPUIIETBHOTO TeMOT/I00MHA JJOCTUTA/IMCh B cpefiHeM uepe3 11,7 He.

Cnemyer 0cob0 OTMeTUTh, UTO TIOAKOKHOe BBefieHne OCA  MHOTMMH
WCCIeZioBaTeNIsIMUA 10 TIOC/IeJHEr0 BpeMeHU CUMTaIoCh 0ojiee MpeArouTHTe/TbHBIM
M0 CPaBHEHUIO C BHYTPUBEHHBLIM BBEJEHUEM He TOJIbKO MPU TepPUTOHEeaTbHOM
Jvanuse, HO U Npu remoAuanuse. B nocienHee BpemMsi BOIPOC O MPeMMYLLeCTBax
MOAKO)KHOTO  BBEeeHUS1 T1epell BHYTPUBEHHBIM IIO/IBEPraeTcsi Cepbe3HOMY
TIepecMOTPY B CBSI3U C T€M, UTO Y HEKOTOPBIX AMAIU3HBIX OOMBHBIX, MOTyUaBIIAX
OCA B TeueHMe TPOJO/DKUTE/ILHOIO Kypca, BHe3alHO pa3BHBajlaCh Napyud/abHAs
KPACHOK/1emouHasi aHemusi, CBsi3aHHasi ¢ oOpa3oBaHveM aHTU-OI10-anTuTen. IBe
I7IaBHBIE  OT/IMUMTEIbHble ~ OCOOEHHOCTH  OIMOCPEJOBAaHHOM  aHTUTe/aMH
TapilfaJbHOM KpPAaCHOK/IETOUHOW aHeMHHM - CHIDKeHWe YpPOBHSI TeMOIIoOMHa Co
CKOpOCThi0 mpuMepHO 40 T/71 3a Mecsl U CHWXKEHHWe 4YuC/la LUPKYJIUPYIOLIUX

peTukynoLuToB Hike 10 000/MKI1.



B coorBerctBuM € pekomMeHzaumsiMu KDIGO 1ocsie ycTaHOB/IeHUsS JuarHosa
«OTOCpeJioOBaHHAasA aHTUTe/IaMU TapLyaibHasi KPaCHOKJIeTOUHAs ariasus» cjiefyer
HeMe/lJIeHHO TIpeKpaTtuTh jedeHre JCA. YCKOpUTh UCUE3HOBEHUE aHTUTE/ MOKeT
VMMYHOCYIIpeCCHMBHasi Teparvs. B peTpOCIieKTUBHOM WCC/Ief0BaHUU cpegu 47
TaLMeHTOB, MepeHeCIlInX NapLyaJbHy0 KPACHOK/JIETOUHYI0 aHEMUIO MPU Tepanuu
OCA (mpeumylilleCTBEHHO 35M003TUHOM anbda), 29 u3z 37 (78%) mnonydaBmmx
VIMMYHOCYTIPECCUBHYIO Teparivio BbI3[JOPOBEJIA, B TO BPeMs KaK He BbI3OPOBe
HUKTO M3 9 mNaluWeHTOB, He TIOMy4YaBLIMX HMMYHOCYTIPECCUBHYIO Teparuio.
Bo3o6HoB/menne Tteparmud OCA MOXKET TPUBECTH K TIOBTOPHOM HHAYKIUH
oOpa3oBaHusl aHTUTe/l. B mocnenHee BpeMs TOSIBWIMCH AaHHble 00 yCIEIIHOM
JIEUeHUM  TaplUUaJbHOW  KPaCHOK/IETOUHOW aHeMWM C  HCIO/Ib30BaHUEM
TervHecaTu/ia - CUHTeTUYeCKOro MernTUAHOr0 aHTaroHucra perentopoB K JI10,
TpYMeHeHUe KOTOPOTO B psze ClydaeB T103BOJISIET n30exarb
MMMYHOCYTIPeCCUBHOM Teparuu.

EfWHOTO MHEHHUSI OTHOCUTETbHO ONTUMAJbHOTO YPOBHS TremoryiobuHa (Wau
reMaToOKpuTa), KOTOpPbI [O/DKeH ObiTh AocTurHyT T1pu  OCA-Teparuu, He
CYIIIeCTByeT, Tak Kak T1oTpeOHoctd B O,y KaXKAOro TMaleHTa pa3/uyHbI,
0COOeHHO ec/u TIPUHUMAKOTCS BO BHHMMaHHe BO3pacT W CTemeHb (r3UueCcKou
akTUBHOCTU. Hanbosiee yacTo 1ie/ieBOM CUMTaeTCsl KOHIIEHTpAI|s TeMOorioonHa B
nipegenax 100-115 r/n v BenmmuuHa remarokpura 30-32%. Ilpu 3TMX BesmMuMHax
OTHOIIIEHWe pHCKa OCJIOKHEHHW K TMoJie3HbIM 3ddeKTaM, T0-BUJUMOMY,
MUHHMa/bHOe, XOTs HeoOXoJMa, KOHEeUHO, T'MOKOCTh B peIleHHH BOIIPOCa O
JIeUeHUH KaXKJ0ro nalyeHTa UHAUBUYalbHO.

Y psja maiueHToB MO)KeT HaOsofiaTbcsi 0oJiee BBICOKOE KaueCTBO >KM3HU TIPU
Oosibliiel KOHI[eHTPALMKA reMor/io0rMHa, OfHAKO TaKWe TaldeHThI JO/DKHBI OBbITh
WHGOPMUPOBAaHbI O BO3MOKHBIX pHCKaX U TOTeHIMa/JbHBIX yrpo3ax Oosee
BBICOKOTO Coflep)KaHusi TeMmornoOwHa. Kak mpaBuio, KaTeropuyeckd He
pekomeHayeTcss HasHaueHHMe OCA mipu remorniobuHe, mpesbimaroiemM 130 1/
[TockonbKy m™m1aBHOM 1enbt0 jeueHUs: JCA sBAsieTC KOPPEeKIMs CUMIITOMOB

dHEMHH, Dpd3/IMYHBIE TIODOTrH, IIPU KOTOPBIX 3TO IMPOUCXOAWUT, MOI'YT BJ/IMATH Ha



COOTBETCTBYIOIIYI0 KOHIIEHTPALIMIO TeMoroOnHa. B OTHOIIeHWH CKOPOCTH
TOBBLIIIEHNUsS]  KOHI[EHTPAIlUM TeMOIIOOMHA i OOJIBIIIMHCTBA  TIAI[HUEHTOB
paLMOHAa/IbHO, TI0-BUAUMOMY, CUMTaTh TOBbILIeHre Ha 10 r/i1 B MecsL.

[Taumenter ¢ XBII III-IV craguu c cumnTomamMyd aHeMUM Takke UWMesd
6naronpusitHbie 3ddekThl oT DCA-Tepanuu 6e3 MOOOYHBIX BIUSHUN Ha TIOYEUHYHO
¢yHK1MI0. Pe3ynbraTel HECKOMBKUX MCC/Ie0BaHUM TOKa3aau, 4to BBegeHue DCA
natjieHTam ¢ XBIT III-IV craguy BbI3bIBa/IO MOBBILLIEHNE BeTAUYUHBI TeMaTOKpUTa
Y YpPOBHSI TeMorno0rHa, yBeJlMueHre TOJepaHTHOCTH K (U3MUYeCcKUM Harpys3kawm,
yAyuIlleHHe CaMOUYYBCTBHS U KaueCTBa XU3HU. Kak ¥ y O0JIbHBIX C TePMHUHATBHOU
TTIOUeYHOM HeJ0CTaTOUHOCTHI0, HEOOXOMMO OLIEHUTb Ha/lnuhe APYTux (PakTOpOB,
kKpoMe XBII, koTopble MOTYT ObITH MPUUMHOMN WX arTpaBaliieil aHeMHUH M KOTOPbIe
MOTYT TOPMO3UTh peakiyio Ha JCA. Tak, Heo0X0IMMO BBISIBUTh M KOPPUTHPOBATh
KpoBOMoTepu (Kely0uHO-KHUIIIeuHble UM W30bITOUHbIe MEHCTPYabHbIe). 3arachl
)Kejie3a B OpraHu3Me [O/DKHBI OBITh aZieKBaTHBIMH W AoCTynHbIMH. Crenyer
WCK/IIOUUTh Hanuuue Temosivd3a M fAeduluta ¢(onaroB WIA BUTaMUHa Bi,.
HeobxomvMo  MOMHUTL 00  aHTUIPUTPOIIOSTHHOBOM  3ddeKkTe  IITMPOKO
TPUMEHSIIOIIMXCSA B HACTOsIlee BpeMsi aHTUTMIIePTeH3WBHBLIX IIpernapaTtoB -
VHTMOWTOPOB aHTMOTEH3WHITpeBpaIljaroliero epmeHTta v 6J10KaTOPOB PELENTOPOB
aHTHOTeH3WHa. MUHUMa/IbHBIMH J1Tab0PaTOPHLIMU HCcieoBaHusIMU Tiepes; DCA-
Teparvei Jo/KHBI ObITh OTpPUIIATeTbHBIN TECT Ha CKPBITYIO KPOBb B KaJle, ITOJTHbIH
aHa/Iu3 KJIETOK KpOBHU, TMIOACYET PEeTUKYJIOLMTOB, OMpeJeeHre COoAep KaHUus
(onatoB B SpUTPOLMTaX U BUTaMHHA Bi, B CHIBOPOTKe, U3MepeHUe COfep>KaHUs
MOUEBMHBI Y KpeaTHHHHA B CHIBOPOTKE U COJIeP>KaHMS 3/1eKTpoIMTOB. Heobxoaumo
KOHTPO/IMPOBaTh apTepyaabHOE JaBleHHe W COCTOSHHEe 00beMa BHEK/IeTOUHOU
JKUKOCTH.

HauanbaeiMu go3amu DCA o0biuHo sBastoTcst 2050 ME/kr maccel Tenma 3
paza/Hes. Ecid 4uci0 peTUKY/IOLUMTOB WM BeJMYMHA TreMaTokpuTa (uim
reMOr7Io0MHA) He TIOBBIMIAIOTCSA B TeueHWe 4 HeJ JieueHHs, [o03a JO0/DKHA ObITh
yBe/IMUeHa C WHTepBajaMd 4 HeJl 0 TeX IIOp, TOKa He Oy/eT JAOCTUTHYT

NpULIeIbHBI ~ YpOBeHb ~ reMaTOKpuUTa  WiM  remoriiobuHa. Jap63mosTtuH
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anbda 0ObIYHO HauuMHAT C A03bI 0,45 MKI/KT Macchl Tema 1 pas/Hen ITOJKOKHO
WM BHYTpUBeHHO wiu 0,75 MKI/Kr macchl Tena 1 pa3/2 Hen moakokHo. Ecmu
ypOBeHb reMor/iobrHa BeIpoc Oosee ueM Ha 10 r/m 3a 2 Hen, mo3y DCA cienyet
cHU3UTb Ha 25%. HerenecooOpa3eH Tmo/HBINA OTKa3 oOT mipuMmeHeHust OCA,
TTIOCKOJIbKY OH YaCTO COTIPOBOXKAAETCs] OBICTPBIM CHIDKEHHEM reMOIJIoOMHa HUXKe
11e/IeBbIX 3HAaUeHUM.

Y mnammentoB ¢ XBIT III-IV craguu HeoOXoAWM KaK KIWHUYECKUW, TaK U
nabopaTropHbIli MOHUTOPDUHT B Haya/lbHbId TMEepUOJ HWHAYKIMH U B TIEPUO]
yCTaHOBJIEHUs TMOAJepKUBarolled Tepanuu. Hapsiy ¢ u3MepeHMeM BeJIMUMHBI
reMaTokputa (MM TeMor7iobMHa) eXXeHeZle/lbHO HY)KHO  KOHTPOJIMDOBATh
apTepuasjibHOe [aBjieHHWe W COCTOSIHUE >XUAKOCTHA B opraHusme. Kaxablie 2-3 He[
HY)KHO TIO[CUWTHIBATh UKUCJIO PETUKY/IOLMTOB, a Kakiable 3-6 HeJ ompenessiTh
coJlep>kaHre a30Ta, MOUEBWHBI, KpeaTWHWHA, 3JIEKTPOJUTOB U (heppuTHHA B
ceIBOpOTKe. Ecyii reMaToKpuT ctaHoBUTCS Bbilie 35%, mo3a DCA Ao/mpKHA ObITh
yMeHbllleHa, a ec/d OH npeBbiliaeT 40%, IOI1O-Tepanuto cienyeT rpepsBarb 0
rnazeHuss remarokpura Huke 38% u 3ateM BBOAUTH JCA mpumepHo B 2/3-3/4
npeApiAyiner no3bl. Korma pgocturaetcs moagepxkuBaronjas go3a ICA, 1ipu
KOTOPOM Be/IMUMHA TeMaTOKpUTa Jep>xutcs B npefenax oT 30 go 35% (3Ta go3a
MoxeT ObITh OT 25 g0 200 ME/kr), nabopaTopHble HCCIe[OBaHHS HYXKHO
TPOBOJIUTH KaKble 4-6 Hep.

