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KIIMHUYECKASA NATO®U3UNO0N0Ornsa JEOULUUTA
NMAPYBATKUHAS3DbI

0630p MocBsLLeH AehUUMTY NMMPYBATKMHA3bI — CAMOW PacnpOCTPaHEHHOW HaCeACTBEHHOM reMONIUTUYECKON depMeHTonaTm, oby-
CNOBMIEHHON flecheKTOM MMKONM3a. PaccMaTpuBaeTCs 3TMonaToreHes 3aboneBaHms, KOTOPbIA NEXMT B OCHOBE KITMHNYeCKMX, nabopa-
TOPHbIX MPOSIBNEHNI U MPUHLMMOB NeveHns fedurimTa NMpyBaTKmMHa3bl. SHeprofedULMT HapyLLaeT HOPMalbHYIO XN3HEeATeNbHOCTL
3pUTPOLMTa, MPUBOLS K XPOHNYECKOMY FeMOMIN3Y U ero MocneacTBusM (reMUYeckom rMnoKCUm, SKCTpaMeayiispHOMY remMorno3sy,
BTOPMYHOMY reMOXPOMATO3Y, KeN4HOKaMeHHOM OonesHn 1 np.).

STW NoCneacTBUs HEraTMBHO CKa3blBAIOTCS Ha PasHbIX CUCTEMAX M OpraHax, MaHUMeCTUpys, Cpean NpoYero, nopaxeHemM HEPBHOM
CUCTEMBI, MEYEHU, Xene3 BHYTPEHHEN CeKpeumr, MUHePanbHO-KOCTHBIMW HapyLWeHUsMAU. TTOMIMMO 3TOro, HedoCTaToK MupyBaTa U
SHEproaePULMT HEraTUBHO BAMSIET Ha SPUTPOBNACTbI, HTO, MO-BUAMMOMY, OOBACHAET CUMMTOMbI HE3(hMEKTUBHOTO 3pUTPONO33a Npu
LedurumTte NMpyBaTKMHA3bI.

Knto4yeBbiM nabopaTopHbIM OTPaXXeHWEM [IaBHOTO 3BeHa naTtoreHe3a 3ab0neBaHus ABASETCH CHUXKEHME aKTMBHOCTW NMPYBATKMHA3bI.
I3MeHeHWst JaHHOTO MoKa3aTens, BNpoYeM, MOryT ObiTb 0BYCIOBNEHbI MHOFOHMCIEHHBIMI KOHbayHAepaMU 1 APYrMMU NaToNorvsmm
(Hanpumep, MyTaumen reHa KLF1). Bo3aencTBoBaTh Ha KIlo4eBOe 3BEHO NaToreHe3a BO3MOXHO MNP MOMOLLM afnfiocTepryeckoro akTm-
BaToOpa MMpyBaTKMHa3bl — MUTanMBaTa. K BaxkHbIM HanpaBfeHWsM NaTOreHETUHECKOro NeYeHMst OTHOCATCS XenaTMpPOBaHMeE Xenesa v
KOHTPOMb YPOBHs honaTa. KpaliHer TepaneBTNYeckom Mepon MOXET ObITb CMNIEHIKTOMUS, YpeBaTas MHMEKLMOHHBIMU U TPOMOOTNYe-
CKMMW OCTTOXKHEHNSMMN.

KniouyeBble cnoBa: AednLMT NMPYBaTKMHA3bI; FEMONUTMYECKas aHEMUS; IKCTPaMeLyAPHbIA reMon033; BTOPUYHbI FEMOXPOMaTo3;
CMNEHIKTOMUS ; MUTanMBaT

CLINICAL PATHOPHYSIOLOGY OF PYRUVATE KINASE DEFICIENCY

Polyakov PP, Zanin S.A., Tsirulnikova S.V.

Kuban State Medical University, Krasnodar, Russia

In our review we discuss pyruvate kinase deficiency, which is the most prevalent hereditary hemolytic enzymopathy resulting from a
glycolytic defect. This review examines the etiopathogenesis of the disease, which underlies the clinical, laboratory manifestations and
therapeutic principles. Energy deficiency impairs the normal activity of the erythrocyte, leading to chronic hemolysis and its consequenc-
es, including hemic hypoxia, extramedullary hematopoiesis, secondary hemochromatosis, and gallstone disease.

These consequences have a deleterious impact on various systems and organs, manifesting as damage to the nervous system, liver, glands
of internal secretion, and mineral and bone disorders. Furthermore, pyruvate deficiency and energy deficiency have an adverse impact
on erythroblasts, which may elucidate the phenomenon of ineffective erythropoiesis observed in pyruvate kinase deficiency.

The most significant laboratory indicator of the key disease mechanism is a reduction in pyruvate kinase activity. However, this laborato-
ry finding may be affected by a number of confounding factors and may potentially be caused by other disease, such as a KLF1 gene
mutation. The allosteric activator of pyruvate kinase, mitapivate, can affect a key disease mechanism. Other therapeutic options include
iron chelation and control of folate levels. Splenectomy, which is associated with significant risks of infection and thrombosis, may be
considered as a last therapeutic option.

Key words: pyruvate kinase deficiency; hemolytic anemia; extramedullary hematopoiesis; secondary hemochromatosis; splenectomy;
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ITUOIIATOTEHES3

Heduiur nupysarkunassl (JITIK) o6yciosien ay-
TOCOMHO-peneccuBHolt  Myrtanuein rena PKLR (ma
JUIMHHOM IIeue 1mepBoil xpoMocoMbl — 1q21), KoTopbiii
Koaupyer aBa Buga nupysarkunas (ITK): nupysaTku-
nasy-R (red blood cells — kpacmple KpoBsiHbIE KIETKN )
u nupysarkunasy-L (liver — neuenn) [ 1-3]. Tlopaskerue
HeYeHu BCJeACTBUE OUOXUMHUYECKUX aleppaluii, Bbl-

3BaHHBIX MyTallfeil, ONMMCAHO, HO BCTPEYALTCA PEJKO,
TaKk Kak, BO-IIEPBBIX, B TelaTOLHTaX HaOII0ZaeTCs pe-
suyasnbHast arcnpecnnst rea (PKM), Koaupyonero
Apyroii Bug nupyBaTknHasnl — ITK-M2, ocnoBHOE «Me-
CTO PabOTbI» KOTOPOW — MHUTOTHYECKN AKTUBHbBIE KJIET-
ku (B ToM uncsie apurpobiaactot) [4-6]. Bo-Bropbix, re-
TMATOITHT, B OTJINYIE OT HPUTPOINTA, UMeET /PO U all-
mapar TPAHCKPUIINN,/ TPAHCJLSIINN, CJIeJI0BATEIbHO,
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OB30Pbl HAYYHOW JTNTEPATYPbI

MOYKET KOJIMYECTBEHHO PEryJHpOBaTh CHHTE3 OesKa.
Bmpouem, mopaxenne medenn npu [IIIK — Baxmas
npo6sieMa, HO CBSI3aHA OHA C JAPYTHMH MeXaHu3MaMu
(Gymer o6cy)aaTtbest HUKE): BTOPHMYHBIM TeMOXPOMa-
TO30M, 9KCTPAMeIyJUIIPHBIM TeMOM03930M, X0JIeCTa30M.

leTepo3uroTHOCTb, KaK MPABUJIO, HE TIPOSIBJISIETCS,
32 UCKJIIOUEHNEM CJIYYaeB KOMIIAYH/HOH TeTepo3UroT-
HOCTH, KOTOPasi MOJKET KIMHUYECKH MaHU(eCcTnpoBarh.
Boicokast BapraGesibHOCTb TIPOSIBJIEHHI CBsI3aHa ¢ GOJIb-
UM pa3Hoo6pas3neM MyTaluil, HOITOMY CUMIITOMBI MO-
IyT BapbHpOBaTh OT CYOKJIMHUYECKUX IO OYEHb TSIKe-
JIBIX, Tpefyiomux Tpancysuii u/ Wi CrIeHdIKTOMUK
[3].

