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PE3IOME

[eMosuTHYecKMe aHeMMH O0oJiblllas TpylNa NPUOOpPeTEeHHbIX M Hac/e[CTBEHHbIX
3a60/1eBaHUY, XapaKTepHU3YLUXCA HOBbIILIEHHbIM BHYTPUKJIETOYHBIM WIn
BHYTPUCOCYJUCTBIM paspylieHueM 3pPUTPOLUTOB. JlutepaTypHble JlaHHble
CBU/IETEJILCTBYIOT O CJO0XXHOCTH MEXaHU3MOB Pa3BUTHUS TeMOJIMTUYECKUX aHEeMHs, UYTO B
CBOI0 04epe/ib I0JYePKUBAET aKTYa/IbHOCTb Jla/IbHEeNIINX HUCCIeJOBaHUH 3TOW Npo6ieMBI.

KitoueBble cjioBa: reMoJIMTHYeCKass aHeMHs, NATOTeHe3, 3PUTPOLUTHI, TeMOJIU3,
MMMYHUTET, aHTUTEHBI.

ABSTRACT

Hemolytic anemia, a large group of acquired and inherited diseases characterized by
increased intracellular or intravascular destruction of red blood cells. Published data indicate
the complexity of the mechanisms of hemolytic anemia, which in turn underscores the
urgency of further research this issue.

Keywords: hemolytic anemia, pathogenesis, erythrocytes, hemolysis, immunity,
antigens.

[emosuTuyeckue aHemMuu (I['’A) mpencTaBaslOT CO60M Tpynny NPUOOPETEHHBIX U
Hac/e[CTBEHHbIX 3a060/ieBaHUM, XapaKTEePHU3YIOILIUXCS MOBBbILIEHHbBIM BHYTPHKJIETOYHbIM
WJIM BHYTPUCOCYAUCTBIM pa3pylieHHeM 3pUTpouuToB [3]. [eMoN3 3pUTPOLUTOB BJIeYeT 3a
co60W CHHXXeHHe YPOBHSI reMOIJIOOMHA, FUNepOouMANpyOrUHEeMUI0 (MU reMOrJIo6UHEMHUIO),
pEeaKTUBHYI0 TUIEpPIJIa3uI0 3PUTPOUJHOTO POCTKA KOCTHOTO MO3ra, PEeTHUKYJOLMTO3,
CIJIEHOMETaJINIo, T.e. Pa3BUBAIOTCA 00LMe KJIUHUKO-JabopaTOpHble NPU3HAKU, KOTOpPble U
00'beIMHAIOT Pa3Hble 10 CBOEMY NAaTOreHe3y aHeMUHU B OZjHy rpynny [5].

CorJiacHO coBpeMeHHOH KJ1accudUKalMy, reMoJUTHYeCKHMe aHEMUH 110/Ipas/iesIsIIoTCs
Ha JBe OoJiblliMe TpyNnbl HacjaeJCTBEHHble W NpUoOpeTeHHble. B cBOl ovepenb cpeau
HacJ/e[,CTBEHHOW QOpPMBbI BbIJeJSIIOTCA TPU OCHOBHbIE I'PYIIbl M0 NPUHLUIY JOKaJAMU3alUU
reHeTUYeCKU  JleTepMUHUpOBaHHOro  JAedekTra:  MeMOpaHONATHHM,  JIH3MWMOIATHUH,

v
=
=]
P—
©
D
-
[72]
2
)
d.)
g
=
=
>
-
¢
<
aa]
]

reMorsi06MHonaTuu. [[ppobpeTeHHbIe TEMOJIMTHYECKHE aHEMUU JIeJIITCS B 3aBUCHUMOCTH OT
dakTopa, BbI3BAaBUIEr0 AaHEMUIO: AaHTUTEJA, MexaHU4eckass TpaBMa, XHMHYECKOe
MOBpeX/JieHue, pa3pylleHre SpUTPOIMTOB MapasuTamy, 1eUUT BUTaMHHa E u T.7. [6].
CtpykTypa ¥ 3aboJsieBaeMoCTb ['A 3HAUUTE/NBHO pa3/iMyaeTcs B 3aBUCHUMOCTU OT
MECTHOCTH, BO3pacCTa, FeHETUYEeCKUX OCOOEHHOCTeM MPOKUBAWIIEr0 B TOM WJIU HHOM
peruoHe HacesieHus [22]. Tak, B JeTCKOM BO3pacTe 4Yallle BCEro pPerucTpUpyTCs
Hacsne cTBeHHble popMbl ['A, cpeny HaceseHus CeBepHoit EBponbl u CoeguHeHHbIX lllTaToB