Haub6osee yactbiii mobounbiii addexkt SCA-Teparnuu - yBeJiueHre apTepruaJbHOTO
naBnenuys. [IpubmmsuTenbHo y 23% TMal[MeHToB Moc/ae Hadana rnpuMeHeHus JCA
OTMeuaeTCsi pa3BUTHe WK yCyryOreHuWe apTepua/ibHOM rurepreH3ud. [losrue
rofibl CUMTanoOCh, YTO TIPUYMHOM STOTO SIBASIETCS 3HAUUTE/IbHOE T[1OBbIllIEHUEe
YPOBHSI TeMOr7Io0MHa ¥ 3PUTPOLIMTOB C TIPEBBIIIIEHNEM I[e/IeBOTO TeMaTOKpUTa U
pasBUTHMEM TUMIEPBHUCKO3HOIO CHHApOMa. B HacTosilliee BpeMsi OrpeziesieHO, 4TO
Hapsily C YKa3aHHbIM UWMeeTCsi Y aJIbTeDHAaTUBHbIMA MeXaHW3M DPa3BUTUS
TUTePTeH3UH, CBSI3aHHBIU C TpsiMbIM JelicTBueM DCA Ha COCYIUCTYHO CTEHKY, a
TaK)Ke ycTpaHeHHeM rurokcuueckoid NO-3aBUCHMOM Ba3oJuaaTallii U ObICTPBIM

TIOBbIIIIeEHHEeM 001jero repudeprueckoro COCYAUCTOTO COTpOTHBAeHUs. Kak
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IIPAaBU/IO, Ppa3BUTHe THUIIEPTEH3WM VAAaeTCsi KyIHMpOBaTh 3a CUeT ajeKBaTHOMH
yAbTpadUIbTPALIMM WM MeAMKAMEHTO3HO  (TIPUMEHEHHEeM  KajbIJMeBBIX
6710KaTOpoB, MHTHOWTOPOB  aHTMOTEH3WHITpeBpalrjatoiiero  depMeHTta, [-
bnokaropoB). OpHako mpu HEIPHEKTUBHOCTH STHUX CPeACTB HeoOXOAMMO
YMEHBIITUTEL 03y (OTMeHuTh) mnperapathl DCA 00 MepedTH K ITOJKOKHOMY

BBe€JE€HUIO, €C/IM OHXU BBOAW/INCh BHYTPUBEHHO.

I'maBa 5. AHEMUN Y ITAIIUEHTOB C 3ABO/JIEBAHUSAMUN CUCTEMbI
KPOBU («I'EMATOJ/IOTUYECKHE» AHEMUN)

K aHeMusiM, 00ycC/OB/eHHbIM THUMOGYHKLHEN KOCTHOTO MO3ra, OTHOCSTCS
COCTOSIHUS,  COTIPOBOXKJAIOILLIMECS]  CHIDKEHWeM  YpOBHSI — remMoriobnHa U
SPUTPOLIUTOB B KPOBH, B OCHOBe KOTOPBIX Jie)KaT HapylleHUs 3pUTPOIIn3d3a

BC/eCTBHUE YMEHBIIEHHUA TE€MOIIOSTHYECKOI'o IUIallidpMd B KOCTHOM MO3re H/IN



pa3BUTHS TaK Ha3biBaeMOro He3(h(deKTUBHOTO 3PUTPOII0I3a 3a CUeT U3OBITOYHOTO
aronTo3a KJIeTOK 3PUTPOHa.

ArulacTvueckasi aHemwus - 3abosieBaHMe CHUCTeMbl KDOBW, XapaKTepu3yrollleecs
TaHLMTOTIeHWel B mepudeprueckoil KPOBU U TUMOK/IETOUHbIM (BIUIOTh ZI0 TIOJTHOU
arnyiasum) KOCTHBIM MO3TOM.

I'vcronornyeckoe ucciefoBaHue MpU 3TOM I1aTOJIOTUYECKOM COCTOSIHUU BbISIB/ISIET
COKpallleHHe IialilapMa KPOBETBOPEHUS U 3aMellleHue [leATe/IbHOW KPOBEeTBOPHOM
TKAaHA JKAPOBOW TKaHbIO. AIacTUYecKass aHeMHusi KakK CaMOCTOSITe/IbHas
HO30/I0TUYeCKasi e[UHUL]a TMpeACTaB/sieT TPYNMy IaToJOTUYeCKUX COCTOSTHUM,
OT/IMYAIOLLMXCSA T10 3TUOJIOTMU U maroreHesy. [TomuMo 3TOro, Bce ariaCTUUecKHe
aHeMHU MO>KHO pa3Zie/IUTh Ha BPOXK/IeHHbBIe U IPUOOpeTeHHEIe.

AruiacTuyeckast aHeMust

3aboneBaemocTsb. [1aToreHes

KivHruecKyro KapTHHY aniaCTUYeCKOW aHeMUM BIlepBble onvcan Jpaux B 1888 r.,
a BpOXK/ieHHbIe (DOPMBI C TIOpa)KeHHWEeM TpeX POCTKOB KPOBETBOpPeHUs - PaHKOHU B
1927 r. IlepBoHayasbHO TEPMUH «arjlaCTUYecKass aHeMUs» UCII0/Ib30BaJICs TOJILKO
B Tex «IyuvasiX, KOIJla He VyJaBajJioChb BBISIBUTb STHUOJIOTUID - TPUUYHHY
muesniocyrnpeccrd. OpHako ¢ 1960-x IT. ariacTU4eCcKOM aHeMUeU CTajiv Ha3bIBaThb
BCe [1aTOJIOTUYECKHe COCTOSIHUSL, CONPOBOXKJAMLIMECS MaHLUTONeHWed B
neprdepuueckoil KpoBU B pe3yjbraTe 3HAUMTeNbHOTO yMeHbIleHusi 00beMa
reMOI03THYECKOW TKaHU B KOCTHOM MO3re W MpeBa/IMPOBAHUS KUPOBBIX KJIETOK.
3ab0s1eBaeMOCTh arylaCTUUeCcKol aHeMuel 3HAUUTeTbHO OT/IMYAeTCsl B pa3/IMUHbIX
CTpaHaxX M perdoHax mupa. ExkeropHasi 3aboneBaemocTh Kosebnercs ot 0,5 g0 3
cayyaeB Ha 1 MJIH HaceneHWsi B TOf. ODTUOJOTMYECKUWd (DaKTOp TMPUMEPHO B
TI0JIOBUHE C/Ty4aeB HEW3BEeCTeH, a B OCTaJbHBIX BO3HUKHOBeHHEe 3a0osieBaHUS
CBA3BIBAIOT C PpA3/IMYHbIMM XWMHWYECKUMHU (BK/IIOUasg MeJWKaMeHTO3Hble -
AQHTUOMOTUKU U3 TPYMIbl JIEBOMUL[ETUHA W MaKpOIUIOB, Cylb(aHUIaMUJHbIE
Tripernaparsl, HeCTepouJHbIe IIPOTUBOBOCIIA/IUTe/IbHbIE CpeJCTBa,
MPOTUBOTYOepKy/ie3Hble  TiperapaTbl,  TIperapaTtbl  30/I0Ta;  pa3/d4yHbie

MHEI0TOKCHUeCKHe BellleCcTBa - 6eH30/1 ¥ TIPOM3BO/IHbIE, HUTPO3MaJH, JIaKu U TIp.),



bur3nvecKkuMu (hakTopamu (uoHM3UpYytoLas paauanys, TOKHU
CBEPXBbICOKOUACTOTHOTO W3/Iy4YeHUsi), WHGeKIUsIMA (MOCTrenaTUuTHble (POPMBI
arylaCTUYeCKOM  aHeMHuM,  aCCOLMHWpPOBaHHble  C  LIATOMErajlOBUPYCHOM,
TIapBOBUPYCHOM, reprieTuueckoi HH(MEeKIUIMU).
CoBpeMeHHasi KOHLIETIL[MSI TIaToreHe3a aryiaCTUueckoi aHeMuH, pa3paboTaHHasi B
1970-e rr, ocraeTrcs akTyaJbHOM [0 CETOAHSIUHEr0 [JHS W TpeJIio/iaraeT CBs3b
MeXXIy pa3BUTUEM arljla3ui KDOBETBOPEHUS U TaKUMU SIBJIEHUSIMU, KaK:

* feeKT  TIOJIMIIOTEHTHBIX  CTBOJIOBBIX  K/JAETOK C  HapylleHWeM HUX
riposiMcepaTUBHON aKTUBHOCTHY;

* HapyllleHWe Peryyslui reMorio33a MMMYHOKOMITETEHTHBIMU JUMGOUAHBIMA
KJIeTKaMU;

* [IOBpeXJleHWe CTPOMbI KOCTHOIO MO3ra, TO eCTb TeMOMNO3TUYeCKOIO
MHKDOOKDY>KEHHUS.
Juarnocrtyka
[uarHocTvKa ariacThyeckod aHeMud 0a3upyeTcs Ha BBISIBJI€HHWU TUIIOT/IA3UU
KOCTHOTO MO3ra TI0 JJaHHBIM TPeIraHoOMOIICUM KOCTHOTO Mo3ra (puc. 28-32, cwm.
LIBETHYHO BKJIEVKY).
B rucTtonormyeckux Tiperapatax KOCTHOTO MoO3ra BMeCTO HOPMAa/bHOTO
COOTHOLLIEHHS KPOBETBOPDHOM TKaHW W ’KMpa, paBHOro 1/1, >XWpoBasi TKaHb
3HauuTenbHO MpeobnafaeTr (puc. 33, CM. LIBETHYIO BKJEHMKY). ACMUpAT KOCTHOTO
MO3ra TMpH arjacTUYeckod aHeMud OefleH SIPOCOAEPXKALMMHU 3/1eMeHTaMHu.
CHIKeHO MPOLIEHTHOe CoZlepyKaHue KIeTOYHBIX 3/IEMEHTOB IPaHYJ/IOIo33a 3a cyeT
yMeHBbILIeHUs] COJeP>KaHUs KaK MOJIOJbIX (POPM KJIeTOK HEUTPO(PUIBHOIO psifia, Tak
Y 3peyibiX rpaHynouuToB. [uddepeHUanbHbli  UarHo3 TPOBOAUTCS  CO
BTOPUYHBIMU CUMIITOMaTUUeCKHMMU arjia3usiMU U TUTIOTIa3UsIMHU.
KnuHuueckue TiposiB/ieHUs] 00yC/IOB/IeHbI HajMuKdeM POCTKOBBIX I[UTOTIEHUN U
CTENEHbI0 WX BBIDA)KEHHOCTHU. B OCHOBHOM 3TO fIB/IEHUSI aHEMUYeCKOro,
reMOpparuueckoro CUHAPOMOB Y MH(EKL[MOHHO-BOCMA/IUTE/IbHBIX 0CI0KHEHHUH.

JleueHnue



MeTtoz, BbIOOpa Teparuu TsHKesTbix GopM 3abo/ieBaHUs - TPAaHCTI/IaHTAI|sI KOCTHOTO
MO3ra OT KDOBHBIX pOJCTBEHHHUKOB M HEPOACTBEHHBIX [0HOpOB. CyrKaroT
BO3MO)XHOCTUA HCII0/Ib30BaHUsl TPAHCIVIAHTALMA CAOKHOCTb CaMOro MeTo/a,
TPYAHOCTb TI0A0OpPa COBMECTUMBIX JIOHOPOB, OTpaHWYEHHs], CBsi3aHHBbIE C
BO3pacToM OOJIbHBIX M UKC/IOM reMOTpaHC(y3uii B aHamMHe3e. Bosiee OCTYITHBI U
CpaBHUMBI TI0 3(h(dEKTUBHOCTH MeTO/bl MMMYHOCYTIPECCUBHOM Teparnuu, Tpu
KOTOpPOU BO3pacT OONbHBIX He MMeeT 3HaueHWs. MeTofi OCHOBaH Ha CYIpeccuu
JIeCTPYKTUBHBIX HWMMYHOJIOTUUECKUX IIPOLeCCOB y OO/ILHBIX C aruiacThueCKou
aHeMUeM C BOCCTaHOBJIEHWEM TIpolieccoB Tposvdepaiiud U AuddepeHIPOBKU
KJIETOK KOCTHOTO MO3Ta C TOMOII[bI0 TIPUMeHEeHHsI CPe/ICTB UMMYHOCYTIpeCCHBHOM