[ImpyBaTkanasa KaTaJu3mpyeT IIOCJIEAHIO peak-
IMIO TJIMKo/n3a: npespaiienne docdoenonupysarta B
nupyBaT. MyTalust IpUBOAUT K TUMOMYHKIII IH3UMA,
CHMIKAsI €ro aKTHBHOCTb Oosiee 4yeM Ha 75% [1, 3].
JlanHasi moJioMKa BJedeT 3a cOGOM KaKk MUHUMYM JiBa
cresictBust. IlepBoe — yBesinueHne KOHIEHTPAIMN <«Bbl-
HIeIeXAMKUX > TIPOJAYKTOB TJIMKOJIN3a, CPeH KOTOPBIX
1,3-mudocoranmepar. Tak Kak OCHOBHOH IyTh €TO
[PEBPAIIEHNST YACTUYHO 3a6JOKNPOBAH, €My NIPUXO/NT-
csl «UATH B 06XO/l», & UMEHHO HepeXoJuTh B 2,3-11-
dochormmuepar (2,3-IDT). /lanHasg peakms MPOKC-
XONUT U B 340poBoM aputponure (mynr Panonopra-
JlioGepunr) u umeer HUMOJIOIMYECKOE 3HAUYCHUE, Pe-
ryaupys cpozctso remorsiobuna (HGB) k kuciopony.
IIpu AIIK xommvectBo 2,3-MDT m36bITOUHO, YTO TIO-
HIDKAET JaHHOe CPOJICTBO. BeposiTHO, 9TO HMrpaer 1o-
JIOKUTEJBHYIO poJsib, Tak Kak HGB syume otmaer kie-
JIOPOJ] TKAHAM W TeMIuecKasl THIIOKCHS HeCKOJIbKO KOM-
nencupyercsi. Bropoe cieactBue — aneprojaeduimT,
TaK KaKk OIMCAHHAsI BbIIE PEAKIMsI COIPsKeHa ¢ Cy6-
cTpatabM  (pochopunnpoBanneM A/[D. IpuTponuTy
CJIO3KHO TOJJIEPAKIBATD HHEPrO3aBUCHMBbIE TTPOIIECCHI, B
TOM 4mucje PpaboTy TpPaHCMeMOPAHHOTO HMOHHOIO
TPAHCIIOPTA ¥ JANHAMUYECKHE MEPECTPOIKH IIUTOCKeIe-
ta (Hanpumep, ATD-3aBucuMoe B3auMozeicraue Ges-
ka mosocet 4.1 ¢ rammkodopunom C) [3, 7]. B pesynn-
Tare Hapyuraercst 1ehopMUPYEMOCTb IPUTPOIUTA U Pe-
oJ10THs KpoBH (4TO CBOWCTBEHHO B GOJIBINEN MM MEHb-
el crereny GOJIBIIMHCTBY HACJE/JICTBEHHDBIX TeMOJIU-
THYECKUX aHeMuii). DTo Bjeder 3a cOOOH, Kak MUHU-
MyM, [IBa IIaTOr€HETUYECKUX CJIEJACTBH: BHECOCY /-
crhlii reMosin3 (9pUTPOLUTAM TPYJHO IIPOXOAUTH [BA
CeJIe3eHOUHBIX «(PUIbTPa») U yXYAILIEHHE MUKPOLUP-
KyJIAIK BO BeeM opranuaMe (MmeMust, TpoM6o3 1 11p. )
[1-3].

XpoHHuYecKuii reMosin3, MOMUMO aHeMuu, MaHude-
CTUPYeT HaJIeYeHOYHOU >KeITYXOil, clleHoMerajueil
(Tak Kak mpeoGiagaeT BHECOCYAUCTBI TeMOJK3), MO-
BbIIIIEHIEM YPOBHSI OMANPYOUHA B JKeJUd, HapylIeHu-
eM ee (UBNKO-XUMHUYECKUX CBOWCTB M 00pa3oBaHUEM
JKeJTYHBIX KaMuell [3, 4, 6].

KocTHblil MO3T, MBITAsSCh BOCHOJHHUTD II0TEPIO
BCJIE/ICTBUE TeMOJIN3a, YCUJIMBAET U YCKOPSIET <«BbI-
mycKk» peTukygoruToB. Oanako, mytamus PKM Bpe-
JIIT TaKyKe ¥ KOCTHOMY MO3TY, XOTsI TOUHbIE MeXaHH3-
MbI 9TOTO He sicHbl. O4eBHjHAs THIIOTE3d COCTOUT B
TOM, YTO HHUPYBAaTKNMHA3a TPeOyercsl BCeM KJETKaM, B
TOM umcse sputpobmactaMm. Kak u y BceX MOJOIBIX,/
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HU3KOM(DePEHITNPOBAHHBIX KJIETOK, Y «PAHHUX» OJia-
croB paboraer He [TK-R/TIK-L, a ITK-M2, 1o no mepe
cospeBanust ee 3amerniaer [IK-R. B 6iacrax ectb Muto-
XOH/IPHM, TOITOMY THPYBaT TpeGyeTcst 3/1ech elie U
JUIST <TIOTIOJTHEHUST> TKJaa KpeGca HOBBIMEH aTOMaMi
yraepoga (anamiepos). Hegocratok nupysata Beger K
HCIIOJIB30BAHMIO C ATOM 1IEJIBIO JAPYTUX BEIIECTB, B YACT-
HocTu rayramata. Ho B TakoM ciryuae rurytamara Heo-
CTaeT ISl CHHTE3a IJIyTaTHOHA, KOTOPbIl Cpe/ii TIpoye-
rO SIBJISIETCST KO(AKTOPOM aHTHOKCUAAHTHBIX (pepMeH-
t0B (e.g. ruyraruonnepokcuias). CBOGOAHOPAANKATIbHOE
OKHCJIeHN€e YCUTNBAETCS M IPUBOJIUT K HAPYIIEHUIO Pe-
JIOKC-CUTHAJIMHTA, OKCUAATHBHBIM MOAU(HUKAINSM T1PO-
TennoB, abeppaism Mutodarun (Hykaoueiics B
[JIyTaTHOHIIEPPOKCHIA3e-4) U HPOYUM CJEACTBUSIM,
BILTOTD /10 HEOGPATHMOTO TTOBPESKAEHIS BHYTPHKJIETOU-
HBIX CTPYKTYP [8, 9]. B KoHeunoM mrore 3amycKaioTcs
HPOrpaMMbl KJI€TOUHO ruGesnu (amonros, HEKpoITos,
depponros n ap.) [8].