AMepUKH B CTPYKType HacjeJCcTBeHHbIX ['A mpeob/afaeT HacaeACTBEHHBIH cheponuTos
(3abosieBaHMe BcTpedaeTcs ¢ yacToTod 1 ciayvyait Ha 2 500 Hacesnenus ) [17], B cTpaHax
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CpenvzeMHOMOpbsI — TaJjlacceMusi, B cTpaHax APpUKU — CepHOBU/HO-KJIETOYHAs
aHemus [8]. B Hrxnoit Kopee B cTpykType HacieicTBeHHbIx ['A MeMbpaHomaTUu
BCTpeyawTcs ¢ yactotoil 68,4 %, remorsioouHonatud — 19,9 %, susumonatuu — 13,3 %
[11]. OT Bcex ciay4dyaeB CepHOBUJHO-KJETOYHOM aHeMHUM B MuUpe He MeHee 60-70 %
peructpupyetcsa B Appuke [4]. AyroumMmyHHass ['A exerojHo BcTpedaeTcs € 4yacToTod 1
caydar Ha 35 000-80 000 nacenenuss B CeBepHoil AMepuke u 3anagHod EBpore, yaiie
BCTPEYAIOTCH Y XKEHLHUH, YeM y MY>K4YUH [32].

CoBpeMeHHbIe HAKOIJIEHHbIE 3HaHUS 0 ['A ABJISIIOTCS pe3y/IbTaTOM MHOTOYUCIEHHbIX
Y IPOJIOJDKUTENIbHBIX HccaefoBaHui. Hanbosiee panHue cBeseHud o 'A onvcaHbl B paboTax
Stewart (1794), Vanlair, Masius (1871), Strubing (1882). B 1900 r. Minkowsky noapo6Ho
JIOJIOXKUJT O CEMEMHOM reMOJIMTHYeCKOW aHeMHuel (8 6oJIbHbIX B oAHOU ceMbe), B 1907 .
Chauffard 'y 6osbHBIX ¢ ['A BBIIBUJ CHUXXEHHE OCMOTHYECKOW pPe3UCTEeHTHOCTHU
apuTpoluTOoB. B mocieaywouiem MMeHaMH VyYeHbIX Ha3BaHa oONucaHHasg ¢opma
reMOJIMTUYECKOW aHeMUHU (60J1e3Hb MuHKoBcKoro-Illodpdapa) [11].

B 1925 r. amepukaHckue neauatpbl Cooley u Lee omucaiu ocobywo ¢opmy
Hac/l1eCTBEHHOW reMOJINTUYECKOW aHEMHUH, CONIPOBOXKAAIIENC pe3SKUMU U3MEHEeHUSIMU B
CTPOEHHMH CKeJleTa U MULIEHEBUIHOCTBI0 3PUTPOLIMTOB, KOTOPOE MO3Ke MOJIYYHUI0 Ha3BaHUE
- Tanaccemus: (aHemus Kyun). [laToreHes TasnaceMuu Obl YCTAHOBJIEH TOJIbKO 4yepe3 20
JIET, KOTOPBIH CBsI3aH C HapylleHUeM CUHTe3a IJIOOMHOBOM YaCTH MOJIEKYJIbl TeMOrJIOOUHA.
OTtkpbiThe B 1949 r. (Pauling, Itano, Singer, Weels) pa3/inuHbIX TUIIOB reMOIJIOOMHA OKa3aJjio
«TOJYEK» K U3YYEHUI0 OOJIbLUION TPYNNbl FeMOJUTUYECKUX aHEMUN — TeMOrJIOOMHONAaTHUI
[24].

B 1940 r. Dameshek 1 Schwartz BHec/iM HOBbIM CEpOJIOTUYECKHUI BKJIaJl ONIMCAHHUEM
aHOMaJIbHbIX T€MOJIU3UHOB MPH NMPUOOPETEHHON OCTPOU reMOJIUTUYECKOW aHeMHUU. B 1945
roay nocse yrouHeHus: (Coombs, Mourand u Rice) Tecta arriitoTHHaMu aHTUTI00YJIMHOBOM
CBIBOPOTKOW ObLJIM OOHapy>KeHbl «HENOJIHble» aHTUTeJla, MO0 Hayajy B Cjayyasax
M30MMMYHH3alMHY 3a CYeT HecoBMecTUMOCTH B Rh-cucteme [13].