Tepariu. OCHOBHBIMU cpeacTBaMu NMMYHO CYHPECCHBHOFI Teparimmn

SBJISIFOTCSI UMMYHOLTIOOV/IMH aHTUTUMOLIUTADHBINA 1 LIUKIOCIIODUH A.
AP heKTUBHOCTb Teparvu Ha COBPEMEHHOM 3Tarle J0CTaTOYHO BhICOKA - BO3SMOXKHO
noctiwkenre 10 80% wu Oonee peMHicCU W JOTOBPEMEHHOM BbDKUBAEMOCTH
OO/IbHBIX C arvlacTUyeckoi aHemuel. [IporHo3 3aboseBaHUsi B MepBYIO odepe/ib
3aBUCHUT OT TJIyOWHBI arvla3u ¥ CBOEBPEMEHHOCTH W aKTUBHOCTH TIPOBOJWMOM
Teparuu.
['eMonuTHUueckue aHeMuu
Omnpenenenue. Knaccugpukarys
['eMOMTUYECKOM Ha3bIBAlOT JIIOOyI0 aHeMUI0, TIpU  KOTOPOM  paspyllieHue
JPUTPOLIUTOB TIPOUCXOAUT OBbICTpee, YeM UX BbIpabOTKa KOCTHBIM MO3TOM.
[Iporiecc paspyllieHUsi SPUTPOLIMTOB HA3bIBAETCS reMOM30M (MMMYHHBIM U
HEVMMYHHBIM).
Pa3nnuatoT HaceICTBeHHbIe U TIPUOOPeTeHHbIe TeMOTMTHUEeCKHe aHEMUU:
* HaCJIe[ICTBEHHbIE TeMOIUTUYECKHe aHEMUU:

- HAUJIe[ICTBEHHbIE TeMOJIMTUYECKWe aHeMWM, CBsf3aHHble C HapyLleHWem
MeMOpaHbI 3PUTPOLIUTA;

- HACJIe[ICTBEHHbIE TEeMOJIMTUYEeCKWEe aHeMWM, CBs3aHHble C HapyLLIeHUeM

aKTMBHOCTHU (DEPMEHTOB 3pPUTPOLIUTOB;
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- HaC/e[]CTBeHHbIe TeMOJUTUYeCKWe aHeMHUH, CBsi3aHHble C HapylleHHueM
CTPYKTYPBI W CHHTe3a TeMOII001Ha;
* IPUOOpeTeHHbIe TEMOTUTHYECKHe aHEMUH:

- TeMOJIUTUYeCKUe aHeMUU, CBSI3aHHbIEe C BO3/IeICTBUEM aHTUTEJI;

- FeMOJIUTUUYeCKUe aHeMUH, CBSI3aHHbIe C M3MeHeHHeM CTPYKTYpbl MeMOpaH#l,
00yC/TOB/IEHHBIM COMaTUUeCKOW MyTarlfei;

- TeMO/IUTUYeCKWe aHeMUU, CBsi3aHHble C MeXaHUUeCKUM TIOBpeXXAeHUeM
000JI0UKH 3PUTPOIUTOB;

- TeMOIUTAYeCKe aHeMuH, 00yC/ioB/ieHHbIe XUMHUYECKHUM TIOBPeKIeHNeM
3PUTPOLIUTOB;

- TeMOTUTUYECKHe aHeMUH, 00y C/TOB/IEHHbIe HeZIOCTaTKOM BUTaMHHOB;

- TeMOIUTAYECKe aHeMUU, OOyC/IOBJIeHHbIe pa3pyIlleHueM 3PUTPOIMTOB
rapasvdTaMH.
OtaenbHble hOPMbI HaC/Ie[JCTBEHHBIX FeMOJIUTHUECKUX aHeMU
HacnenctBennbiii Mukpocdeporuro3 (6ome3nb MwunkoBckoro-Ilodapa) - 310
Tpynra HacAeACTBEHHBIX TIeMOJIMTUYECKMX aHeMHH, XapaKTepu3yIOIIUXCs
TIOSIBJIEHHEM 11aPOBUJHBIX 3PUTPOIUTOB (MHUKPOCHepOIMTOB) U 00YyC/I0B/IEHHBIX
nedekroM OenKOB LIMTOCKeNeTa 3PUTPOLMTOB. B pesynbraTe TepsieTCs uacTh
MeMOpaHbl 3PUTPOLIMTA, yYMEHbIIIAeTCSl OTHOIIeHWe TUIOMau TTOBEPXHOCTU K
00beMy, ¥ IPUTPOLIUT MPEeBPAIlaeTCsi B MUKPOCHeporuT. B O0/BIITMHCTBE C/lyuaeB
3aboneBaHre Hac/e[yeTCss ayTOCOMHO-JOMHWHAHTHO. PacripocTpaHeHHOCTb ero
cocrassietr 1 Ha 1000-4500.
[eHeTnyeckue AedeKThbl MPU Hac/IeCTBEHHOM MHUKpPOCGepOI[MTO3e 3aTparuBaroT
OenKyd I[UTOCKe/NeTa SPUTPOIUTOB, ITIPEMMYIIECTBEHHO Te W3 HHUX, KOTOpbIe
CBSI3BIBAIOT IMTOCKeneT C MeMOpaHoul. Iloutu y Bcex OOMbHBIX OOHapy’KeHa
BbIpa)KeHHasi He[JOCTaTOYHOCThb CIIeKTPUHA, JIUIIIb B UaCTH C/TyuaeB 00yc/ioB/ieHHast
Hac/e/CTBeHHbIMU JieheKTaMu CaMOT0 CIIeKTPUHa.
OcCHOBHBIe TIPOSIB/IEHUST HAC/IeICTBEHHOTO MUKPOCGhepoLIUTO3a - aHeMUS], >KeJITyXa,
crieHoMeranusi.  AHeMuss — oOycC/ioOBleHa ~ BHYTPUK/ETOUHBIM  pacriaJjoM

spuTpoLuToB. JKenTyxa o0ycoBieHa HemnpsiMol rurnepounpyorHemMuei, ObiBaeT



HEeTIOCTOSTHHOW M, KakK TpaBWIO, crlabee BbIpa)keHa B paHHEM [IeTCKOM BO3pacTe.
3-3a BBICOKOTO cofepkaHWsi OwnmpybvHa B JKeMud dYacTo 00pasyrorcs
MUCMEeHTHbIE JKeJUHble KaMHU, B TOM uucie U y gered. CriieHOMeraaus
HabO/Fo/laeTCsl TIOUTU Bcerjila. Bo BpeMsi CHUCTeMHBIX WH(EKIMM WHTEeHCHUBHOCTH
remMo/ii3a MOXXeT YBeJWUMBAaTbCsl, YTO TIPUBOAMT K JaTbHEUIlIeMy YBe/JIUUeHUI0
ceneseHk. [Ipy TsKenbIx (¢opMax HaC/Ie[CTBEHHOTO MHKpOC(epoLuuTosa y
O0J/IbHBIX OTMeuaroTcsl Aedopmaliy ckesieTa: OallleHHbIN yeper, MUKPO(TaabMUs,
BBICOKOe BepxHee HEOO, M3MeHsIeTCsl pacrosioykeHue 3y00B. Y HeKOTOPBIX OOMbHBIX
ObIBAIOT YKOpOUEHBI MU3UHIIEI. VIHOT/IA TIOSAB/ISIOTCS TPO(dHUUeCKre sS3Bbl HOT.

[Ipy Hacne[CTBEHHOM MHUKPOC(EPOLIMTO3e BO3HUKAIOT aryjlaCTUYecKue KpH3bl.
AniacThuueckue KPU3bI rpu HacJie[JCTBEHHOM MUKpOC(eporuTo3e
CTIPOBOLIMPOBAHbI HH(EKIHeH, 00BIYHO TTaPBOBUPYCHOM.

XapakTepHoe W3MeHeHHe 3PDUTPOLMTOB - MHMKpO-CeporuTo3. B Maske KpoBH
MHUKPOCHEPOI[UTEl UMEIOT BUJ, MEIKHUX K/IeTOK 0e3 IIeHTpPa/JbHOTO TPOCBETIeHUS
(puc. 34, cM. 1[BeTHYIO BK/eMKy). OOHapy)kKeHHe B Ma3Kax MHKpPOCGHepOIUTOB
HeCTPOro CreLu(pUYHO /15 HaC/Ie[CTBEHHOr0 C(hepoLUTOo3a.

OTOT TMpU3HAaK BCTpPeYaeTCsi MPU dyTOMMMYHHOW TeMOJMTUYECKOM aHeMUU C
HETO/THbIMU TeTJIOBBIMU armIFOTUHVWHAMY, Tpu HacJieJCTBeHHbIX
JVU39PUTPOIIOITHUECKUX aHeMusix. CpefHUN 3pUTPOLIUTAPHBIA 00BeM OOBIUHO B
HOpPMe W/ CJlerKa CHIDKeH, CpefiHee COZiep>KaHre reMorjioOMHa B 3PUTPOLIMTAX
HOpMaJIbHOe W/IM CJIeTKa BbIllle HOPMbI, CpefHsisi KOHI[eHTpalusi reMoriobrHa B
JPUTPOLIMTE yBeJMUeHa y TIOJIOBUHBI 00/bHBIX. KomMuecTBeHHBIM TIOKa3aresiem
c(hepUYHOCTU 3PUTPOLIUTOB CIAYXKUT UX OCMOTHYECKasi CTOMKOCTb, OHa CHIDKEHa.
Ko/iuecTBO peTUKY/IOLMTOB B TEepUOf, TeMOJMTUUEeCKOTO KpH3a MOXeT
3HAUMTEebHO TIOBBIIIATHCS. B MuenorpamMMe HaOmofaeTcss pe3koe paspakeHHe
KpacHOro poctka. [uddepeHianbHbld AUArHO3 TMPOBOAST C aAyTOMMMYHHOM
TeMOJIMTUYEeCKON aHeMHel, /jid KOTOPOM XapaKTepHa IIOJIOKUTeMbHast Tpoba
Kymbca, oTCyTCTBHMe [JaHHBIX O Hauaje 3a0o0/ieBaHUSI B /IETCTBE U OTCYTCTBUE Y

POACTBEHHHKOB HO,Z[O6H01"O 3a0o0neBaHusg. OCHOBHBIM MeTOAOM JIeUeHHsA aHeMHUU



TpU  HAC/Ie[ICTBEHHOM MUKPOC(hepoLUTo3e SBJSeTCA CIUIEHIKTOMUS, KOTOpast
yCTpaHsieT aHeMUI0, HO He MOP(OIOTHYeCKUN 1e(eKT SpUTPOLIUTOB.
HacnencTBeHHasi TeMOUTAYeCKasi aHeMUsl, 00yC/IOB/ieHHAsi He0CTaTOYHOCTbHIO
II0K030-6-(ocdar-merngporeHassl  3puTpouuToB. Camasi  pacnpoCTpaHeHHast
(epMeHTOMNAaTHsI B SPUTPOLUTAX U3 TPyNibl (hepMeHTONaTui meHTo30¢ochaTHOro
nmyTd MeTabomm3Ma IUIHOKO3bl 00yC/IOBl€Ha HEeJOCTaTOYHOCTBIO —TJIFOKO30-6-
dbocdataeryporeHassl SPUTPOLIUTOB. ['ntoko30-6-ocdargeruaporeHasa
SPUTPOLIMTOB TIpe/CTaB/isieT coboli onuromep (WiuM AuMep, WIM TeTpaMep B
3aBUCHUMOCTH OT YCJIOBHIA), COCTOSIIINM U3 CYObeJUHUL] C MOJIEKY/IIPHBIM BECOM 56
000 D. Bo Bcem mMupe 3TuM 3aboneBaHueM cTpajaroT 6omee 200 M/IH yesiOBeK.
3abosieBaHMe IIHMPOKO pacrlpoOCTpaHeHO CpeJu Hace/eHWs — Orpe/ielleHHbIX
obmacreit - paiioHa CpemguzemHoMopbsi (I'penms, Capawnaus, CuUlNs), Cpeau
vpaHleB, WHAYCOB, TawnaHAleB, HerpoB CIIA. KauHuyeckasgd KapTHHa
nomMop@dHa: TsHkecTb 3abosieBaHUs KO/ieOeTcss OT TeMOJMTUYEeCKON aHeMMUH,
TIPOSIBJISIFOLLIEMICS  CTIOHTAHHO BCKOpe TM0C/e PpOXIeHUs, A0 TeMOIUTUYeCKUX
KpH30B. ['eMOMTUUeCKU KpH3 MOXKeT OBbITb CIIPOBOLIMPOBaH MeTabo/uyecKuM
aruIo30M MO0 THUIIOT/IMKeMHel W pa3BUTbCA B CUMTaHble Yachl. B TsKesbIx
clydassx HabmomaroTcss TeMornoOuHypusi U 1ok, OTMedaeTcss JKeNTYLIHOCTb
KOKHBIX TIOKDOBOB M CKJIep, MOua UYepHOro Wau Oyporo IjBeTa, pa3BUBAeTCs
TsDKesasi aHemusi, y OOJIbHOTO WMeeTCsl OfblllIKa, pBOTA, Auapes, CHWKAeTCs
apTepuasbHOe [laBJeHWe, OTMeYyaeTCsl TremnaTro-, CIVleHoMeranusi. TspKesTbIi
reMO/IMTUYEeCKUA KPU3 MOXeT MpPHUBECTH K CUHAPOMY [JWCCEMUHUPOBAaHHOTIO
BHYTPHUCOCY/ZIUCTOTO CBePThIBAaHUSI KPOBU. Y OT/AeNbHBIX OONBbHBIX OTMeueHa
HerepeHOCUMOCTb KOHCKuX 60000B (Viciafaba) ¢ pa3ButvieM MOJHHEHOCHOTO
TeMOJIMTUYEeCKOTO KpU3a I0Ce UX yIroTpebieHUs. JTO siB/ieHHWE W3BECTHO Kak
dhoBHU3M.