Tak win unade, AucHyHKIHS KOCTHOrO Mo3ra (ujm
Hea(pPEKTUBHBIN  HPUTPOII0I3) OOHAPYKUBAETCSA TIPH
JIIK 1 MOKeT MPOSBIATHCS XapaKTePHBIMI KJIITHIIE-
ckuMu mpusHakamu [3-6]. K HuM oTHOCATCS, BO-TIep-
BBIX, TIPU3HAKH [Ieperpy3ki xee3oM. CTepeoTHIiniyeckast
peakIus KOCTHOTO MO3Ta Ha Hed(EeKTUBHBI 9PUTPO-
1093 (J11060r0 MPOUCXOMKACHUS) — CEKPELs SPUTPO-
beppona, KOTOPBIl, BO3/EHCTBYSI HA CHHTE3 TeIIH/Ii-
Ha, yCHJIMBaeT BcacbhiBaHWe skese3a B kumke [10]. B
JIOTOJIHEHNE K ATOMY BTOPHYHBIH reMOXpOMarTo3 yCyry-
6agioT Tpancdysun. O6cepBaIOHHbBIE MCCIETOBAHUS
MOKa3bIBAIOT, 4TO 0K0JIO 80% MAIlMeHTOB HYK/IAIUCH B
tpancdys3nun Kak MUHUMYM O/JMH Pa3 B JKU3HH, U 110Y-
TH TI0JIOBUHE TIAIMEHTOB TPEOYIOTCS] MOBTOPHbIE TPAHC-
dysun. Boaee tperu (110 AByX TpeTeii) HAMEHTOB UMe-
10T NPHU3HAKK TEMOXPOMATO3a, B TOM 4YHCJE BEJNKA
JI0JIS He acCOIMUPOBAHHON ¢ TpaHCdY3UsIMU TIEPerpys-
KU sxese3oM [3].

Bropoe HeratuBHOe CJI€CTBHE, KaK IeMOJIN3a, TaK
1 Hea(p(HEKTUBHOTO TIPOU3BO/ICTBA HPUTPOIUTOB KOCT-
HBIM MO3TOM, — 3TO 9KCTpaMey ULSIPHbBIN reMoroa3 [3].
B cambix pasubix opranax (GpopMuUpYIOTCS O4yaru Kpo-
BETBOPEHMUS, IBITAIONHECS BOCHOJIHUTH HEIOCTATOK
KPACHBIX KPOBSIHBIX TeJell. ITO MOYKeT IPUBECTH,
BO-TIEPBBIX, K YBEJHUUEHNIO 00beMa TKAHH, KOMIIPECCHH
COCEJIHUX CTPYKTYP WM OOTYpAIMU TI0JIOTO Oprasa.
Hampumep, caBieHne BHYTPUIIEIEHOUHDBIX KETIHBIX
IIPOTOKOB, Bejlylllee K XOJIecTasy, KUIeqHast Helpoxo-
JIIMOCTD MJI HEBPOJIOTHYECKHUE CHMIITOMbBI M3-3a Tapa-
BepreGpanbHoil noc Tkann [11-13]. Bo-Bropbix, «He-
mpodeccnoHanbHas» TKaHb, 3aHUMAIONASICS] KPOBETBO-
peHueM, JOTIOJHUTENBHO TIEPErPYKAETCS JKeJNe30M, TaK
Kak He TpucnocobaeHa st paGoTbl ¢ GOJBIIIMEI €ro
KosruecTBaMu (9TO elle OAMH MEXaHU3M BTOPUYHOIO
reMoxXpoMarosa).

MMPOABJIEHUA 3ABOJIEBAHUS

Onucannple Bbime npoGaembl (aHEMUS, PYTHE TO-
CJIeICTBUS TeMon3a, Hed(PEeKTUBHBIN IPUTPOTII3,
IKCTPAMe/LyJIJIIPHOE KPOBETBOPEHUE, BTOPHYHDII Te-
MOXPOMaTO3) MaHUDECTUPYIOT PA3HOOGPA3HBIMI KOM-
OUHAIISIME CHMIITOMOB B CIEKTPE OT JIETKUX 10 TSIKe-
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JIBIX, Tpe6yIonmx Tpancdysnil nim craeHskrToMun [3].
AHeMUYecKWil CHHAPOM XapaKTepU3yeTcs CJIa60CTbIO,
YTOMJISIEMOCTBIO, GJIEJIHOCTBIO KOKU 1 CJAUBUCTBIX, Op-
TOCTATUYECKON runoTeHsneil, OyHKIMOHAIbHBIMU Iy~
Mamu 1 T.7. CorjacHO pesyJbraTaM MeTa-aHaJIn3a
Marn H., Critchley J.A. [14], ayBcTBUTEIBHOCTD KJIH-
HUYECKUX [PU3HAKOB aHeMuu cocrasister 52% (95%
JIOBEPUTETBbHBIN nuTepBan ot 36% 10 67%), cnennduny-
HoCTh — 75% (moBepuTenbublii natepBan or 56% 10
88%).

XpoHMUECKUNl reMoJIn3 IIPOSBJSAETCS CILIEHOMera-
mueir (mo 80% mnammentos ¢ JIIIK), >KenTyxoi.
[Murmentabie KamMun K 18 TomaM o6GHAPYKUBAIOTCS Y
60% nannentos [3]. JKemunokamennasg 60Ie3Hb MOKET
ObITh 1epBOl MaHM]ecTalnell HACIE[CTBEHHOTO IeMOo-
JIN3a, B TOM 4HCJIe y HOXKHIJIOTrO anuenTa. XoJecras —
9TO O/IHO U3 OODbICHEHUI GOJIBIION PACIPOCTPAHEHHO-
cru uupposa neuenn y namuentos ¢ JIIK (Goaee 5%
y B3pocibix) [3-6]. [Ipyrue noreHuanbHble MEXaHU3-
MBI — IeMOXpPOMAaT0o3, TeMUYecKasi THIIOKCHsI, HeraTHB-
Hblit aperT cobecrBenno mytamnn PKLR.

[To-BusimMOMY, BTOPUYHBIM TEMOXPOMATO30M BO
MHOTOM OGbsICHSAETCS 9HAOKpUHONATHSA y 15% B3poc-
JIBIX TTannenToB. HeraruBHoe BIMsIHUE TIEPETPY3KH JKe-
Je3oM U JApyTuX Mexanm3MmoB maroreneza /[IIIK ma
cepate Masio udydeno. Ilo gannpim Boscoe A.N. et al.
[15], AIIK ne accommupoBaH ¢ OOJBITAM, YeM B KOH-
TPOJIBHOI IPYIIIIE, PHCKOM PAa3BUTHS XPOHHUYECKON Cep-
JIEYHOI HEI0OCTATOYHOCTH B TedeHune 8-JIeTHEro Mepuo-
Ja.