Jlo 1950 r. 661710 yCTaHOBJIEHO, YTO NpsiMas peakuus Kymb6ca fjaeT noJsoxKUTeNbHbIN
pe3y/bTaT B NPUOOpPETEHHbIX pOpMax reMOJUTUUYECKON aHEMHUH, OTIMYAIOIUXCS 10 CBOEMY
TE€YEeHUI0 OT MUKpPOCHepOoLUTHON reMosnuTudeckol anemuu (Loutit u Mollison). Tak, 66111
BblJleJIEHbl T[eHYUHHble [pPUOOpeTeHHble TeMOJIMTHYECKMEe AaHEMUHU C HENOJIHbIMU
aHTuTesnaMu [13].

B 1947 r. Morton u Pickles BHe/ijpu/in TpUICUHU3AIUIO, KAK METOJ], CEHCUOUIU3ALUU
peakuUHy arrJlTUHALUK MocpeicTBOM ayToaHTUTe . [locie 1950 r., B CBA3U C pa3BUTHEM
KOHIIENIIMM ayTOMMMYHHOTO 3a00JieBaHUs], TreMOJIUTUYECKass aHeMHUsl C HENOJIHbIMU
aHTUTeJIaMU Oblla OTHECEHA K rpyIe ayTOUMMYHHbIX 60JIe3HEeN, MPU 3TOM pa3BUTHE HOBBIX
MeTO/|0B, NPUMEHseMbIX 3TOW rpynmne 6ojie3Held crnocobcTByeT aAuddepeHLHaLUK Bcex
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BU/I0B ayTOMMMYHHOMN reMoJyiuThYeckoil aneMuu (AUl'A) c yTouHeHUEeM OGHUOJIOTUYECKOUN U
OMOXMMHUYECKON XapaKTepUCTUKON NpupoJoi ayToanTuTe [13].

JlocTkeHUs1 U Tmporpecc B OUOXUMHM, LUTOJOTMM U LHUTOXMMHHM PACKPbLIU
HeHU3BeCTHbIE MeXaHU3Mbl paBU3Ma U JIEKaPCTBEHHbIX [€MOJIMTUYECKUX aHEMUH, CBSI3aHHBIX
CO CJI0’KHBIMU pepMeHTATUBHbIMU HapylIEHUSIMHU B 3pUTporuTax [19].

Tompson (1939), Selwyn wu Dacie (1954) cmoco6CTBOBa/iM PACKPBITUIO CJA0XHbBIX
OMOXMMHUYECKHUX HapylleHWH B 3PUTPOLUTax y O0JbHBIX ¢ HechepouutapHou ['A. Kak
NOKas3au HabJloJleHus], rpymnmna Heccbepouwlx reMOJIMTUYECKUX aHEMUH Pa3HOPOJHa,
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4YTO 0OYCJIOBJIEHO MX Pa3JIMYHBbIM NaToreHe3oM. B HacToslee BpeMsi 60JbIIMHCTBO
uccaefoBatesiell HechepoLUTapHble FeMOJUTHUYECKME aHEMHUU OTHOCAT K 3H3UMONATHUSM
[19].

B Y36ekucTaHe orpoMHbIM BKJIaJ B U3ydyeHue ['A BHec oTedecTBeHHbIN yuyeHbld C.M.
baxpaMoB, KOTOpbIA NpoBes O60JbIIYyHD paboTy N0 H3yYEHUI0 PacHpOCTPAaHEHHOCTH WU
KJIMHHUKO-JIab0OpaTOPHBbIM OCOOEHHOCTSAAM pPa3/JIMYHBbIX (QOpPM TeMOJUTUYECKHX aHEMUHU
(1982).

Kak BHJHO U3 BbllIeNpUBEJEHHBbIX CBeJEeHUM H3y4yeHHe TreHe3a pasButusa ['A
NpUBJeKaeT UHTepeC MHOTUX McCJe[joBaTesield Ha NPOTS)KEHUHW MHOTHUX JieT. [I[poBesieHHbIe
MHOI'OYMCJIeHHbIe Uccaef0BaHud nocsae 1960 r. yTOUHW/IM HEKOTOpble aclleKThl MeXaHUu3Ma
pa3BUTHUA TeMOJIM3a 3PUTPOLMTOB, OJHAKO, TaKKe KaK W IpU Jpyrux 3aboJsieBaHHUAX,
natoreHes ['A ele 0 KOHLIa He U3YyYeH [24].