HepmocrarouHoCTe  IHOKO30-6-(ocarmernjporeHa-3pl - 3pUTPOLIUTOB  ClleflyeT
3aroflo3pUTh B KaXKJOM CJlyyae OCTPOTO TreMoju3a, OCOOeHHO y HerpoB U
BBIXO[LIEB M3  CPeAU3eMHOMODCKMX  CTpaH. /[lMarHo3  MOATBEpPKAAr0T

nabopartopHbIMU MeToiaMu. [ljii OCTpPOTO TeMojM3a XapakTepHbl ObIcTpoe



CHWKeHHe TeMaTOKpWTa U OfIHOBPeMeHHOe TIOBBIIeHHe B Iyla3Me KOHILIeHTpal[vii
cBoOOmHOTO TeMoryiobrHa U HerpsMOro OwuMpyOMHa YW CHIDKEHUWE YPOBHS
rarrroryiobrHa. B Maske mepudepuueckoii KpOBH TOSBASIOTCS  (PparMeHThI
3pUTpolMTOB. OCHOBOW /MAarHOCTUKU SIBASIETCS  KaueCTBeHHoe, a TIpU
HeoOXOZAMMOCTH  KOJIMUeCTBEHHOe  oripefle/ieHle  aKTUBHOCTH  IVIFOK030-6-
dochatgerngporeHassbl SpUTPOLIUTOB. Y OOMBHBIX C BapHMAHTOM «A-» TeMOJIH3
OOBIUHO TMPOXOAUT CaMOCTOSITEIbHO, TO3TOMY CIeLMaJbHOTO JieueHUs] UM He
Tpebyercs. IIpy TsDKe/IOM TeMOIMTUUECKOM Kpu3e HeoOXOAWMO MpoBefieHHe
dbopcrpoBaHHOTO [AWype3a, MNPOPWIAKTUKA CHHApPOMAa AWUCCEeMHUHUPOBAHHOTO
BHYTPHCOCY/IUCTOTO CBepPThIBaHUSI KPOBH, AJIs1 yAa/leHHs MPOAYKTOB remMosu3a -
ria3madgepes.

F'emornobuHomnatvu. [Ipy KaueCTBEHHBIX  T'€MOITIOOMHOTIATUSIX — TPOMCXOUT
M3MeHeHWe aMUHOKMCJIOTHOM TI0C/ie[loBaTe/IbHOCTH  Lierlell  I00WHa, Mpu
KOJTMUeCTBEHHBIX TeMOr/IOOMHOMATHSAX (TallacCeMUH) - CHIDKeHHe 00pa3oBaHMS
ereii miobuHa 0Oe3 W3MeHeHUs] UX CTPYKTYpbl. B JeMCTBUTENHLHOCTU pa3iuuus
MeXXy KaueCTBeHHbIMU TeMOT/I00MHOTaTUSIMU M TallaCCeMHUSIMU He aOCOJTFOTHBI.
Tanmaccemuu - 3TO TpyIina 3abosieBaHUi C Hac/IeZICTBEHHbIM HapyllleHreM CHUHTe3a
ofHOW M3 1ierel rmobuHa. B Hopme cuHTe3 1jemeli obwHa cOanaHCUpPOBaH, U
cBOOOJHBIX Tierled robuHa HeT. [Ipy HapyllleHWW CHUHTe3a OJHOW W3 Iierei
roOWHa HapyIIaeTcsl 3TOT OaslaHC, 1eTb, KOTOpasi TPOU3BOAUTCS B M30BITOUHOM
KO/IMUecTBe, arperupyer M OTK/IaAblBaeTcsi B 3puUTpoKapuoinutax. Haubosee
pacrpocTpaHeHa p-TajacceMusi B ctpaHax Cpeji3eMHOMODBbSI.

«bonpmmass  tamaccemusi» [6onesns Kymu (T. Cooley)] - HacnencTtBeHHas
reMonuTHYeckasi aHemusi, onucaHa B 1925 . T. Cooley u P. Lee y BbixoaLeB u3
Cpean3eMHOMODPCKUX CTpaH. [ljii Hee XapakTepHa TsDbKesas aHeMHsI C JIeTCTBa,
COYeTaroIasACs y HesleueHbIX OOMBbHBIX C 3a/IeP’KKOM pOCTa U U3MEeHEeHHsIMU KOCTel
BCJIe/|CTBUE yBeJIMYeHUs obbemMa KOCTHOTO Mo3ra. XapakTepHbl
reraTocIiyieHoMeTasivsi, TUMTepCIUieHn3M, AedopMalius deperia (barieHHbIN depert,
MOHTOJIOUJHOE JIULI0). BregHOCTb, Ke/lTyXa M OT/IOKeHWe MeJlaHWHa MpUJaroT

KO)Ke 0COObIfi Me[HbINi OTTeHOK. OTMeuaeTcsl Teperpy3ka >Kee30M JIeTKHX,



cep/ila, rMeyeHu, SHA0KPHUHHBIX OPraHOB, UH(PEKLIMOHHbIE OCTIOKHEHUS, TIePeIOMbI
KOCTeM, c/iaB/ieHre rieprudepruieCckrix HEPBOB.

B ananu3ax nepudepryeckord KpOBUM OTMEYaeTCsl TUIOXPOMHAas aHeMUs,
MULLIEHeBUJHbIE  3pUTpOLUThl  (puc. 35-37, CM. L[BeTHYI  BKJIEHKY),
peTUKy/IoLMTO3. B Muesnorpamme - pasgpakeHre «KpPaCHOTO POCTKa», YBEIUYEHO
comep>kanue  cugepobnactoB.  OTMeuaeTcsi  TIOBBILLIEHWME  OCMOTHUECKON
Pe3UCTEeHTHOCTH 3PUTPOLIMTOB, YPOBHS OWMMpyOHHa 3a cueT HerpsiMon (pakiyu.
B chIBOpOTKe KPOBH MOBBIIIEHO CO/lep>KaHue >kKejie3a U (heppuUTHHA, pa3BUBAETCS
reMOCH/Iep03 BHYTPEHHUX OPraHoB. [Ipy romMo3WroTHoM TajacCeMuu yBeTUYeHO
cofep)kaHue deTanbHOro reMorobrHa, remorioonHa A2. IIpu romo3uroTHou [3-
TajacceMud HeoOXof¥Ma TIpeHaTasbHas [JWArHOCTHKA: W3 AaMHUOTHYECKOU
JKAJKOCTH TOJIyYaroT KJIETKU TII0Ja U MeTOAOM MOJMMepa3sHOM LIeMHOU peakluu
BBLISIB/ISIFOT MyTal[iX B TeHaX, KOJAUPYIOLIUX [3-11efb robuHa.

Be3 neuenusi OosbHBIe «OOJBINION [-Tamaccemueii» TOTUOAIOT B JETCTBeE.
PerynsipHple mnepenvBaHUS SPUTPOLUTADHOM MAaCChl, Jyullle OTMBITBIX WU
pPa3sMOpPOKEHHBIX  SPUTPOLIMTOB, TIO3BOJISIIOT  TIPOJJITH  JKM3Hb, a TaKXKe
NpeIoTBPaTUTh JleopmMaliu KOCTeld U 3a/lepXkKKy pOCTa TpU YCJIOBUH, UTO
KOHLIEHTpALUsi TremMoryioOMHa TIOAIeP>KUBAeTCs JOCTaTOYHO BbICOKOW. [Ipum
3HAUMTE/IbHOM YBEJIMUEHUU CeJIe3eHKH, SBJeHUSIX TUIlepCIieHr3Ma I[10Ka3aHa
CruleHIKTOMHUsA. YTOOBI  TpefoTBpaTUTh TeMOCHep03, OobHBbIe  O/DKHBI

repyuo/iuecKu nosryuath Jedepokcamut (dechepan®) W gedepasrpokc.

351eueHrie BO3MOXKHO TPY a/VIOT€HHOM TPaHCIUIAHTALIMM KOCTHOTO MO3ra.

AuHemuu, 0O0ycC/OB/ieHHble = HOCUTE/NLCTBOM  reMorioOvWHa,  W3MEeHSOLero
CTPYKTYpPy B YCJIOBUSIX THIIOKCHMH (CeproBHAHOK/IeTOUHass aHemusi). Hanbosee
YacTOM aHOMajiMel CTPYKTYpbl TeMOITIOOMHA SIBAsieTCS TeMOI/I00MHOIIaTHs
Sa2pB26rny+Ban. B  ciyuyae TOMO3WTOTHOTO  HOCUTE/bCTBA TOBOPST O
CepNOBU/JHOK/IETOUHOW aHEMUH, a TIPU TeTepO3UrOTHOM HOCUTEIbCTBE - O CepIio-
BUIHOK/IETOUHOM aHOMasuu. 3abo/ieBaHre Hace[yeTcsi ayTOCOMHO-A0MUHAHTHO.
[Tpy ceprioBUHOKIETOUHON aHeMuU oOOHapy)keHa MyTalus, TpUBOAsIas K

3aMeHe FHYTaMHHOBOﬁ KWUCJ/JIOTBI Bda/IMHOM B IIelr I71001Ha. PaCTBOpI/IMOCTB
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reMorioOMHa S TIpU OTZaue KHC/IOPOJA yMeHbILIAeTCs, W 3TO TIPUBOAUT K
00pa30BaHMUIO TeJisl.

HaubosbItiasi pacripoCTpaHeHHOCTh CEpITOBUAHOK/IETOUHOM aHeMHU OTMeueHa B
LlentpanpHoti Adpuke, Mumuu, Typuuu, Ha Kybe. Y OONMBHBIX OTMeuaeTcs
aHeMusi, TPOMOOTUUeCKHEe OC/JIO)KHeHWs, B TOM UMC/Ie TIOpa)keHhe KOCTHO-
CyCTaBHOM cucTeMbl (HaO/IOAlOTCA HEKPO3bl TOMOBOK OeJpEeHHOW W IIIeueBOU
Kocteii). Kpome Toro, mposiBieHHeM TPOMOO30B SIB/ISIFOTCS WH(ApPKThI JIETKUX,
TIPUCTYTIbI CUIbHOM 60/ B XKUBOTE, MH(PaAPKTHI Cefie3eHKH, TTouek, Mo3ra. Y JeTei
rMeeT MeCTO OTCTaBaHUe B POCTe, TI03/Hee M0/I0BOe pa3BUTHe, HapyllieHHe 3peHus
(TpoM003BI COCYZIOB CeTuaTKH), HOUHOe HeZiepkKaHre MOuM. BO3MOXKHO pa3BuUTHe
aryiaCTUYeCKuX, TeMOUTUUYeCKHUX, CeKBeCTPAllMOHHBIX KpPW30B, TPH MOC/eIHUX
BHe3alTHO HAKAI/IMBAlOTCSI B  Cejie3eHKe JPUTPOLIUThI, UTO MPUBOAUT K
TMIIOBO/IEMHUYEeCKOMY IIIOKY, IIPYU 3TOM OBICTPO Ma/ilaeT ypOBeHb reMOr/I001Ha.

B aHamM3ax KpPOBHM OTMEUAeTCsl CHIDKeHHe TeMOIIoOWHa, O0OHapy>KMBArOTCS
CeproBU/HbIE SPUTPOLUTHI (puUC. 38, CM. LBETHYH BKJ/EWKY), OTMeuaeTcs
O6a3odunbHas ~ MyHKTAUsl ~ SPUTPOLIUTOB,  MUIIIEHEBUAHOCTh,  ITOBBIIIIEHO
cofiep)kaHWe  PeTUKY/IOI[UTOB, HenpsiMoro OwivpyOouHa. B mwuesnorpamme
OTMeYaeTCsl pa3[pakeHWe «KPAaCHOTO pOCTKa». Vcrosb3yeTcss —afieKBaTHast
vH(QY3MOHHasi Teparivs, TIPOBOAST Tiepe/iMBaHUe SPUTPOLIUTAPHON  MacChl,
OKCUTeHOTeparuto.