Ilo 10% B3pocbix 1 okomo 2% metett ¢ JAITK nme-
10T ITPU3HAKK 9KCTPAMELYJISIPHOTO reMOII0a3a, HAIPH-
Mep, cBsidaHHble ¢ KoMmmpeccusivu (cM. Bbiiie).
JlepmaTosiorndyeckn JaHHast mpobieMa MoxKeT MaHude-
crupoBath (PeaKO) CHHAPOMOM <«4E€PHUYHOTO KEKCa»
(ouary sKCTPaMeNyJIIPHOTO TEMOII093a B KOKE).

Berpevaiorest npusHaKu HapyHIEHHOWH peosiorun u
mupKyasamn: 38l (5% y B3POCJBIX), HEMPOMOPINO-
HAJIbHAS TSDKECTH AHEMHUM OJIBIIIKA, KOTOPAs MOXKET
CUTHAJIM3UPOBATh O JeroyHoll runeprensun (5% y
B3pocbix). Cioa ke MOKHO OTHECTH MOBBINICHHbIH
pHCK TPOMOO30B, KOTOPbI Bo3pacraer ere GoJblie
IpHu TPOMOOIINTO3€e BCIEJACTBUE CIIeHIKTOMHUN [3-6].

Ocrteonenns, XapakTepHast [IIsi TPETH MAIMEHTOB,
ypeBaTa PUCKOM IepesioMoB. Ee MexaHu3M He BIIOJIHE
HOHSITEH, TIPE/IIOaraeTcst posib HeapHeKTuBHOro apu-
TPOI033a ¥ TUIEPIVIA3NN KPACHOTO POCTKA, TEMOXPO-
MaTo3a, 9HJOKpUHONATHN U T.1. [16].

JABOPATOPHAA N THCTPYMEHTAJIbHAA
AUNATHOCTHUKA

Cumxenne xontearpannn HGB, xotopoe MoskeT e
COOTBETCTBOBATD TssKecTH cuMiToMoB (cM. Bbiiie). Kak
7 [T MHOTHX TeMosmTndecknx amemmit, ama /[ITK xa-
pakTepeH PETHKYJIOINTO3, KOTODDIH, OAHAKO, MOXeT
CMEHSTLCSI THIIOpereHepariell BCIeACTBHE Psiia TIPH-
yun. Opun u3 npuMepoB — ucroujerue dosara (KoTo-
pBIif MHTEHCUBHO TPATHUTCS Ha KOMIIEHCATOPHBIN TeMo-
093), TaKKe Ha3blBaeMoe MeraJobracTHbIil Kpus. [[Be
BeIyIINe TPHYNHBI 3TOTO — AJKOTOJIb U HapyIIeHHOe
BCachbIBaHUe, KOTOPOEe TaKKe MOKeT BEeCTH K AeduI-

Tam xeqesa, pubodaasuna, B12, mean (toxe Mannde-
CTUPYIOIUM THUIIOpereHepaTopHoii anemueit) [17].
WsMepenne mmasMeHHoll KOHIeHTpanuu ¢dojata Ha
(ore remos3a MOXKET [aBaTh JIOXKHbBIE PE3YJIbTATDI,
OJIHAKO TOAPOOGHO 3Ta mpobieMa He udydena [18].

Bropoil BaxHbIl IIpuMep — amacTUYeCKUil Kpus,
CBSI3QHHBIN € TOPAKEHHEM KOCTHOTO MO3Ta TTapBOBUPY-
com B19 (peske apyrumu MUKpoGaMu: ITHEBMOKOKKOM,
canbMOHeIol, BupycoMm Jmmreiina-Bapp) [3]. B
GOJIBIIHCTBE CJlydaeB 9TO oGparuMast mpobJema, Tpe-
GyioIast To/IIePKUBAIOIIETO JieueHust. Pe/iko aracti-
YeCKUil KpPU3 MOYKET OCJOKHUTHCS HEKPO3OM KOCTHOTO
Mo3ra (aBTOpaM He U3BECTHbI OIy GJIMKOBAHHBIE CJIyYal
atoro ocaoxuenns npu JAITK). ITomumo sToro, mapso-
BupycHast HH(EKIHs croco6Ha WHAYIINPOBATh BTOPUY-
HbII TeModaroruTapubiii auMdboructuonutos [19].

OreHKa OTHOCHTENBHOTO COJIEPIKAHUS PETHKYJIOIH-
TOB MOKET BBOJMTH B 3a0JysK/eHHe, TaK KAK JAHHbIH
IIPOIIEHT MO3KeT ObITh JIOKHO 3aBblllieH Ha (oHe dpu-
tponernu. Hampumep, 2 peruxy.tormra cpean 200 xpac-
HBIX KPOBSIHBIX Tejiel] — 910 1%, a Te ke cambie 2 pe-
tuKyJaorTa cpeu 20 KPacHbIX KPOBSHDBIX TeJel| —
10% (a6comoTHoe 3HaveHne B 0OOMX CIydasX OJMHA-
K0BO). [109TOMY /IJIsI OLEHKU PETUKYJIOLUTO3a CJACLYET
UCIOJIb30BATh PETUKYJIONUTAPHBII ungeke (monpasky
HA TEMOTOKPUT) UK aGCOMIOTHOE YUCJAO PETUKYJIOLU-
toB. [l JIITK xapakTepHa HU3Kas M0JIST HE3PETbIX pe-
THKYJIOIUTOB 110 OTHOIIEHUIO K OOIIEMY HX COJlepIKa-
o (RET/IRF), uto MOKET oTpaskaTh KOCTHOMO3TO-
ByIo auchyHKIN0, o6cy:xaapuryiocs Boriie [20].

O6bem spurporntoB (MCV) — HOpMaJbHBIN N
HOBbIIIEHHbIN (32 CYET PETUKYJIOIUTOB, KOTOPbIe (OJIb-
me 1o pasmepy) [3]. Makponuros MoxeT oTpaskaTb
ucrotenne 3anaca osara. CHIKeHA J0JIsT CAMBIX MeJl-
kux apurpountos (MicroR unun MicroRBC; wmenee
60 ¢u1), B OTIMYME, CKajKeM, OT HACTEACTBEHHOTO ce-
ponmTo3a, JId KOTOPOTO XapakTepHo o6paTHoe.
Cootnomenne MicroR K JoJie caMbIX THIIOXPOMHBIX
anementos (Hypo-He), comepxamnx Menee 17 mr
HGB, rakxe cumxkeno. ITo ganubim Bobiie et al. [20],
KOMOMHAIMS CJEYIONNX JaGopaToPHbIX TTOKa3aTesei:
aBCOJIIOTHOTO YHCJIAa PETUKYJIOIuToB > 150 Thicsiu B
mukpomutpe, RET/IRF > 9,5, MicroR < 5,5%,
MicroR/Hypo-He < 6, — o6jasaer 4yBCTBUTEIBHO-
croio 100% u cnenmdununocTpio 96%.