JlutepaTypHble [aHHbBle CBUJETEJbCTBYIOT O CJOXHOCTU MeXaHU3Ma pa3BUTHA
remosiu3a. PasHoob6pasue ¢opM 'A, lerkocTb UX BOSHUKHOBEHUS U TSXKECTb, ONpPeJessoT
HeoOX0AUMOCTb U aKTYa/IbHOCTb U3y4YeHUsI 3TUX BOIPOCOB B 3KCIIEPHUMEHTE.

B HacTosillee BpeMsi He CylleCTByeT TaKOro 3aboJieBaHUs], MAaTOreHe3 KOTOpOro
M3y4eH IOJIHOCTbIO, YTO KacaeTcsd M MexaHU3MOB pas3Butus A [31]. Tem He MeHee, B
pe3y/bTaTe NPOBeJEHHBbIX MHOIOYMCIEHHBIX HCCAeJO0BaHUW B 3TOU cdepe, Ha CeroaHs
M3BECTHO, YTO INpeXJeBpeMeHHOe paspylleHHe 3PUTPOLUTOB MOXKET BO3HHUKATb O[]
BO3/IeiICTBUEM MHOXeCTBAa TOKCHUYECKUX BeIleCTB, IOCPeJCTBOM WHJAYLMPOBaHUSA
OKHUCJIMTEJIbHOTO cTpecca B spuTponuTax [11]. B yacTHOCTH, onpefiesieHO, YTO 3PUTPOLUTHI
MOTYT NPOTHUBOCTOATH MOBPEXAAWIEMY AEWCTBUI0 FeMOJIUTUYECKUX OKHUCIUTeJed, MOoKa
OHU MOTYT MOAJEPXUBATh aJleKBaTHble KOHLEHTpAlLMU BOCCTAaHOBJIEHHOTO TIJIyTaTUOHA,
SIBJISIIOLLETOCSI OCHOBHBIM KJIETOYHBIM aHTHUOKCUJAHTOM, pas3pyllalolUid CBOOOAHbIE
paaukanbl [17]. [ayTaTUOH MOAAEep>XUBaeTCs B BOCCTAaHOBJEHHOW ¢opMe 3a cyeT
BozzerctBusd HAJI®H (ocoboro ¢epmenTta kjaeTok). OfHAKO, B YCJOBUSIX BO3AEUCTBUA
TOKCUHOB 00'b€M 3PUTPOLMTOB YMEHbBIIAETCS, IPU 3TOM CHUKaeTcs npoaykuusa HA/IOH, yto
NPUBOAUT K reMoJiudy 3puTpouuToB. Kpome Toro, moj Bo3[eUCTBUEM TOKCHHOB, 3a CYET
06pa30BaHUsA CBOOOAHBIX PaJIMKaJOB NEPEKUCHOI'0 OKUC/IeHUs, 06pasyrolie HeobpaTUMble
CBA3U C CyJbQrUJpUIbHON TpyNnod reMorso6WHa, BbI3bIBAWOIIUE JeHATypalyi U
ocaxJeHUe OeJsika TJ100MHA, MOBPEXAAMTCA lLienmu reMorsao6buHa [21]. CBo6oaHBIA rem
ABJISASICh BBICOKO JIMNIOPHUJIbHBIM, IlepeceKast KJ1IeTOUHble MeMOpPaHbl U pa3/IMyHble JUIH/IHbIE
CTPYKTYpbl U TMPOBOLUPYET OKHUCJUTEJbHBIA CTpPecc 4Yepe3 CBOK OKHUCJIUTEJbHO-
BOCCTAaHOBUTEJIbHYI0 aKTUBHOCTb [7].

C y4yeTOM 3TUX [JAHHbIX U YTOYHEHHUSA MeXaHHW3MOB pa3BUTUA ['A KaHajCKue
ucciaenoBaTtesnn Moreau R., Tshikudi Malu D., Dumais M., Dalko E., Gaudreault V., et al. (2012),
NpoOBeJM 3KCIepUMeHTa/bHble MCCIAeJJOBaHUS Ha MblllaXx MMyTeM MojejadpoBaHus [A
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BBeJleHHeM GeHUJITUAPA3uHa, B pe3y/IbTaTe KOTOPOro aBTOPHI MPUIIJIM K 3aK/JIOYEHHUIO YTO
MHAYKLUS OKHCJUTEJIbHOTO CTpecca M MepeKUCHOr0 OKUCJEHUS JIMIUJAOB SIBJSETCS
OCHOBHBIM ME€XaHU3MOM pPa3BUTHS I'eMOJIUTHUECKOW aHeEMUH [25].