[TpuoOpeTeHHble TeMOMUTUUECKME aHeMWUU. DTO Trpyrma 3aboseBaHUN  C
pa3UuHBIM  TIaToreHe3oM. WX  o0beAuWHsSeT TeMOJI3  SPUTPOLIUTOB B
neprudepuueckoll KpoBU  (BHYTPUCOCYAMCTBHIM remonu3). I[lo mexaHusmy
pa3pyllieHusl 3pUTPOLIUTOB pa3/inyaloT MpUOoOpeTeHHbIe TeMOUTHUYeCKe aHEeMUH
MMMYHHOTO U HEMMMYHHOTO xapakTepa. KilMHHUYecKue MpU3HaKWA 3TUX aHEeMUM,
KakK MpaBWIO, COBMNA/Ial0T, HECMOTPSI Ha Pa3Hble MaToreHeTHYeCKrue MeXaHH3Mbl.
FeMonuTUUeCcKWe aHeMWM, CBsiI3aHHble C MeXaHWYeCKUM TIOBpeX/eHUeM
9PUTPOLIMTOB B COCY/laX CpPeHETO M KPYITHOro Kamrbpa. ['eMonuTrueckasi aHeMUsI
y OOMBHBIX C MPOTEe3WPOBAHHBIMU COCYJlaMUd U KjarlaHaMH Cepjilla pa3BHUBaeTCs

nipuMepHO Y 10% OOMBbHBIX C MPOTe3UPOBAaHHBIM aOPTaIbHBIM KilariaHoM. YacToTa



remMo/ii3a HECKOJIbKO yBe/JIMUMBAeTCsl TPU  HMCIIOMb30BaHUM  CTe/ITMTOBBIX
3anuparebHbIX 3/1eMeHTOB (10 CpaBHEHWI0 C CWIMKOHOBBIMU), TMPU MajioM
JlyaMeTpe KjlarnaHa M TPU HaJIM4UM OKOJIOK/IallaHHOM peryprutainuu. bruonporessl
(cBUHBIE K/laraHbl) peJKO BbI3bIBAOT MeXaHWUeCKUM remonns. [IpoTe3rpoBaHHbBIM
MUTpa/IbHbIA KJ/allaH TakK)Ke BbI3bIBAET TeMOJIM3, HO C/IydaeTcsi 3TO pexe,
MOCKO/MIbKY TPAHCK/IAMaHHbIM TpPaJiueHT [aBJA€HUs B STOM C/yyae HUXe.
Pa3pyilleHre 3pUTPOLIUTOB  TIPOTe3MPOBAaHHBIMU  K/jallaHaMHM -  pe3y/bTaT
OJJHOBPEMEHHOT0 [IeUCTBUSI HECKOJIbKMX (DaKTOPOB: 3HAUWTE/NbHOW CWJIbI C/IBUTa,
JIeHCTByIOIIe Ha MeMOpaHy >PUTPOIMTOB IIPH TYpOy/IeHTHOM TOKe KpOBH,
0CcO0EHHO KOrZla KpOBb TIOfi BBICOKMM /laB/leHHeM IIPOTaJKUBAeTCs depe3
MaJieHbKOe OTBepCTUe (Harpumep, TPy OKOJIOK/IAalIaHHOW pPerypruTalyun); NpsmMoro
MeXaHU4eCKOro MOBPEeXXeHUs] SPUTPOLIMTOB B MOMEHT 3aKPbITUS 3allMpaTeIbHOIO
3/IeMeHTa; OT/IO)KeHHs (pubprHa Ha ydacTKaX, TJile OMOpHOe KOJbI[0 KJaraHa
HEIJIOTHO MpUJieraeT K TKaHsIM Cep/iLia.

Tsokenbld TemMo/IM3 BO3MOXKEH TI0C/e 3akKpbITUs JedeKTa MeXXIpeacepaHOoMn
TeperopoJIKu THIIA Ostium primum 3arjiaTol W3 CUHTETUYeCKOro Marepualia.
YMepeHHOe COKpallleHWe CPOKa >KU3HH SPUTPOLIMTOB C JIETKOM aHeMHel uiu 0e3
aHEeMUM WHOTZAa HaOMIOJaeTcss TIPU  TsDKeJIOM OOBI3BECTB/IEHWH aOPTabHOTO
K/laraHa. MexaHWueCKUd TreMoJii3 OOHapy)KeH TakKe Yy OOJIbHBIX, IepeHeCIIx
aopTobepeHHOe ¥ aOPTOKOPOHApHOe IIYHTUPOBaHWE. B TOKeNbIX Caydasix
pa3BUBaeTCsl TsDKe/ash aHeMUsl, TIOSIBJISIIOTCS  PETHKYJIOLMTO3, IIM30LIUTHI,
CHIDKAeTCs coJiep>kaHue ranTorno0nHa, TIOBBIILIAETCS aKTUBHOCTb
JaKTaTJeruAporeHasbl, BO3SHUKAIOT TeMoryiobuHeMuss ¥ reMorioounypus. ITloreps
)Kere3a ¢ Mouoii (B BUie reMOII00MHa WM TeMOCH/IepHHa) MOKET TIPUBECTH K €T0
neduruty. [lpu gedwuruTe >keje3a Ha3HaualOT BHYTPhL Mperaparbl >kesie3a.
[ToBbIllIeHe YPOBHS TeMOIVIOOMHA B pe3y/bTare TaKOTO JIeUeHHs MOYKET CHHU3UTD
CepJieuHbli BBIOPOC YW YMEHBIIUTh WHTEHCHBHOCTH TeMosn3a. OrpaHuueHue
(bur3nUecKoli aKTUBHOCTU Tak)Ke yMeHbIllaeT UHTEHCUBHOCTh remou3a. Ecim atu
Mepbl 6Oe3ycrielliHbl, HeoO0XOUMO TIOJHOCTBIO YCTPaHUTh OKOJIOK/IArlaHHYHO

pPerypruTairo Uik rIOMeHATh IIPOTE3.



VIMMyHHBIE TeMOJIUTUYECKUE aHEMUN

Onpegenenue. OO1Me MONMOKeHUS

MMyHHBIN TeMo/M3 00yc/ioB/ieH BBIPAOOTKONM aHTUTENT K SPUTPOLMTAPHBIM
aHTUreHaM C MOC/eJyOIUM pa3pylleHreM 3pUTPOLMTOB BC/Ie[CTBUE (DaroLuTo3a
WIA aKTUBALMKA KOMILIeMeHTa. VIMMYHHBIM TeMo/iM3 MOXKeT ObITh BbI3BaH Kak
a/JyI0AHTUTEIaMH, TaK U ayTOAHTUTe/IaMU. Pa3mmyaroT BHECOCYUCTBI UIMMYHHBIU
reMOIM3 W BHYTPUCOCYOUCTBIA  HMMMYHHbIM — remMosiu3.  OddeKkropamu
BHECOCYJMCTOr0 MIMMYHHOI'O TeMOJIU3a SIB/ISII0TCS Makpodary.

[Ipy M30MMMYHHBIX Te€MOJIMTUYECKUX AaHEMUSX aHTUTe/lla MPOTHMB AaHTUTEeHOB
JPUTPOLIUTOB OOJBHOTO WM SPUTPOLUTHI, COAEpXKall[ie aHTUreHbl, TPOTUB
KOTODPBIX Y 00/TIbHOTO UMEIOTCS aHTHTeIa, TI0TaZlaloT B OpraHru3M 0O/BbHOTO M3BHE.
OT0 Hab/roaeTCst MPU reMoIMTHUeCKOM 60s1e3HU HOBOPOKEHHOTO.
AJITOUMMYHHBIE TeMOJIMTAYeCKre aHeMuu. K HHWM OTHOCUTCS TeMOJu3 TIpU
TpaHC(y3UM 3PUTPOLIMTOB, HECOBMECTUMBIX IO cucteMe ABO, pe3yc Wiv Kakou-
HUOyAb [JpYroil cucTeme, TPOTHMB KOTOPOWM y OOMBHOrO WMMEKTCS aHTHUTesa.
Pa3nnuatoT TsoKesible U Jierkre TpaHC(y3MOHHbIE PeaKLIUU.

Tsokenble  TpaHCQy3WOHHBIE — peaklUu OOyC/IOBMeHbI — aHTUTe/laMd  KJjacca
UMMYHOIo0ysimHa M K spuTpoudTapHbiM aHTMreHaM A U B. B3aumogeiicTBue
aHTUTe/l C  SPUTPOLMTAMU  BbI3bIBaeT  aKTUBALlUI0  KOMIUIEMEHTa U
BHYTPUCOCYJMCTbIM Te€MOJIU3, KOTOPBIM COMPOBOXKJAETCS BBIXOAOM B ILIa3My
cBoOoHOTO TremorniobuHa, obpa3oBaHrMeM MeTreMaabOymMuHa (KOPUUHEBOTO
nMUrMeHTa) M remoriobuHypueit. Cpa3y Toc/je TiepeivBaHUsI HeCOBMeCTHUMOMN
9PUTPOLIMTAPHON MacChl BO3HUKAIOT JIMX0Pa/iKa, 03HOO, 60/ib B CIIMHE U B TPY/U.
OTU CUMITOMbI MOTYT BO3HMKHYTb TpW T[epeJvBaHUM [Jake HeOO/bIIoro
KOJINUeCTBa 3PUTPOLIUTADHOU MacChl. B TsyKenbIX Clydasix pa3BUBAKOTCSI OCTpast
roueyHasi HeIoCTaTOYHOCThb, CUHJPOM JAUCCEMUHUPOBAHHOTO BHYTPUCOCYMUCTOTO
CBepTbIBaHMA KPOBU W IIOK. [IporHo3 3aBUCUMT OT TUTpa aHTUTeNn K
SPUTPOLIUTADHLIM aHTUreHaM A ¥ B B CbIBOpOTKe peLUnueHTa U oObema
MepeINTON SpUTPOLIUTAapHOM Macchl. [1py mosiBieHnN NMPU3HAKOB TPaHC(y3HOHHOU

peakiuu TepejiMBaHUe >SPUTPOLIUTADHOM MacChl HeMe[JIeHHO MpeKpalllaioT.



OtbuparoT T1pOOLI SPUTPOLIUTAPDHOM MacChl W KDOBU peLUIUeHTa  [ijIs
MHUKDPOCKOTIMM M TioceBa. PDjlakoH C 3PUTPOLIUTAPHOM MacCoil He BbIOPACHIBAIOT.
Ero oTmpaBAsiOT B IeHTp Iiepe/MBaHUS KPOBU BMecTe C TIpoOoii KpOBH
peLUITieHTa Jjisi poBeleHus1 TipsiMoii 1pobbsl Kymbca, OBTOpPHOTO oripesiesieHus]
antureHoB cucteM ABO u Rh v uHauBUyaibHONM COBMECTUMOCTU.
AyTOMMMYHHbIe TeMO/IUTUUeCKre aHeMuu. [Ipy ayTOMMMYHHOM TeMOIUTUYeCKOn
aHeMMM aHTUTe/la BbIpAabATHIBAIOTCS TIPOTUB COOCTBEHHOTO HEU3MeHEeHHOTO
aHTUTeHAa YPUTPOIUTOB.

AyTOMMMYyHHBIE ~ TeMOJUTAYECKWe aHeMHWHW C  HeTOJHBIMHA  TeTJIOBBIMU
arrIIOTUHUHAMU (aHTHTelaMu). TeTioBble aHTUTeNa TIOYTU BCETAAa OTHOCSTCS K
K/accy uMMyHornobymHa G, WHOTZa K Kaccy A U COBCeM pefiko K Kiaccy M.
CylijecTByeT [iBa MeXaHW3Ma TeMOJIM3a 3PUTPOLMTOB HWMMYHOIIOOyMH-G-
aHTUTEe/IaMU: UMMYHHasi aZire3usi SpUTPOLIUTOB K Makpodaram, orocpeioBaHHasl
Kak CaMWMM  aHTUTeJaMM, TaK M  KOMIIOHEHTaMU  KOMILJIEMEHTa,
aZicopOMpOBaHHBLIMU Ha MeMOpaHe 3pUTpOLUTa (OCHOBHOM MeXaHW3M), W
aKTHBallisl KOMILJIEMEHTa, 3aBepllaroliasi TOBPeXKJeHre MeMOpaHbl 3PUTPOIUTA.
AyTOMMMYyHHasi TeMOJIMTHYeCKasi aHeMHUsi C TeIJIOBBIMHU aHTHUTe/laMid MOXKeT
pa3BUTLCS B JIIOOOM BO3pacTe, HO yalrie HabMIOJaeTCs y B3POC/BIX, 0COOEHHO Y
KeHIIUH. Y 25% OONBHBIX 3Ta aHEMUS SIBJISETCS CHMITTOMaTHUeCcKoW Ha (oHe
reMo0/1aCTO30B, CUCTEMHBLIX 3a007eBaHUA COeJUHUTE/NIbHOM TKaHA (0COOEHHO
cucTeMHasi KpacHasi Bo/iuaHka). IIpu Haubosee Tsbkenoii dopme 3aboneBaHue
HauWHAeTCsl  OCTPO, TIOBBLIIAETCS  TemIlepaTrypa, TOSBAsSeTcS  C/1aboCTh,
JKEJITYLTHOCTh KO)KHBIX TIOKPDOBOB U CJIM3UCTBHIX. [Ipy XPOHHWYECKOM TeueHuHn
3a00/1eBaHUsI BC/Ie/ICTBUE TOBBIIIIEHHOTO pa3pyIlleHus] SpUTPOIIUTOB HabmromaeTcs
yBe/IueHWe ceJie3eHKH, Y TIOJIOBUHBI OO/MBbHBIX yBelMueHa TieueHb. Bo3MokHa
TakKkKe WMMYyHHasi TpomboiuTorieHusi. B 3Tom ciyuyae 3abosieBaHMe Ha3bIBAOT
CUHAPOMOM OBaHCa, OHO XapaKTepu3yeTCs Ha/WuueM ayTOaHTUTel U K
TPOMOOIMTaM, M K SpUTPOLIUTaM, U3peika HabmromaeTcss TpoM0O03 BeH.