Masok KpOBH He UMEeT PEIIAONero 3HaYeHus st
aunarHoctuku JIIIK. MoryT o6Hapy>knBaThcs 9XHHOIN-
TBI, HOJUXPOMA3Usl, NPHU3HAKU HKCTPAMELYJIISIPHOTO
sputponossa (rakpuorutsr) [21]. Masok mosesen s
nuddepenimaabHOTO IUMArHO3a, B TEPBYIO OYEPE/D, C
MHUKPOAHTHONATUYECKIM TeMOJIM30M, MaHH(peCTHPYIo-
M mucToruTo3oM [22]. Wcromenne dosata MoKeT
MIPOSIBJISITBCST MOSIBJIEHNEM MAaKPOOBAJIOIUTO3a U IHIEeP-
CErMEHTHPOBAaHHBIX HelTpodumos (> 5 cermMeHToB
aapa) B Maske [17].

Brnoxnmudeckne mapkeps! JIIK amamormansr Tako-
BBIM IIPHU MPOYUX BUAX T'eMOJIN3a — MOBDIIIEHNE He-
upsimoro Guiupy6una, JIAT (Moxker GbITh He BbIpaske-
HO), CHIDKeHHUe rantorso6uHa (Tak:xe MokeT ObITb He-
3HAYUTEBHBIM, Tak Kak remosmn3 npu [IIIK mpemvy-
IIECTBEHHO BHECOCYAMCTDIH, BKJAJ BHECOCY/INUCTOTO
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KOMIIOHEHTa MeHbIne). VI3MeHeHus THX IOKasaTesen
MOTYT OBITh BBI3BAaHBI MHOTOUYNCJIEHHBIMHU JIPYTUMUI
npuuYmHaMu, HamnpuMmep, cusgpomamu Kuabbepa,
Kpuraepa-Hamskapa, Jhiocu-/Ipuckomt (i HempsaMo-
ro 6mampy6GuHa), IINTOMM30M, B TOM 4HCIe MpH Aedu-
mute ButamuaoB B12 u B9 (s JIAT), mumoxuM HyTpu-
TUBHBIM CTATyCOM, TEY€HOYHON HEOCTATOUHOCTDIO, Te-
Moammonueit (ams ranrorao6una) u T.a. [23].

ITpoGa KymGea — orpuiiarenbia (HeuMMyHHbII Te-
mMosns). Mamepenne yposust CO (psiMo 3aBucsiero
OT aKTHUBHOCTH T€MOKCUTEHA3bI, TO €CTh OT KaTaOGOH3-
Ma TeMa) B BBIABIXAEMOM BO3IyXe MOKET ObITb Obl-
CTPBIM HEWHBA3WBHBIM CITOCOOOM OIEHKU TeMOJH3A.
Bripouem, moBAMATH Ha TOT yPOBEHb MOTYT KPOBOTE-
YeHus, reMaToMbl (TakKe MCTOYHUK Pacafaiomierocst
remMa), KypeHHe, 3arpss3HeHne MOJJIIOTaHTaMu.
O6cysxmaercss, cpef TPOYEro, MCIOJIb30BAHNE ITOTO
METo/Ia B MEPUHATOJIOTHH JIJIST HAYATbHBIX ATATIOB -
epeHnnanbHON TUATHOCTHKY TeMOJUTHIECKON 60es-
HU HOBOPOKIEHHBIX [23].

[lns BepuduKanum aAUarHo3a MCIOJb3YeTCS CIeK-
TPOPOTOMETPIUECKAS OTIEHKA AKTUBHOCTU MHPYBATKHU-
Ha3pl. MHoOTOUNCAeHHbIe KOH(AYHIEPHl OKA3BIBAIOT
BJINSTHUE HA Pe3yJbTaT. JTO MOTYT ObITh OMIMOKU TIpe-
AHAJIMTIHYECKOTO dTara, HAPUMep, BpeMs TPAHCIOPTHU-
POBKH/XpaHEHHUs, HEMOHOE y/IajeHne TPOMGOIUTOB 1
aeiikoruToB (Kotopbie axcnpeccupywr PKM) win
dpyxrozo-1,6-mudocdara (cBaspBaerca ¢ C-goMeHOM
ITK m amnocrepudeckn perympyer ee paGoTy) U3 mpo-
6b1 [24]. Takxe MOTryT MOBAUSATH BO3PACT IAIMEHTA
(mosToMy mapasiIesIbHO OIEHMBAETCST aKTHBHOCTD JPY-
rux (pepMEHTOB, €.(. TeKCOKUHA3bI), BHIPASKEHHbIH pe-
THKYJIONUTO3, HemaaBHue Tpancdysuu (B MpeamecTBy-
formue 90-120 nHeit; BIpoueM, psi/i aBTOPOB TIPe/INOJIa-
raet, uyto mocse S0 aHelt BRI JOHOPCKUX HPUTPOIIU-
ToB B aktuBHOCTb IIK cocraBaser tombko 6-12%) u
apyrue daxtoper [24].

Ommcanbr caydan /11K, nmuarmocTupoBaHHOTO MO-
JIEKYJITPHO-ONOJOTHYECKIMI METOIaMU, ¢ HOPMAJTbHOMN
aKTUBHOCTBIO depMmenTta in vitro [2, 24]. Haxower,
MPUYNHON CHIDKEHWS aKTUBHOCTH (epMeHTa MOXKeT
6b1Tb pyrast 6osie3Hb. OTHOCUTETHHO HELABHO OMICAH-
Hasl TpyIHIa 3a00/€BaHUil, CBI3AHHBIX € JUCYHKIIMEN
(axropa tpanckpunumu KLF1 (Kriippel-like factor),
MOKeT OOBSICHUTH MHOTHE CJIydad KPHUITOTEHHBIX Ha-
CJIeICTBEHHBIX TEMOJUTHYECKUX aHeMuit. Jlanubrii dhax-
TOP PETYJUPYET MPOAYKITUIO MHOTOUNCIEHHBIX OEJKOB,
HEOOXOIUMBIX [[JIT HOPMAJbHOTO 9PUTPOIO033a, B TOM
Yyucjie MUPYBATKUHA3RI [25].