PazButue ['A BcieJcTBUE HapylleHHH B Hpoleccax IMePeKUCHOTO OKHUCJIeHUs
3PUTPOLUTOB YCTAHOBJIEHBI U B 9KCIIEPUMEHTA/IbHBIX UCCIEJ0BAHUSAX UHAUNCKUX yYeHbIX P.
Shukla et al. (2012) u Madhikarmi N. L., Siddalinga Murthy K. R. (2015) ABTopamu npu
dbeHunrupasuH-uHAynupoBaHHo A 6bL10 3aMedyeHO, 4TO (eHUATHJpPasUH o06JiafaeT
CIIOCOGHOCTBI) TeHepUpPOBaTh cynepoxcnaimﬁ AHUOH-PaJIMKaJl W TepeKUCb BOJAOPOJA,

1088
r 4




INTERNATIONAL BULLETIN OF APPLIED SCIENCE IBAST

AND TECHNOLOGY UIF = 8.2 | SJIF = 5.955 ISSN: 2750-3402

BbI3bIBAlOLiE€ HApylIEHUs B MpoleccaXx MepeKUCHOr0 OKUCJIEHUs JUIUJO0B, YTO B
pe3yJibTaTe NPUBOAUT K FeMoJIM3y 3puTpouuToB [15, 30].

N3meHeHue npodunield 6MOMapKepOB OKUCIUTENBHOTO CTPecca U aHTUOKCHU/IAHTHOHU
CHUCTEMBI, OolpejiesieHbl IpU skcnepuMeHTalbHOU ['A Paul S., Naaz S., Ghosh A. et al. (2018).
YdeHble 3aperucTpupoBa/id NOBbIIIEHWE KOHLEHTpPALlMMd MaJIOHOBOrO JHajbJierujia B
3pUTpoLMTaxX mnocjae UHAyurMpoBaHus ['A yepes 1 u 6 4 Ha 52,3% u 48,1%., npu sTom
akTuBHOCTB [-6-®/I" cHMKkamach Ha 46,4% u 30,0% cooTBeTCTBEHHO. AKTUBHOCTD KaTaJia3bl
yepe3 1 u 3 yaca nocJjie BBeJeHUS N0 CPABHEHUIO C KOHTPOJIeM CHMaslach Ha 23,3% u 29,7%
COOTBETCTBEHHO. B TeueHMe nepBbIX MIECTH YaCOB ONbITa KOHLLEHTPALUSA BOCCTAHOBJIEHHOIO
[JIyTaTHUOHA B 3PUTPOLMTAX CHMXKAEeTCs C HaUMeHbIIMMU 3HA4YeHUsIMU 4depe3 1 4 mocie
BBeZleHUd DT (Ha 59,1% oTHOcUTe/IbHO KOHTpOJIA) [28]

B Tpynax Betensky M. et al. (2014) u Bollotte A. et al. (2014) npuBoAATCA CBeA€HUSA O
TOM, B MexaHuU3Max ¢GopMupoBaHUsA npuobpeteHHoW ['A, pasBuBLIeiicA Ha oHe
BO3/IEWCTBHUSl TOKCHYECKHX BelleCTB, MOMHMMO OKHUCJIUTEJbHOrO CTpecca BaKHOe MeCTO
OTBOJUTCS VMMYHHOMY Me€XaHU3My MOBpEX/JEHUsl 3PUTPOLUMTOB, OCHOBAaHHBIX Ha
BbIpaboTKe ayToaHTUTesa K 3putpouutaM [9,10]. [laHHble QaKTbl NOATBEPKAANTCA
pe3yJibTaTaMu aMepuKaHCcKux ucciaegoBatesiei Haley K.M., Russell Th.B., Boshkov L., Leger
R.M., Garratty G. Recht M. et al. (2014) ycTaHOBHUBILIME MOJIO)KUTEJbHbIA NPSAMOW TeCT
Kymbca y mnanueHTOB NpUHUMaBIIMX Kapb6omiaThuH [18], a Takke wHccae0OBaHUSAMU
poccuiickux yyeHbix (2016), koTopble MojenupoBaau ['A y kpbic B/6 BBeJeHHEM 2-
OYTOKCU3TAaHOJIa U YCTAHOBUJIU HaJIMUUE aHTUTEN K COOCTBEHHBIM 3PUTPOLUTAM }KUBOTHBIX
[1].