B aHanm3ax KpOBW OTMeUaeTCsi HOpDMOXPOMHaAs aHeMUs, peTUKY/I01uTo3 (puc. 39,

40, cM. TBETHYIO BK/eWKY), KOJIWUYECTBO JIEHKOILIUTOB OIpefenseTcs TeM



3aboneBaHreM, Ha (¢OHe KOTOPOTO WMeeTCs ayTOMMMYyHHasi TeMOJIUTHYecKas
aHeMMsi, KOJTMUeCTBO TPOMOOLIUTOB B HOpMe WM UMeeTCs TpoMmborutorneHus. B
MHUe/IoTpaMMe UMeeTCsl pa3fipa’keHhe «KpacHoro pocTtka» (puc. 41-45, cwm.
L[BETHYI0 BKJIEHKY). BBIAB/IAIOT CHWKeHHME OCMOTHUYECKOW PpPe3UCTEeHTHOCTH
SPUTPOLIUTOB, TIOBBILLIEHHWE KHC/IO0TOYCTOWUMBOCTA SPUTPOLMTOB. IloBbIlLIaeTCA
coziep>kaHue OUMMpyOWHaA 3a cuer HerpsiMoit ¢pakiuu. [Ipsimas ripoba Kymb6ca
nosiokutesibHa Oomee yeM B 98% cnyuaeB. Kak mnpaBuio, 0OHapy>KUBArOT
uMMyHOT/100y/iMH G B couetanuu ¢ C3 umu 6e3 Hero. [Ipu oTpuijaTe/ibHOMN TIPSIMOM
nmpobe Kymbca aHTWTe/a K 3PUTPOLMTAM MOXKHO OOHApPY>KUTb TIPU TIOMOIIH
arperar-reMarmitOTalMOHHOTO Tecta. Kpome Toro, ciefyer MOMHUTB, UTO TIpU
TSDKEJION UMMYHHOU TeMOJIMTAYeCKOM aHeMHWM, PaBHO KaK Y IIPU OYeHb JIerKOM
TeYeHUU, aHTHTe/1a MOI'YT He OIpeZessaThCs.

AyTOMMMYHHasi TeMOJ/IMTAYeCKass aHeMUsi C TeIUIOBbIMU TeMOJIM3MHaMU
BCTpedaeTcsi pegko. Hauano 3aboseBaHusi uaille CIIOKOMHOe. XapaKTepu3yeTcs
BHYTPU-COCYJUCTBIM FeMOJIM30M (BblJe/ieHrue UepHOW MOUH), BO3MO)KHO pa3BUTHE
TpoM0030B TiepudepruyecKux BeH W Me3eHTepPUa/bHBIX COCY[OB. Y HEKOTOPhIX
OoJ/IbHBIX yBe/IueHa redeHb H(Win) cesie3eHKa.

OTmeuaeTcsi TIOBBIILIEHHE CO/leP)KaHWs HECBSI3aHHOTO TeMornio0uMHa B Tijla3me
KpOBU, oOTpuljaTesbHass Tmipoba Kymbca wu monoxurenbHas Tipoba Xewma,
MO3BOJISIIONAsl  OTpefiensiTb  TOBBILIEHHYID  UYBCTBUTE/JILHOCTb  O0OIOUKU
SPUTPOLIUTOB K BO3JEUCTBUIO KOMIIEMEHTA.

AyTOMMMYHHasi  reMOJIMTAYeCKass aHeMWs C  TIOMIHBIMU  XOJIO[OBBIMHU
arrIFOTUHUHAMU. XO0/I0/IOBble armIlOTUHHHBI - 3TO Yallle UMMyHOroOynuH M,
pexxe CMecb MMMYHOIVIOOYIMHOB pasHbIX KJIacCOB, KOTOpble BbI3bIBAIOT
MaKCHMMaJ/lbHYy}0 armiroThHanuio  sputpouuroB npu 4,0 °C.  Xosnogosbie
arrIIOTUHUHBL B HU3KOM TUTpe (He Oosiee 1:64) moryT oOHapy>KUBaThCs Y
3[I0POBBIX JIFO[eM, OHM uJalle TMOIUK/IOHa/IbHbIe. CummnToMaruyeckas (opma
ayTOUMMYHHOM  TIeéMOJIMTUYECKOW aHeMUud C  TOMHBIMA  XOJIO[OBBIMH
arrIFOTUHUHAMU Hab/iofiaeTcst pu reMob/acTo3ax, MUKOT/Ia3MeHHOM THEBMOHUH,

VH(QEKI[MOHHOM  MOHOHYK/Ie03e,  TpUIINle,  aJeHOBUPYCHOW  WH(EKLUH,



XPOHMUECKOM TeraTtuTe. X0/I0/0BbIe aHTHUTe/Ia, pearupyrolilye MperMyIijeCTBEHHO
C  JpuTpouuTaMyd  B3pocioro  (aHTW-I-aHTUTena),  XapakTepHbl /st
n00pOKaueCTBeHHOH  MOHOK/IOHA/JIbHOM —ramMMariaTHd U MHKO-TJIa3MeHHBIX
vHbeKIMiA. AHTUTeNa, pearyupylolyie TPeUMYIeCTBEHHO C  (eTalbHBIMU
9PUTPOLIMTAMH, Ha3bIBAIOT aHTU-1-aHTHUTeslaMd. OHM XapaKTepHbI /s JTUMGOM
BBICOKOW CTeTeHM 3710KaueCTBeHHOCTH U UH(EKIIMOHHOTO MOHOHYK/Ieo3a. CrenyeT
OT/IMYaTb  XOJIOIOBble  armIlOTUHUHBI ~ OT  KPUOITIOOY/IMHOB.  XO/IO/0BbIE
arrTIOTUHUHBL -  9TO0  WMMYHOIVIOOY/IMHBI,  KOTOpble  CBSI3BIBAOTCS  C
SPUTPOLMTAPHBIMU aHTUreHaMu Tipyu Temreparype Huwke 37,0 °C. B omivuve ot
XOJIQAOBBIX  armIIOTUHUHOB  KPUO-TIOOYy/MHBI ~ He  CBSI3BIBAIOTCS €
9PUTPOLMTaPHBIMH aHTUTeHAMU, OHU TIPELTUIUTHAPYIOT TIPU HHU3KUX TeMIlepaTypax.
B aHanu3ax KpOBM OTMeYaeTCsl aHeMUs, PeTUKY/IOIUTO3. [Ipu KOMHaTHOM
TeMIiepaType armiioTHHAI[US SPUTPOI[MTOB BbIpaXKeHa HACTONBKO, UTO HX
HEBO3MOKHO TIOAICUMTAaTh. B ChIBODOTKE KPOBU - TIOBBIIIIEHWE HENPSMOTIO
OoumpybrHa, 00HapY)KHUBAIOTCS X0JIO/IOBbIe arTIIOTUHUHBI. [Tpsimast mpoba Kymbca
C aHTHUTeNaMW K MMMYHOIIOOy/IMHAM OOBIUHO OTpHIjaTe/bHA, C aHTHUTEe/IaMH K
KOMITJIEMEHTY MOXKeT ObITh TIOJIOXKUTETbHOM.

[IpenapatoM TepBOM JMHUM [jis1 JieUeHWUs] TeIJIOBbIX (OPM ayTOMMMYHHOU

reMOJINTUYEeCKOM aHeMuM sIB/seTcs npefHus3onoH. Ilpu orcyrcrBuu s¢dekra u
PasBUTUUA OC/OKHEHWM OT [VIFOKOKOPTUKOCTEPOMJHOW Tepanuu TMPOU3BOZAAT

CTUTEHIKTOMHUIO. VIHOT/Ia Tipe/ijiaraeTcsi KCIT0/Ib30BaTh [IUKIOCIIOPUH A.

AHeMmus y TIal[UeHTOB ¢ reMobacTo3aMu

Otuonorus. [latorenes. [Tytu koppekuumn

AHeMusi SIBAISIETCS UYaCThIM OC/JOXKHEHHWEM Y TIallMeHTOB C remMob/acTo3amu.
Cy1iecTByeT HECKOJBKO OCHOBHBIX MeXaHW3MOB, JIe)KAlllUX B OCHOBE pa3BUTUS
aHeMHYeCKoro CUH/IpOMa. N TaLeHTOB C remMob/1acTo3amu,
CONPOBOXKZAOLIMMUCS IIOPa)KeHUeM KOCTHOIO MO3ra, BO3MOKHO BbITE@CHEHUe
SPUTPOUJHOIO TIyJia KJIeTKaMu OnyXoyiu. PasymeeTcsi, MUHTeHCHMBHas U JjIMTe/IbHas
TOJIMXUMHUOTEeparus Takke yrHeTaeT obpa3oBaHUe K/IeTOK KpacHoi KpoBu. Kpome

TOTrO, AOCTATOYHO YaCTO MOT'YT UI'pAaTb PpOJ/Ib ME€XdHHWU3MBbI, TIpPUCYIIUE aHEMHWHU
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XpOHMUEeCKUX 0ose3Hei: yBeMueHre KoJTMuecTBa Mpo-U MPOTUBOBOCTIAIUTeTbHBIX
I[UTOKWHOB, 3a/lep>KKa BCAChIBAaHUS >KeJjle3a B KUILIEYHUKe W BLICBOOOXKIEHUS €ero
Makpodaramu, a Takke CHWKeHHasi mipoaykiuss OI10. Takum obpa3om, Bpau-
remMaTtosior [OO/DKEeH HMeTb B BHUAY, UYTO MarOreHe3 aHeMUM Yy MalueHTa C
remMo0/1aCTO30M SIBAISIETCSI CJIOXKHBIM M MHOTOKOMITOHEHTHbIM. B0O3MOXKHO yuacTue
MaToreHeTUUeCKUX MEeXaHU3MOB BCeX TpeX TPyl aHeMHuM, pacCMaTpUBaeMbIX B
JaHHou MoHorpaduu. Kpome Toro, AjuTesibHble W 4YacTble TOCIUATAIW3ALUU
MaiieHTOB C 3abo/jieBaHUSMM CHUCTEMBI KDOBH, a TakKke HeoOXOAMMOCTh
MOHHUTOPHPOBaHMS JledeOHOro Tpoijecca ¥ Hen30eKHOe B TOOOHBIX CHUTYAIUsIX
yacTtoe B3sTHe HeOOBIIMX KOIMUeCTB KPOBU C Lie/lb0 TIOC/IeAYIOI[ero aHasiM3a
TIPUBOAST K AATPOTeHHOMY >Kese30-Aeduruty. B To ke BpeMsi MelWKaMeHTO3Hast
Teparusi MoXKeT MPUBOAUTD K Ae(ULUTY BUTaMuHa B, 1 ¢osiieBoli KUCIOTHI.
CriocoObl KOpPpeKI[Md aHeMHM B TeMaToJIoTHUeCKOM CTaljdoHape. TpaJuiiMOHHbIM
CriocoO0OM KOPpPeKIIMM aHeMHUU B TeMaTOJIOTMUeCKHX OTAe/IeHUSIX SIB/ISIOTCS
reMoTpaHc(dy3ur (SpUTpPOLIUTapHasl Macca, OTMbITble 3pUTPOLUTHI). OJHAKO Yy
HEKOTOPBIX OT/le/IbHbIX TPYINT TMal[ueHTOB C 3abojeBaHUSIMU CHCTEMbl KPOBH
MoykeT ObITh MocTaB/ieH Borpoc o rpuMeHeHnn DCA. [Ipexkzie yeM pacCMOTPETh
3TOT BOMPOC, Heo6xoauMo 0003HAuWThL TPYIIY TALMEHTOB, T[e Takoe JeueHHe
MPOTUBOMOKa3aHo. [Ipekge Bcero, 3TO XPOHWYECKHE JIEMKO3bl MUEJIOWUTHOU
HarpaB/eHHOCTU (XpPOHWYECKHUU MHe/I0NerK03, 3CCeHIMa/bHasl TMOJULUTEeMUST U
jcceHI[ManbHasi TpoMboruTemMust). [IpoTUBOIIOKa3aHUe SIBJISIETCS C/Ie[ICTBHEM TOTO,
YTO K/IETKH 3PUTPOUIHOTO Psijia U TIpeillie CTBeHHUKA MHEJION033a BechbMa OJTH3KH
U UMEKT CXOKWW PpeLeNnToOpHbld  anmapar. TeopeTHUecKM  BO3MOXKHO
ctuMmyvpytolijee BavsHue JCA Ha MaTo/Ioru4ecKuil KJ0H Mepeurc/ieHHbIX BBIIIIe
3aboneBanuii. OfHaKO CJieflyeT TIOAUEPKHYTb, UTO HU SKCIIEPUMEHTA/IbHOTO, HU
KJIMHUYeCKOTO MOATBEP)KeHHS 3TOM TMIIOTe3bl He CyIleCTBYeT.