[pyroil anaJoruuHblil IpUMep TPAHCKPUIILIUOHHOIO
peryasaropa aspurponoasa — GATA1, KoTopoii Takxe
peryampyeT mpousBo/cTBO (pepMenTa [26]. AKTUBHOCTD
MUPYBATKIHA3BI He KOPPETUPYET ¢ KIMHUIECKIMHI MTPO-
SBJIEHUSIMU, TI09TOMY He MOXKeT OBbITh HCIOJIb30BaHA
KaK MPeINKTOP MPOrHO3a WM WHCTPYMEHT CTpaTugu-
Kaluu TsoKeCTH 3a0oseBanus [5]. YpoieHnast Bepcust
TecTa ¢ MCHOJIb3oBaHmeM reMosmsata (6es ymanenns
TPOMOOITITOB, JIEHKOIUTOB, (pyKT030-1,6-mudocdara
T OTIEHKU CPOJICTBA K Cy6CTpary,/KOHCTaHThI Mixasmca
Ha MPeaHaJTuTHIECKOM JTare) MOKeT ObITh MOJIe3Ha IS
MOCTAHOBKM JMAarHO3a, HO HETATUBHBIN pe3yJbTaT He

Medicine
in Kuzbass

CAMEDuyurar

i~ B Ky36acce

[MO3BOJIIET UCKJIIOYNTh Hajamdme 3aboseBanus. MoJie-
KYJISIPHO-GUOJIOTIYECKOE MCCIeJOBAHNE TTOMOTAET BbIS-
BUTH MyTammio [1, 5, 24].

XpoHnyecKnit TeMoJn3, Kak (POHOBOE COCTOSHIE,
MOJKeT CKa3aTbCd Ha pe3yJabTaTaX PasHbIX JabopaTtop-
HBIX uccaeqoBannii. Hampumep, pesysbrarbl uamepe-
HUSI TJIMKAPOBAHHOTO TeMOrJIOGHHA MOTYT ObITh HCKa-
JKeHBbI aHeMuell, runepbunpyOuHeMueir u rpancdysu-
amu [27].

JABOPATOPHAA 1 UHCTPYMEHTAJIbHASA
AUATHOCTUKA BTOPHUYHOTO TEMOXPO-
MATO3A

Konnenrpanust deppuruna Gomee 1000 Hr/ M
SIBJISIETCST «KJTAaCCHMYECKMM» TIOPOTOBBIM YPOBHEM JiHa-
THOCTUKH BTOPUYHOTO TEMOXPOMATO3a, WMEOIIM
100% crermuduanocts. OmHAKO 06CYKIAETCS HETOCTA-
TOYHAsA YyBCTBUTENbHOCTH JaHHOTO mnopora (0Koso
50%) u upemiaraercs suaderue 500 ur/ma (dyBCTBU-
teapHocth 90%) [5, 28]. TIpu nammuum ga6opaToOpHBIX
MPU3HAKOB TMEPErPY3KN JKEIe30M WJIN TIPU HATMIUH
tTpaHcdy3uil MaleHTy MOKa3aHa MarHUTHO-PE30HAHC-
nast tomorpadust nedenu (T2*-B3Benientoe uzoGpaske-
nmne). O6cyskmaerca takxe nposenenne MPT y Beex
MAI[EHTOB, COTJIACHBIX Ha mpoleaypy O6e3 cemarum
[5, 28].

KpurepueM meperpysku HEKOTOPBIE aBTOPDHI HA3bI-
BaloT comepxkanume kenesa (LIC — liver iron
concentration) B CyXOM OCTaTKe II€YEHU, MPEBBIINA-
mee 3 Mr/T (Kputepuii «nmepekoueBas» U3 MOAXOMOB K
JMArHOCTHKe U JedeHHIo Tajnaccemun) |[28].
[Ipesbiienue mopora 5 Mr/T (HE3aBUCUMO OT TPAHC-
(dysuit) MeKIyHAPOHbBIE SKCIEPTHI MPUBOAAT B Kade-
CTBe TIOKa3aHM: [/ XeaaTupyfomteit tepamuu [S]. IIpn
TIPEBBINIEHUN TTOPOTa 7 MT/T TOKa3aHa BU3YaTH3aINsT
cep/Iia Takke C Ieabio 00HApyKeHNs TMeperpy3Kn Ke-
Je3oM (B KavyecTBe 1OPOra NPUBOAUTCA 3Hadenue T2*
menee 20 Mc) [5]. JleHCHTOMETPHST M M3MepeHHne KOH-
HeHTpanuu BuTaMuaa D 1peiaraercst st MOHUTOPITH-
ra MUHEPAJTbHO-KOCTHOTO oOMeHa y manueHToB ¢ /JIITK

[5].
ANODEPEHIIUAJDBHAA IUATHOCTUKA

3aboJieBaHue SIBJISIETCS HACAEJCTBEHHBIM W MOMKET
ManngeCcTHpPOBaTh ¢ PaHHEro Bodpacra (XOTs KJAMHIIe-
CKast BapuaOeJbHOCTD BBICOKA, U JKETUHOKAMEHHast 60-
JIE3Hb MOJKeT OBITh MepBOil MaHu(ecTaueil XpoHuIe-
CKOTO TeMOJIM3a B MOKMUIOM Bozpacte). I109ToMy B mep-
BYIO ouepe/nb auddepeHranbHas JUarHoCTUKa ITPOBO-
JIITCSI C IPYTUMU HACJIECTBEHHBIMU TPUIMHAMEI TeMO-
jgusza. Kak yKa3pIBaiOT 3KCIEPTHI MEKIYyHAPOIHOTO
koncencyca (2024 r.), AIIK apisercss AuarHo30M Hc-
KJIIOYEHUST, KOTOPDIil yCTAaHABIMBAIOT TIPU OTCYTCTBUH
MaHubIlxX 3aboseBanuil [5]. HaciaexcrBeHHbIl reMosmn3
TPaLUIMOHHO AeaaT Ha (epmentonaruu (e.g. aeduuut
rmokoza-6-gocdar aernaporenaspr (T6M/I), rmoko-
30-ocdat m3omepasbl, hochopyKTOKIHAZDI, S-HYTe-
oruzasbl), MeMOpanonatuu (e.g. HacaeACTBeHHbI cde-
pormrosz (HC)), remorno6unonarun (CeprnoBUaHO-KIe-
Tounast anemust). Kak GbLIO yKasaHO BBIIIE, HTOT CIIH-
COK CJIE[yeT IOTOJHUTH TATOJOTHSIMU PETYJISITOPHDBIX
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6enkos (ATRX, KLF1, GATA1). Takxe HacJe/[CTBEH-
HBII XapakTep UMeIoT TPOMOOTHYECKast TPOMOOIIUTOTIE-
uuveckas mypuypa (TTID), psii aTUIUYHBIX BAPUAHTOB
reMouTHKO-ypemuueckoro curapoma (TYC) [29].