Takum 06pa3oM, aHa/IM3UPYS BbIIENPUBEJAEHHbIE CBEJlEHUs], HEOOXOAMMO OTMETHUTh,
B (QU3MOJIOTUYECKUX YCJOBUSAX HapYLIEeHWS B OKHUCJIUTEJbHBIX MpoLeccaXx 3PUTPOLUTOB
CTaOUIU3UPYIOTCA GPepMEHTHON U HePEPMEHTHOM CHCTeMaMU aHTUOKCUJAHTHOM 3al[UThI.
OfHaKo MpU MATOJOTMYECKUX COCTOSIHUSAX, COMPOBOX/AIILUXCI Ype3MepHOW aKTUBaLUeU
CBOOOJIHOPAAMKAJIbHOTO OKHUCJEHUs], OrpaHUYeHHble 3HEepropecypchbl 3pUTPOLUMTA He
CIOCOOHBI 00ecrnevYuTh aJleKBaTHOe (QYHKUUOHHWPOBAHUE ITUX CUCTEM, YTO MNPUBOAHUT K
CylLleCTBEHHbIM, U JilaXke He0OOpPaTUMbIM HM3MeHeHUsIM QYHKILUMU KJIETKHU [2]. A MMeHHO, 3TH
M3MeHEeHHUs NPUBOJAAT K CTPYKTYPHOM Jie30praHu3aluy U HapylleHU0 GYHKIUU JUITUJHOTO
6uc/05,, MeMOpaHHBIX IMPOTEUHOB, TreMorjiobMHa (OKUCJIeHHe B MeTreMOIJIOOUH),
MeMOpPaHOCBSI3aHHbIX M PaCTBOPHUMbIX (GepMEHTHbIX CHUCTeM, OOYCJIOBJIMBAsi CHHXKEHHeE
febopMUpYyIOLLEN CTIOCOOHOCTH 3PUTPOLUTOB U UX Pa3pyLIEHHUIO.

JlutepaTypHble [JaHHble CBUJETEJNbCTBYeT, 4YTO npu [A Takxe HMeEWT MeCTO
3HAuUUTeJbHble U3MeHeHUs B OOMeHe jKeJjie3a, BO3HUKAIOL|We BCJeJCTBHE MNOBbIIIEHHON
NOTPEOHOCTU B >KeJjie3e [Jisl CUHTe3a reMorJio0MHa U CO3peBaHUSl KJIETOK 3PUTPOUHOTO
psaa, g obecrnedeHUs] ONTUMAJIbHOTO KOJMYECTBA KJIETOYHOr0 U TKAaHEBOrO KMUCI0poJa
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[2]. B d¢Jusuonoruueckux yciaoBusx keneso (Fe 3*) nmoctymas B  mpocBeT
JiBEHa/ILaTUIIEPCTHOM KUILKH, IOCPEACTBOM peyKTas »eJsie3a (yoeHalbHbIHA IIUTOXPOM b
- Dcytb) BoccranaBiuBaetcsa po Fe 2+ Jlanee Fe 2* 4yepe3 amnukajJbHyl0 MeMOpaHy
SHTEPOLUTOB C MOMOLUIbIO ABYXBaJIEHTHOTO NepeHocurKa MeTasia 1 (kesesa) (DMT1) [14],
BXO/ISILIEr0 B rpynny pactBopeHHoro Hocutess (SLC) MeMOpaHHBIX TPAaHCIOPTHBIX OEJIKOB,
u3BecTHoro kak SLC11A2, metabosnm3upyeTcs B 3HTepouuTax remokcureHason 1 (HO-1) u
3KCIIOPTUPYETCS Yepe3 6a3ojaTepajibHyl0 MeMOpaHy B KpoBoTok SLC w Fe 2+
TpaHCIOPTepOM - GeppONOPTUHOM (SLC11A3’ |16]. BricBoboxkjaeMoe Fe 2+ B ma3my depes
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¢depponoptuH (Fpn, IREG1) u nocpeactBom redpectuna (Heph) okucasierca go Fe 3+
BKJIOYasich B anoTpaHcheppuH (AIIO-T®), koTopbi c momolnbio IHepyJomiazmMuHa (Cp)
NepexoAuT B TpaHCHEPPUH, AOCTABISAOLIUN KeJie30 B KJIETKU U TKaHu [12.]. Hapsaay c aTum,
B OTBET Ha NOCTyMaloliee KeJe30, B renaToLUTaX BblpabaThIBAeTCs KeJle30peryaTOPHbIN
FOPMOH - TeNUUJMH, KOTOpPbIM MHTUOUpYeT OTTOK JKeJjie3a 4Yepe3 QepponoOpTHH H
CIIOCOOCTBYET €ro yAep>KaHHWI0 BHYTPU 3HTEPOLUTOB U Makpodaros [33].