OTyacTi TIpeANoOJIO)KEHHWe O CXOXKEeCTH PpeLieNTOPHOrO —amrmapaTa  KJIeTOK-
TIpe/IIeCTBeHHUKOB 3PUTPOMJHOTO POCTKA C OIMyXOJeBbIM KJIOHOM MOKET ObITh
TIPUMEHEHO K OCTPbIM JIeMKeMUsIM, KpOMe TOTrO, TMaljueHThl C OCTPOM JieMKeMueu

00BIUHO IMo/JIy4atOT MACCHUBHYH) T[IOJIMXUMHUOTEPAIIMIO C PE3KO BbIPpA’KEHHBIM



WHTUOUPYIOIIUM /IeliCTBIeM Ha BCe POCTKH T'eMOII033a, I03TOMY BechMa BepOsiTHaA
cutyauus, koraa ajst aerctBrusg DCA He OKaKeTCs K/leTOK-MullleHer. OHakKo HaMu
yCTaHOBJ/IEHa OTHOCUTeNbHasA 3((eKTUBHOCTb TipuMmeHeHusi OCA fpaxe y
MalMeHTOB, MOABEPraroIUXCs ayTOJIOTUYHOM TPaHCIIAHTALMU NepudepruyecKkux
CTBOJIOBBIX KJIETOK (MMEITCA B BUAY MalMEHTbl C MHOXeCTBEHHOW MHEIOMOM U
3/10KaueCTBeHHbIMU JTUM(OMaMu).

BecbmMa MpOTHBOpeUMBOM siB/isieTcsi cuTyaliusi npuMmeHeHHs1 DCA y GOMBbHBIX C
MHEeI0AUCTIIACTUUeCKUM CUHIPOMOM. C OZHOW CTOPOHBI, MPUBEJEHHBbIN BbILIE
TEOPeTUUECKMM TIOChUI 00  00IeM  peLieTOPHOM  ariapaTe  KJ/IeTOK-
Tpe/lieCTBEHHUKOB 3PUTPONO033a U KJIETOK 3/I0KAYeCTBEHHOTO KJIOHA 3/1eCh TakXkKe
BepeH. O/lHaKO, KaK ¥ B CUTyalluM C OCTPBbIMU JIEMKEMHUSMH, SKCIIePUMEeHTa/IbHbIe
U KIUHWYecKue TiposiBieHust BusiHUA OCA Ha OMyXO0JieBbIM KJIOH TakxkKe
OTCYTCTBYIOT JIU0O SIB/ISIFOTCS CIIOPHBIMU U HemoHbIMU. KpoMe Toro, Heobxoaumo
UMeTb B BH/Y, UTO COOCTBEHHO aHeMusi (iepULIUT reMor/IoOMHA U K/IeTOK KpacHOM
KpPOBH) - T7IaBHeMIINH (haKTOp, OTBeUarol[yii 3a CTPaZlaHUs 3TOUW OOMBIIION TPYIIIEI
OosbHBIX. VIMEHHO TmO03TOMYy TOMBITKU TpuMeHUTb ODCA y OGOMBHBIX C
MHUEeJIOAUCTIIACTUYECKUM CHHJIDOMOM  SIBJISIFOTCSL  PETy/ISIPHBIMM, OJHAKO YCIiex
HabmrozaeTcsi faneko He Bcerja. CyMMUpPYsi pe3y/ibTaThbl 3TUX TIOMBITOK, MOYKHO
CKasaTb, UTOo ycrex orMmevaeTcs jvlib y 20-40% malreHToB.

[Ilpy 5TOM Hauyuyllide pe3y/bTaThl MMOJyueHbl y TMalUeHTOB C pedpakTepHOU
aHemueill u c peppakTepHOil aHeMuell C U3OBITKOM KOJIbLIEBUIHBIX CU/1epo6/1acToB
(44% mauyeHTOB OTBETWIU Ha Tepamnuto). Hauxyaime e pe3ynbraThl OMYUYEHBI Y
OosibHBIX ¢ hopMaMU MHeIOJUCTIACTUYeCKOT0 CUH/IPOMA, COTTPOBOXKJAFOIIIUMUCS
Grnacto3oM. BeposiTHO, He cjieflyeT TMbITaTbCs TaKWM TMaljMeHTaM TIPUMEeHSThb
nperniapatel DCA, TO Xe OTHOCHUTCS K Tpymre OOJbHBIX C OOHApyKeHHBIMH
LIMTOreHEeTUYECKUMY aHOMaIusIMUA. B TO ke BpeMs MOIbITKA TPUMeHEeHUsI TaKou
Teparnvy y MNalyeHTOB C pe(pakTepHOM aHemMHuer U C pe()pakTepPHOM aHeMUeH C
M30BITKOM KOJBLIEBUHBIX CHIepob/1acToB, 0e3yC/IOBHO, OrpaBiaHa, TaKk Kak B

Cjlydae ycriexa peliaeT Bce TMpoOsemMbl 00MBHOTO (MaldeHT OOBIYHO, KpoMe



aHEeMUUEeCKOTO0 CHMH/JpPOMa, He CTpajaeT HWYeMm). B ciyuae ke Heycriexa MOXHO
OyzieT TIPOBOJUTH reM03aMeCTUTe/IbHYI0 Teparuio.

MuenoaucriiacTUueCKUid CUHJPOM - eJUHCTBEeHHasi rpynra 3aboseBaHul, rie
nepes; HazHaueHreM DCA HeoOXO0JUMO TTPOBEPUTH KOHI[EHTPAI[HIO0 SH/OT€HHOTO
OI10: nmpenapaTbl He Ha3HAYAKOTCA MPU KOHLeHTpauu Bbile 500 ME/Mit.
LlesieBoii rpymrou reMaTosoruueckux OOMbHBIX i Ha3HaueHUs rperiaparoB DCA
SB/ISIFOTCS  TaleHTbl ¢ auMdomMaMu (Kak c auM@omMol XO[KKWHA, TakK U
HEXO/PKKMHCKMMU) U MHOXXeCTBeHHOW MuenoMou. Eciv Hanmvuvde aHeMUU He
CBSI3aHO C TeMOJIM30M, a TaKXe HeXBaTKOM BUTamMuHa By, (hosivieBol KUCIOTHI WU
)Kesie3a, JjieueHue ycreinHo Oosiee yem y 50% manmeHToB. Ecmu ke cBsi3aHo,
TepeuyncyieHHble BbIlle Ae(ULIUTHI JIETKO YCTPaHUMBI. 103kl U peXXUMBbI BBeIeHUS
nipertapatoB DCA 110ApoOHO OIMMCaHbI B I7laBe «AHeMUsI XPOHUUECKUX 0osie3Hei»
M  TpUMEHUMMBbI B  Tremarojoruyeckod  knuHuke. Haubonee — yacTto
TIPUMEHSIeTCS 3M03TUH _ajb(a - 3panb(oH. B HacTodlee Bpemsi ONTHMaJbHBIMHU

nipeacTasisitoTca pexxumbl 12 000 ME 3 pasa/ven viii 20 000-40 000 ME 1-2

pasa/He[], MOCKOJBbKY 3TO TO03BO/sIeT 3()(EeKTUBHO MOHWUTOPUPOBAaTh Tepamnuio U
OBICTPO JOCTUTATh OTBETA Ha JieueHHe.

I'emo3amecTuTe/ibHAs Tepanusi TIPUMEHSIETCS Yy BCeX [alUeHTOB, Y KOTOPBIX
HerlpuMeHUMO WM HedddektuBHO neyeHne OCA. ITlpu 3ToM HeobXoAUMO
MIOMHUTb O HAJIWYUU TeMOTPAHCMUCCUBHBIX MH(QEKLWN (TenaTuTbl, BUPYC
VMMYHO/e(DULIUTa YesioBeKa U Jp.) U YUUTHIBAaTb BO3MOXKHOCTh TPAaHC(Y3MOHHBIX
peakuuii. OfHaKo [JyuTe/bHbIe TpaHC(y3UM TPUBOASAT K H30BITKY >Kere3a B
OopraHusMe, KOTOPBIM TIOTEeHLIMa/JIbHO OfaceH [Jii OpraHoB WU CHUCTeM (TleueHb,
cepate u ap.). Kaxxgas TpaHcdysus 250 M1 3pUTPOLIMTHOM B3BeCH, MOTydeHHasl 13
420 M1 JOHOPCKOM KpoBH, cofepkut 200 mr >kese3a, KOTOpOe OCBOOOXKIAeTcs
Makpodaramu cejie3eHKA U TeUeHU U PeLUPKY/JIUpyeT B OpPraHu3Me peLjuIieHTa.
CootBercTBeHHO Tocne 20 reMoTpaHC(y3ul COZEepKaHHe jKejle3a B OpraHu3Me
peLMIIieHTa yBeIMUuBaeTCs IO MeHblleli Mepe BABoe. M30bITOK kene3a, He
VICTIO/Ib30BaHHBIA 11 HY)KJ, 3PUTPOII033a, [OCTaB/seTCs TpaHC(HEeppUHOM B

rermaTourThl 419 AJIMTE/IbBHOT'O XPdHEHHS. PEFYJ'[HPHI:»IG FEMOTpaHCdJYBI/II/I IMpUBOAAT
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K TeperoyIHeHUI0 JKejle30M eMKOCTel TpaHcheppvHa U K/IeTOK TedeHW U, Kak
pe3y/bTar, MOosIBJIEHUIO B My1a3Me KPOBU JKeJie3a, He CBS3aHHOrO C TPaHC(epprHOM,
HAKOTJIEHUIO JKejie3a B OpraHax, He MpeJHa3HAueHHbIX /i1 XpaHeHWs 3aracoB
)Kene3a, B TOM uMC/ie B CepAlle, UYTO BeJeT K Ppa3BUTHUI0 TOKCHYECKOU
KapavoMuonatuv.  [lociefiHsii  TIPOSIB/ISIETCST  apUTMMSIMH,  HapyllleHueM
COKpaTUTeIbHOW CIIOCOOHOCTH cep/lia. JpyrumMu KIMHAYeCKUMH TI0C/IeCTBUSIMU
NoCTTpaHChy3MOHHOU reperpysKu Kene3oM SIBJISTFOTCSI pa3BUTHE
bubpo3a/iuppo3a reyeHu, caxapHoro Aiuabeta U Apyrux SHAOKPUHOIIATHIA.
CyllleCcTByIOT ~ KpDUTepHUHM [JUAarHOCTUKU  TOCTTPAHC(HY3UMOHHOW  Teperpys3Ku
JKene3oM.

» JlabopaTopHbie KPUTEPUU:

- CTOMKOe TIOBBIIIEHWe YPOBHSI CbIBOPOTOYHOro (epputuHa (cBbiie 1000
MKT/J) B OTCYTCTBUE OUEBHU/IHOTO BOCHA/JUTENLHOTO, JeCTPYKTUBHOTO WJ/IH
OIyXO0JIeBOTO TPOILIecca;

- CHWKeHWe  ypOBHSI  ChIBODOTOYHOrOo  TpaHCheppuHa ©  oOieit
KeJsie30CBsI3bIBarolLel CloCOOHOCTH ChIBOPOTKHY;

- TIOBbIIIeHWe KO3 duieHTa HackileHus1 TpaHcheppuHa kene3om (>60%);

- TIOBBIIIIEHHAsT SKCKpeLusi »Kejie3a C MOYOW (CIOHTaHHasi MU UHAYLIMPOBaHHast
BBeZleHneM JiepepokcamuHa - «ecdepanioBbiid TECT»).

» Mopdosornueckie ¥ OMOXUMUYECKHWe KDPUTEPUU: TTOBBIILIEHHOE KOJIAYECTBO
cuziepo6/1acTOB B KOCTHOM MO3Te, OT/IOKeHUsI TeMOCH/IepHiHa B TKaHSIX, BbICOKasl
KOHIIEeHTpallUsl )Kesie3a B TKaHU TeyeHU (>3-7 Mr/r cyxoro Beca, mpu Hopme 0,17-
1,8 mr/r cyxoro Beca).

 Pasionornyeckrie KpUTepHy: MarHUTHO-pe30HaHCHasi ToMorpadus meueHd U
cep/ilia MO CrelyMaabHON MporpaMMe MO3BOJIsSieT BbISBUTh HAKOIJIEHHUs »Kee3a Ha
JIOKJIMHAYECKOM CTaJIvH.