Oranunst or JIIIK Moryt ObITh CBSI3aHBI C THIIOM
nacaenoBanust, Hanpumep aebunut [6MD/] nacremyer-
ca X-cuermneHo jgomunantHo (Hepeako 3aoseBaHue
ommMGOYHO OTHOCAT K X-CJEIJIEHHOMY PelecCHBHOMY
tuny), GombimuHCeTBO Bugos HC — ayTOCOMHO-I0MU-
nanTtHere (e.g. mpm nmomoMke cnekrpuua) m T.a. [30].
C6op JIeKapCTBEHHOTO aHaMHe3a MOKET TTOMOYb B [IU-
arnoctuke gepunnta [6D/1. dedunnt nupyBaTKnHa-
3BI, B OTJIMYIE OT MHOTUX HACJIEJICTBEHHDBIX TeMOJN30B,
reorpauvIecKn He CONPSIKEH C PETHOHAMH, B KOTOPBIX
pactipocTpaneHa Mangapusg. HexoTtopbiM HacaeICTBEH-
HBIM TEMOJIITHYECKUM AHEMUSIM CBOHCTBEHHBI XapakK-
TepHble BHEINIHUE PU3HAKU, HAIPUMED, CHHAPOMY Jie-
aerun 8p11.2 (muieoii ausmMopdusM, MUKPOrHATHS,
nedopmarun yireit, apounoe He60, KOPOTKUE U MHUPO-
Kue GOJIbIIKe Tajbllbl HOT), KOTOPbIi MaHudecTupyer
cdepouurapabiM reMoau3oM (BeIeACTBUE BbINAICHUS
reHa aHKUPHUHA), TIOPAYKEHUEM HEPBHOI CHCTEMbI U IIp.
[31].

[Tosre3nyio MHGOPMAINIO MOTYT NPEIOCTABUTD HPH-
TponnTapuble WHAeKCH. Tax, mosbmernme MCHC
(mean corpuscular hemoglobin concentration) xapax-
tepro st HC (a takske [Jisi IUKHOLUTO3a HOBOPO-
JKJIEHHDBIX, ayTOMMMYHHOW TeMOJINTHYECKOil aHeMu,
TUTIOOCMOJIAPHBIX cocTostHIi u ap.) [32, 33]. Bupouewm,
[OKa3aTeJb MOYKET ObITb JIOKHO 3aBbliieHHbIM (4TO
CIlelyeT ToI03peBaTh 1P 3HaYeHuAX Gosee 42%) npu
n36piTke D/ITA, mumemMun, arraOTHHAIINN, JEHKOIN-
TO3€, JKeJATyXe, BHYTPHCOCYAMCTOM reMosmse [33].
Taxsxe amsg HC xapakTepHbI CHIKEHHBIH 00beM 9pu-
TporToB n pernkyaonutos (MRV menee 95 ), BbI-
CoKast 10Jis1 9puTpornToB o6beMoM Menee 60 ¢ (1mo-
Kazareb MicroR) ¥ NOBBINIEHHOE COOTHOIICHUE
MicroR/Hypo-He [20]. Hekotopbie aBTOMaTHIECKIE
AHATM3aTOPBI YMEIOT TOMEIATh PUTPOINTHI B THIIOTO-
HIYECKUI PACTBOP M OIEHKH MX OCMOTHYECKOH pe-
sucrenrnoctu (Hopmanbra npu JIITK, cHuskeHa 1pu
HC u MHOrUX Apyrux 3a00JeBaHUsIX ), OLEHUBAS IOKA-
sarenpb MSCV (mean sphered corpuscular volume),
KkoTtopbIil camkaercs npu HC, craHoBgch MeHbIe, 4eM
MCV [33].

B Maske MOKHO OGHAPY)KHUTb XapaKTepHble n3Me-
Henns, HanpuMep, mmcronnts! npu I'YC n TTII, cde-
pormtel ipu HC, Tesbita Tefiiiia u gerMauthbl Tpw Jie-
Purnre T6D/1 u 1.1. IloMuMO HACTECTBEHHBIX TEMO-
JINTHYECKUX aHeMUil, B KpyT aAnddepeHnnaabHbiX n-
arHo30B CJleyeT BKJIOYATh JPYTHe HaCJEJACTBEHHDIC
anemnu. Hampumep, BpoXAE€HHBIE AM33PUTPOIIOITHYC-
CKHEe aHEeMHUH MPOSBJAIOTCS JKEeJATYXOH, CIIEHOMeTraIn-
eff, HecrerUIeCKUM Ma3KOM KPOBH, OJHAKO Xapak-
TEepHON sABJsIeTcs Tunoperenepanus [3, 4, 29].

KpoMe HacTeCTBEHHDBIX, CJAEIyeT PACCMOTPETD P
NPUOOPETEHHBIX TPUYMH TeMoJu3a. VIMMyHHbIE reMo-
JUTUYECKUE AaHEMUN XapaKTePU3YIOTCS MOJOXUTETbHOM
mpoboit Kym6ca. OgHako Ha pe3yJbTaT TecTa MOTYT
HOBJMATD Pa3HOOOPas3Hble (HAKTOPBI, CIOCOOCTBYIOIIIE
JIOKHOOTpUIIaTebHbIM  (OIIMOKH  TIPEaHATUTHIECKOTO

aTama, MacCHUBHBI remosus, IgA/TgM-accormupo-
BAHHbI TeMOJIN3 U IIP.) WIH JIOKHOIOJOKUTETbHbIM
pesyabratam (rexnuueckue omnbru, antudocdou-
MUIHBIH CHH/IPOM, THIIEpraMMarjo6yinHeMiun, BBejie-
Hue BHyTpusexnoro Ig u np.) [29, 34].

V3 HenMyHHBIX HAHOOJbBIIYIO ONACHOCTb, BO3MOK-
HO, TIPE/ICTABJIAIOT MUKPOAHTHONMATHYIECKUE TeMOJUTU-
yeckne anemun, HampuMmep ['YC m mpmoGpeTenHas
TTII. B Maske KpoBU 1IPH 3TOM OGHAPY3KUBAIOTCS IIN-
CTOIINTEI, a TPOSIBICHNS KaK IIPABUJIO IMEIOT TSKEJIBIH,
CHCTeMHBIH Xapaktep. [eMosn3 B 9THX CHTYaIIAX mpe-
UMYIIECTBEHHO BHYTPUCOCYANCTSLII. [[1s1 aTOTO BIjia Te-
MOJIN32a XapaKTepHbI 6oJiee BBIPAKEHHBI PHCK OCTPO-
IO KaHAJbIIEBOIO HEKPO3a, CHUXKEHUE TanTorJo0HMHa,
CUMIITOMbBI HapylieHuss MUKpouupkysaiuu (6ob, Je-
rovHast THIEPTEH3HsI), PUCK TPOMOO30B, OCOOCHHO IIPH
XPOHUYECKOM BHYTPUCOCYAMCTOM remosuse. TakoBoii,
HaIpuMep, JEKUT B OCHOBE MPOSBJICHUI ITApOKCH3-
MaJIbHOH HOYHOU remoriobunypuu (Goju B JKUBOTE,
IPY/, HOBBINIEHHDII PUCK TPOMGO30B, HAIPUMEDP CHH-
npom Bamna-Kuapn) [29, 35].