MexaHusMbl oOMeHa »ese3a npu ['A [0 KOHLA He H3y4eHbl, HO MeXJy TeM
npeAnoJaraeTcs, YTo NpyU reMoJM3e 3pUTPOLMTOB, BEICBOOOXKAAEMOE KeJsle30 MOCpPeCTBOM
ux ¢arouurosa Makpodaramu noz BosgencresueM HO-1 c moMoupio GpepponopTrHa, a TaAKXKe
LepyJ/ionJla3aMMHa nonaZaetT B ¢arocombl. /lasee »xese30 oO6paTHO Nomnajas B KPOBOTOK,
cBsi3bIBaeTcs B aHJ0coMax ¢ DMT1 nepegaeTcs B anoTpaHcheppuH [29].

JanHbple  QakTbl NOATBEPXKAAITCA  MCCAe[JOBAaHUSIMM  psja  3apyOexHbIX
uccaesnoBaresieil [27]. B yactHoctH, Pandey K. U gp. (2016) Ha ocHOBaHUU pe3yJbTaTOB
NpOBEeJIEHHbIX 3KCIIEPUMEHTOB YTBEPXKJAIT, 4YTO B OCHOBe ['A HWHAyLUPOBAaHHOU
dbeHUTUpa3suHOM, KpOMe HHUILMALUY IPOLeCCOB OKUC/IUTENbHOI0 CTPecca B 3pUTPOLUTAX,
B pe3yJibTaTe KOTOPOro 06pa3yeTcss METTeMOTJI00MH U NOC/Aeyllee ero ocaxaeHue B popme
TeJiel] XalHIla, HENOCPeCTBEHHO NPUBOJAALME K HAPYLIEHHUIO CIOCOOHOCTH 3PUTPOLUTOB K
JebopManiy M HUX pas3pylleHHI B CHUHycaX CceJie3eHKH, Ba)XHOE MeCTO OTBOJAMUTCH
HapylleHWI0 B o0OMeHe »Kesje3a. A MMEHHO HaOJ/0OAaeTCs YBeJIWYEeHHUE IKCIPECCUU
TpaHcnopTa kese3a (DMT1) B gBeHaAllaTUNIEPCTHON KHUIIKe, ceje3eHKe W nedeHU. DMTI
TPaHCIOPTEpP CIOCOOCTBYeT 3KCIPECCHM TeHOB, Y4YacTBYKOLIMUX B MeTaboM3Me XeJse3a,
takux kak DCytb, IREG1u IFR1 [ 26,27].

BmecTe c 3THUM, yBe/qMYeHUe UX IKCIPECCUH, NOBBILIAET MOTPEOHOCTh B KeJsle3e, B
pe3yJibTaTe CTUMYJUPYETCS IPUTPOINOI3 B CesJe3eHKe U Me4YeHH, BO3MOXXHO MOCPEeJCTBOM
aktuBauuu JAK-STAT curHaibHBIX MyTeW, YTO NPUBOAUT K YBEJUYEHUIO 3TUX OpPraHOB.
[ToMuMo 3TOro, aBTOpHI MPEJNOJOXKUINA, YTO BBeAeHUMe PHZ mpenaTcTBys CBS3bIBaHUIO
sputponostuHa (EPO) c¢ penentopamu sputponostuHa (EPOR), Bo3M0OXHO oOKa3bIBaeT
BausHUe Ha cocTosiHUe JAK-STAT curnanbHbIX nyTew [26].