[TaiueHTaM,  TOAyYaroIUM  Pery/aspHyH0  TpaHC-(PYy3UOHHYH  Tepariuio,
peKOMeH/yeTCsi TPOBOJIUTb XeJIaTOPHYH0 Teparnuio C 1e/lbl0  CBA3bIBAHUS U

3JIMMUHALIAY JKese3a (Zedepasmupokc).



http://www.lsgeotar.ru/pharma_mnn/817.html?XFrom=www.rosmedlib.ru

HeoOxogyMoCTh B TIDOBeAEHUM XeaTOPHOW Tepanmuu Yy TpaHC(HY3HUOHHO
3aBUCHMMBIX OO/NIbHBIX COXpaHseTCs [0 TeX TIop, TOKa TIPOJo/DKaeTcs
reMOTpaHC(y3VOHHasl Tepanvs HW(WIM) ITI0OKa TIeperpys3ka >XKeae30M OCTaeTcs
K/IMHAYeCKU 3HauuMoM. JleueHue, Kak TIpaBWIO, XOPOLIO I1ePeHOCUTCS; W3
1mobouHbIX 3((dEKTOB ciiefiyeT OTMETUTh >KeTy[JO04YHO-KHUIIIeUuHble pacCTPOMCTBa,
Npexofsiiie KOKHble BBICHITIAHUST W HeOOJbIlIoe  TIOBBILLIEHWE  YPOBHS
ChIBOPOTOYHOI'O KpeaTWHWHAa. B peAkux cC/ydasx NpU Ha3HAYEHWH BBICOKMX [103
nedepasupokca HabOfaeTcsi CTOMKOe TIOBbIlIeHWe KpeaTMHWHA, Tpelyroiiee
KOPPEeKLMH [J03bl XeJlaTopa.

Y OO0/bHBIX, OXHAIOLIUX aJ/JIOTeHHOM TpaHCIUIAHTALMd TeMOTO3THUYeCKUX
KJIETOK, XeJlaTOpHas Teparus IPOBOAMUTCS 10 MOMEHTA TPaHCIIaHTaLUH.
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MuLLEHEBMAREIE 3PUTPOLMTEI — SPHTPOUMTE! C YBENMYSHHOA NNOWEAEH
NOBEDXHOCTH 38 CHeT WalbhiTKa ¥ONnecTepyHa W C UeHTPaNEHD Pacnano-
KEHHBIM reMOrNOGHHOM B BUAE MULIEHM

N OsanouuTel (SNUNTOLMTE!) — SPHTPOUMTE OBANLHON UMK YANUHEHHOK
| dopmel, Gea UeHTpansHOro NpOceeTNeHHA, OOpasyTCA MPM HapYILEHHM
MEXaHWYECKMX CBOACTE MeMOpaHs!

KannesuaHsie 3pUTPOUMTE (AaKpHOUMTE — cnesonofobHas KneTka
OT rpev. dacryo — cnesa, cytos — KNeTka) B OTNUYUE OT aKaHTOLMUTOB

UMEIOT OBHY GONbLUYIO CIHKYNY

CepnosmgHble 3pUTPOLMTE — KNETKW BUTAHYTLIE, NOXOXME Ha cepn
WK NHCTEA OCTPONWCTA, COLEPXAaT aHOMankHY dopmy remornobita —
remMomaoSuy S

AKEHTOUMTEI (OT rpey, acanta — OCTPLIA) — SpUTPOLMTE No opMe

HaNOMUHAIOLUME MMET ¢ 3a3YOPEHHEIM Kpaem, HMEIOT BeINAYUBAHKA

'] pa3HoN BENMYMHE! U PACNONOKEHE HA PA3NUYHOM DACCTORHUM ADYT
OT Apyra na NOBEpXHOCTH KNETOK

JarHOUMTH {OT rpey. echinos — Mopoko# ex) (ayBuaTeie KNeTKM) —
Ha NOBEPXHOCTH BOCTATONHO paBHOMEpHO pacnonaraiTea 20-30 wwnos
OLMHEKOBLIX pasMepos

CTOMATOUMTE (0T rpey. stoma — poT) — JpUTPOUMTEL, LEHTpansHoe
. | NpocBETNEHUE KOTOPLIX OKPYIMOW MAW NPAMOYTONbHOR OPME! CBOUM
I maruSom HanomuHaeT chopMy pra. OGveM KneTky yeenuyeH Ha 20-30%

[LlusouuTel (0T rpey. shizo — 4po6ink), SpUTPOLMTEI, NOXOXME NO BHELL-
HEMY BILY HA OCKOMKM, TPEYTONKYW, KONNAYKKH, NONYMECALl, AUYHLIE
ckopnynku. OGpa3yioTCA B peayneTaTte paspelea MemMOpaHsl 3pUTpoLMTa

o) MukpocdepouuTsl — 3pUTPOUMTE AMBMETPOM oKeno 6 Mkm. Mopdo-
J NOTWMECKH XBPaKTEPH3YIOTCA OTCYTCTEYEM USHTPaNBHOMD NPOCBETNEHMA
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Puc. 15. XKenezogedbuutHas aHemusi. Ma3ok Tmiepudepuueckoli  KpOBH.

AHU30LIUTO3 3PUTPOLIMTOB, MUKPOLIMTO3. BhIpa)keHHasi TUTIOXPOMUST 3PUTPOUHBIX

KieToK. Okp. no Pomanosckomy-I'umse. ¥YB. x100
‘e . ~ |

Puc. 16.Octpag 1moctremMopparvueckasi aHeMus, yBeJIMUeHUe  UHWC/Ia
HopMmobOsactoB. Ilpemnapar koctHoro mosra. Okp. mo PomaHoBckomy-I'mm3e. VB.

x100

Puc. 17. Bio-meduiutHas aHemus. KocTHbeli Mo3r. Meranobnactel. OKp. TI0

Pomanosckomy-I'umse. ¥B. X100



Puc. 18. Bip-meduiutHas anemusi. KoctHbelii Mo3r. Meranobnactel. ['MraHTckue

rasoukosi/iepHblie HelTpodubl. Okp. mo PomaHoBckomy-I'umse. ¥YB. x100

> *a'o°. R e

Puc. 20. By,-nedurutHas anemust. KocTHbIN MO3r. MHOKeCTBeHHbIe Oa30(u/IbHbIE
MeranobmacTbl - «CUHWM KOCTHBIA MO3r». OKp. mo PomaHoBckomy-I'mMm3ze. VB.

x100



Puc. 21. Bio-peduiutHas anemwusi. [Ipemapar KoCcTHOro mo3ra. Merano6/acTHbIN

TUI KpoBeTBOpeHus. OKp. 1o PomaHoBckomy-I'nmse. YB. x100

Puc. 22. Bi;-gedunutHas aHemusi. [Ipenapat KOCTHOTO mMo3ra. MHOXeCTBeHHbIe
6azo¢uibHbIe Meranob/acTbl - «CUHUM KOCTHBIM M03r». OKp. o PomaHOBCKOMY-

I'mm3e. ¥YB. X100



Puc. 23. Bi,-geduiutHas aHemwus. [Iperapar KOCTHOTO Mo3ra. Merano0/acThl,
TMraHTCKUe najodkosiiepHble HelTpoduiibl. OKp. o PomaHoBckomy-I ' im3e.

¥YB. X100



Puc. 24. Bi;-geduniutHas aHemusi. [Ipemapar KOCTHOTO Mo3ra. MHOKeCTBeHHbIe

Meranobnactel. OKp. o PomanoBckomy-I'm3se. ¥B. X100 (a, 0)
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Puc. 25. Bi,-fedutiutHas anemust. KoctHbiii Mo3r. Okp. o PomaHoBckomy-I im3e.

¥B. x100
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Puc. 27. XpoHuueckasi TioueuyHasi HeJOCTAaTOYHOCThb. Ilepudepuueckasi KpOBb.

OxuHoLuThl. OKp. 110 PomaHoBckomy-I'rm3e. ¥B. X100



Puc. 28. Artactrueckass aHemus. IlyHkrar KoctHoro Mosra. CkoruieHue

PeTUKY/ISIPHBIX Ki1eToK. OKp. no PomaHoBckomy-I'umse. ¥YB. x50

Puc. 29. Aninactrueckas aHeMus. ITyHKTaT KOCTHOrO MO3ra. YBe/ldueHre y4yaCTKOB
CTPOMBI U pe3KOe YMeHbIIeHHe 4YMC/a KDPOBETBOPHBIX KI/IeTOK B y4acTKax

cuHiutrd. OKp. o PomaHoBckomy-I'mse. YB. x20



Puc. 30. Ariactnueckass aHemus. IIyHKTar KOCTHOro Mmo3ra.

KJIeTKY, TyuHad KieTka. Okp. no Pomanosckomy-I'nmse. ¥YB. x50
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Puc. 31. Artactnueckass aHemusi. [IyHKTaT KocTHOro mosra. Ocreoksactbl. OKp.

1o PomanoBckomy-I'um3e. ¥YB. x50



&

Puc. 32. Atutactrueckasi aHemust. TpermaHoOuonTat KocTHOro Mo3ra. Hebosbive
y4acCTKA KpOBeTBOPeHUsT Ha (HOHe 3HAUUTETHbHOTO CHIDKEHUS K/IeTOYHOCTH

KOCTHOTO MO3Ta M 3aMellleHrsI KPOBETBOPHOW TKaHU >KUPOM

Puc. 33. Antactuyeckas aHemus. ITyHkrar koctHOro mosra. TyuHas kietka. OKp.

1o PomanoBckomy-I'umse. YB. x100



Puc. 34. HacnenctBeHHbIM MUKpOC(epoLuTo3. MUKpPOCHepOLUTEI

niepudepuueckort KpoBu. OKp. 1o PomaHoBckomy-I'um3ea. YB. X100

-1&3‘ ; r & "
LA, &

. o i@
. ) "R e Lg
‘ :’ #!‘ ."-- r' n ‘
i » J %1 b
. ® 8o ¥ o5
. .‘l.'f??n _ Q A
. e o
- N .
i‘li, ~ ‘.!-‘ -
" . {I
t; . o
".i'a M
WL P 5
- -T

Puc. 35. bonbias tanaccemus. [Tepudeprueckast KpoBb. MUKDPOLIMTO3,

B Mad3Ke

MUIIIeHeBU/THbIe SPUTPOLIUTHI U HOPMOOIACThI, BhIpaykeHHast Turoxpomusi. OKp. 1o

Pomanosckomy-I'umse. ¥B. x50
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Puc. 36. bonbiias Tanaccemus. [Tepudeprueckast KpoBb. OKp. 110 POMaHOBCKOMY-

I'mm3e. ¥YB. X100

MHO>XeCTBeHHbIe

[Tepudepryeckasi KpOBb.

Puc. 37. bosbliasg Tanaccemus.
MHULLIEHeBUHbIe S3pUTPOLUTHL. OKp. 110 PomaHoBckomy-I'umse. ¥YB. X100
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HYHKTEIT KOCTHOIro Mo3ra.

39. 'emomuTuecKkasgs aHeMUH.

Puc. 38. CeprioBuiHOK/IeTOUHasi aHemusi. [Tepudepuueckasi KpoBb. CeprioBU/IHbIE
Y MUIIIEHEBU/THbIE SPUTPOLIUTEI. BhIpakeHHasi TUIIOXPOMUSE SpUTPOLIMTOB. OKp. 10

PomanoBckomy-I'umse. ¥B. X100

Puc.

9pUTPOUAHOrO pocTKa. OKp. nmo PomaHoBckomy-I'umse. ¥YB. x50



Puc. 40.T'emomutnyeckas aHemusa. IIyHKTar KOCTHOrO Mo3ra. YcuieHue

SPUTPOMAHOrO pocTKa. putpodar. Okp. no PomaHoBckomy-I'umse. YB. x50

o8, 55,8

Puc. 41.T'emomutnueckass aHemMus. I[IyHKTaT KOCTHOTO Mo3ra. YCUleHUe
9PUTPOUIHOTO pOCTKa. bazoduibHbie HOpMoOsmacTel. OKp. mo PomaHOBCKOMY-

I'mm3e. ¥YB. X100
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Puc. 42. Temonutuueckasi aHemusi. PeTukynonuTo3 B mepudepruyeckoll KpOBH.

Oxkp. BpI/IJIJII/IaHTOBbIM Kpe3uI0BbIM CUHUM. YB. X100
v

Puc. 43. 'emonutrueckasi aHemusi. KoctHeii Mo3r. Okp. 1o PomaHoBckomy-I'nmse.

¥B. X 50



-

Puc. 44. l'emonutuyeckasi anemusi. KOCTHBIM MO3Tr. DpUTPOUIHbIA OCTPOBOK. OKP.

1o Pomanosckomy-I'umse. ¥YB. X100

Puc. 45. 'eMmonutrueckasi aHeMusi. PeTUKY/JOLUTBI pa3HOW CTENeHW 3pPesIOCTH B

nepudepryeckoii KpoBU. OKp. BpUIIMaHTOBBIM Kpe3UIoBbIM CUHUM. YB. X100