IMATOTEHETUNYECKOE JIEUEHUE

['1aBHBIM 3BEHOM TaToreHesa 3aGoJIeBaHUST SIBJISIET-
¢ TunoyHKINS THPYBATKUHA3DI, HA KOTOPYIO MOXK-
HO TIOBJUATDL IyTeM cTuMyJsanun ¢depmenta. Ha gamn-
Hylo (apMakoJMHAMUYECKYI0 MHIIEHb BO3/eHCTBYeT
MHUTaNnMBaT — TEPBLII B CBOEM KJacce Tpemapar, aj-
JIOCTePIUECKN aKTHBUPYIONNH nnpyBaTtkunasy [ 3, 36].
On moBbITIaeT akTUBHOCTD epMenta B 1,3-3,4 paza u
kommyectBo ATD B 1,3-2,4 pasa. Kinnnveckue ncibi-
TaHNUS TOKA3bIBAIOT GJATONPHATHOE BJNSHNE HA TPO-
saBjeHusi GOJIE3BHH U XOPOIUIYIO IT1ePEHOCHMOCTD.
[Tpemapar, mo-BHANMOMY, WHTHONPYET apoOMaTa3HyIo
aKTUBHOCTb M MOXXET OKA3bIBAaTh BJIMSIHIE HA KOHIICH-
TPAIUIO TI0JOBBIX TOPMOHOB (KJIMHUYECKOE 3HAYCHUE
ATOrO HE SICHO).

Cpeau 110604HBIX 3h(PEKTOB TUIIEPYPUKEMHUS, T'l-
MePTPUTINIIEPUACMNUS, TUIEePTeH3Nus, OpagnKapand,
aputMun u 7p. [Ipemapar nmeer ciaoxHy0 (apMako-
KIHETHKY, HampuMep, nHaktuBupyercas CYP3A4 uso-
(hopMoit MEUKPOCOMATBHBIX ITATOXPOMOB M CaM SBJISET-
ca waayktropom CYP3A4, CYP2B6, CYP2CS,
CYP2C9, CYP2C19 [36]. MutanuBaT u npyrue pas-
pabaTbIBaeMble TIPEICTABUTEN TPYIITBI NCTIBITBIBAIOTCS
Tak’Ke IS JeYeHNs JPYTUX HACTECTBEHHBIX TeMOJN-
Tuyeckux anemuil (HacjeacTBeHHOrO cdepounrosa, Ta-
JacceMuii), BPOKACHHDBIX [UCIPUTPONOITUUECKUX aHEe-
muit [36].

[TaToreHermueckoe JieueHNE TEPETPY3KN KEIe30M
BKJIIOYAET XeJIaTHpPOBaHME >Kejae3a IMpernapaTaMi I
napenrepaabioro (gedepoKcaMut) WK nepopanbHOro
(nedpepunpon, nedepasuporc) npumenenns [3]. Xema-
Tupyionias tepamus Tpedyer noaéopa aosbl (e.g. B 3a-
BHCHMOCTH OT 3HadeHWil ¢deppurnuna, T2*, ob6bema
tpancdysuii ¢ ucnonbzoBarueM (opmysini ROIL (Rate
of iron loading) m Ap.) W MOHMTOPMHTA TOTEHIINAID-
HBIX 060YHBIX 3¢ dekToB (yXyamenue cayxa, 3peHus,
medeHouHas ANCQYHKIWA, TUTONEHN, AeUITUT ITHH-
Ka, TIOBBIINIEHHE PHCKa HEPCHHNO03a, MYKOPOMHKO3a,
nudexkunu Vibrio oulnificus n np.) [37].
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KocrHomosroBasi rumeppereneparysi Jio0oro rexe-
3a 4peBaTa HCTOIIEHMEM 3anacoB QoJara, M0ITOMY
HOJ/IEPIKUBAIONIAST TEPAIINST MOJKET MTPUMEHSITHCS B 3a-
BHUCHMOCTH OT KJIMHUYECKOTO KOHTeKcTa. Kimuuimery
cyiejlyetT UMeTb 0COOYI0 HACTOPOKEHHOCTb B CHTYaIl-
X, JIOTOJHUTENBHO TIPEPACIONIATAIONNX K HEJI0CTaT-
Ky ¢osata: npu ynorpebJaeHrn aaKoroJist, Maiababcop-
Ouun (Hanpumep, mocjae GapuaTpudecKoil onepaiun),
[EYEHOUHOH HegocTaTouHoCTH ([IeYeHb JeHOHUPYET BU-
tamu B9) [38].

B kauectBe Kpaiiteii Mepbl MOXKeT GbITh POBeEHA
crutenskroMust. OHAKO, y 3aMeTHON [0/ HallMeHTOB
KJIMHUYECKOTO YJydllleHusl JOCTUYDb He yIaercs.
HexkoTopble TpeInKTOPDLI ycHexa IMOJ00HOTO BMeIma-
TeJbCTBA — BBICOKHUIT ypoBenb HGB, Hmuskoe comep:xa-
uue 6mmnpy6una u muccenc-myranust PKRL [5]. Cama
JKe CIJIEHOKTOMUS MOBBINIAET PUCKH JKU3HEYTPOKAIO-
HIUX OCJOKHEHWil, B 1epBYI0 ouepelb HHGEKINIL.
CeJsie3eHKa BBIMOJHSIET <«IKCKJIIO3UBHYIO» (PYHKITMIO
YHUYTOMKEHUST NHKAICYJINPOBAHHBIX GAKTEpHii, T10MaB-
MIUX B KPOBb: ITHEBMOKOKKA, TeMO(UIBHOI MaJ0YKH,
MEHUHTOKOKKA. TakuM o6pa3oM, KJIMHHUIIUCTY HEOOXO-
JIIMO CJIE/IUTDh 33 BaKIMHAIMEH TPOTHB 9TUX BO30YAN-
Teneil, a Ttakxke mpotus rpumma [39, 40]. [lucky-
TaGeJbHBIMI SIBJISTIOTCSI BOIIPOCHI O BAKI[MHAIMH 1TPO-
THB reMO(MUIBHON MATOYKN Y B3POCIBIX U O MOCTOSTH-
HOM WJIN TIEPUOJAMYECKOM TIpueMe aHTHOMOTHKOB [39].

Taxske aciieHus MOBBINIAET PUCKU JKU3HEYTPOIKA-
ouux Gopaeresiesa (MHOEKIMOHHBIT HHIOKAPAUT
Beaencreue Bordetella holmesii), manapun, 6a6e3no-
3a, paHeBbIX HH(MEKINI Mocjae YKyca >KUBOTHBIX
(Bcaencrsue  Capnocytophaga canimorsus u
Capnocytophaga cynodegmi) [41].

[TanmenTa cienyer uHMGOPMUPOBATL O TIOE3/KAX B
PernoHbl, Te pacipocTpaHeHa Maysipusi, 06 UCIOIb30-
BAHHUU PETEIJIEHTOB, 3aKPbITON OEXK/bI M IIPOYUX Mep
3allUThl OT UKCOAOBBIX Kielleil (repenocunk 6abe3uo-
3a) B CENIbCKOXO3ANUCTBEHHBIX U IIPUPOAHBIX OUOTOIAX,
HEOOXOAMMOCTH ObICTPOIT MEJMIIMHCKON TIOMOIIH [1PU
YKyCaxX JKUBOTHBIX. Tak:Ke cye/lyer 1ath peKOMeH alnm
0 HOIIIEHWUH TIPE/YTIPEANTENbHBIX GPACIETOB 1 KAPTOYeK.
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