Heckosibko mo3xe kuTalckue ydyeHble Xingkang Jiang a,Ming Gao b,Yue Chen et al.
(2016) c uenblo moATBepXJAeHUs PAKTOB O TOM, YTO npu ['A HabJOJAeTcs HapylleHUe
roMeocrasa jKeJjie3a, INpPOBeJM 3SKCIEpPUMEHTa/JbHble UCCAeJ0OBaHUS Ha MbIlIaX C
benunrugpasuH-uHAyuupoanHoit I'A (40 mr/kr). Hapsly ¢ noBblllieHHEM CbIBOPOTOYHOIO
kene3a, ¢pepputuHa u OXKCC, aBTOpaMu 0GHapy:KEHO pe3Koe yBeJWYeHHe KOHLleHTpalUu
ceiBopoTouHOro EPO pesko noutu B 5000 pa3 B TeyeHUe nepBbIX 2 IHEN, a 3aTeM CHUXKaAJIACh
/10 6a3a/IbHOTO YPOBHA Ha 6 eHb nocje UHbeKUUU ¢penunruapasria (PHZ). Bmecte ¢ aTum
MMM 3apeructpupoBaHa yBesndeHue skcrpeccu MPHK aputpodeppona (ERFE) B kocTHOM
MO3re U ceJjie3eHKe 4yepe3 3 JHA nocje uHbeKUMU PHZ, koTopad nocreneHHoO CHUXaj1acb, HO
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ObLa BCe ellle Bblllle, 4eM 6a30BbIM YPOBEHDb Ha 6 ieHb. KpoMme Toro, Takke 06Hapy»KeHO, YTO
ypoBHU MPHK rencu/iriHa nocteneHHO CHMKaJIUCh MOYTH B 8 pa3 Ha 5-U ZileHb 10 CPaBHEHUIO
C KOHTpOJIEM. YCTaHOBJIEHHblIE J[aHHble MO3BOJIMJIM aBTOpPaM 3aKJYUTb O T[JIyOOKOM
HapylleHUH B 0OMeHe eJsie3a U apuTponoase npu ['A [20].

M3 npuBeseHHBIX BhIlIE JAHHBIX, 04€BU/AHO, UTO NpHU ['A, HabJ/I0al0TCS BbIpAXKEHHbIE
HapylleHUssT B MeTabo/iM3Me JKejie3a, UTO IMPOSBJSETCA TMOBbIIIEHUEM YPOBHEU
CbIBOPOTOYHOTO JKeJjiesa W GeppUTHUHA, MNPUBOASALLEE K YyBeJWYEHHUIO KOHLEHTpaLUu

9PUTPOIIO3THHA U CHUKEHHUIO YPOBHA FEHCI/W KpOMe TOr'o, HApymeHud B oOMeHe KeJsie3a
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npu I'A, MHUIIUUPYIOT 3PUTPONO3ITUUECKHUU cTpecCc B KOCTHOM Mo3re [23]. [Ipu aTom
npejnoJsaraeTc HaJW4ve B3aMMOPEryJATOPHBIX CBfA3ed MeXJy IOMeoCTa3oM KeJje3a U
3PUTPOI0330M, N03BOJIAILNE 06eCeYUTh NOCTYNJIeHUEe B KJI€TKU U TKaHU ONTUMAaJIbHOIO
KOJIM4eCTBa KUCJI0POJa U xese3a. Pe3ysbTaTOM TaKUX U3MEHEHUH ABJIAETCA CTUMYJIALUA
3pUTpONoO33a B CeJjie3eHKe W IMe4YeHH, BO3MOXKHO MocpeAcTBOM akTuBayuu JAK-STAT
CUTHAJIBHBIX IIyTeH, YTO B UTOTe NIPUBOAUT K YBeJIMYEHUIO 3TUX OPraHOB.

TakuM o6pa3oM, JONOJIHUTEIbHOE U3yUYeHHe MexaHU3MOB popMupoBaHusa ['A uMeeT KpaiHe
Ba)KHOE U pellawollee 3HaYeHUe 11 IOHMMaHUsA pa3BUTHUA HeIQPEeKTUBHOIO 3PUTPOINO33a
IIpY 3TOM NATOJIOTUH, B KOTOPOM 33/leCTBOBAH PAJ CJI0XKHBIX MeXaHU3MOB. ClieJ0BaTe/IbHO,
BeCbMa aKTyaJbHbIM M  OOOCHOBAaHHBIM  IpeJCTaBJASETCd  HAy4HbId  HUHTepec,
3a/leICTBOBAaHHbIM B U3y4YeHUU QYHJAMEHTAJbHbIX ACIEKTOB pa3pylleHHUs 3PUTPOLUTOB
npu 'A.
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