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reMOCI/II[epO3 — oyaroBble OTJOXEHHUS Xeje3a (MmapeH-
XUMaJIbHasl TIepeTpy3ka), He BhI3bIBAIOIINE HAPYIICHUS
B TKaHax. [emoxpomato3 (I'X) — cocTosiHrE, MPU KOTOPOM
OTJIOKEHUEe kene3a (peTUKYJIOPHAOTeIuadbHas TIepe-
Tpy3Ka) MOXET BbI3bIBATh IMTOBPEXICHNE TKAHE 1 HapyIe-
Hue GpyHKUMU opraHa [1].

Boigensior nepBUYHBINM (HACIENCTBEHHbII) U BTOPUY-
Hbli (mpuodpeteHHbI) X [1—10].

Hawubonee yacTeiMu puurHaMu BTopudyHoro I'X gB-
JISIIOTCSI TEMOJIUTUYECKAs U ITPOTeHHas TpaHC(Y3MOHHAS
rneperpyska Xeje3oM, KoTopash KJIMHMYECKU MPOTeKaeT
TsDKeJiee U MPUBOAUT K MopaxeHuto cepaua [8, 9]. Pery-
JISIpHBIE TEMOTPAaHC(PY3UM TIPUBOASAT K IIEPEITOTHEHUIO
JKeJIe30M eMKOCTell TpaHCheppruHa U KJIETOK MEYSHM MU,
KakK pe3yJibTaT, MOSIBJICHUIO B IJIa3Me KPOBU nontransferrin
bound iron (NTBI) (HekoTOpOe KOJIMYECTBO XeJie3a, CBsI-
3aHHOTO C APYTUMM OeJKaMU IIa3Mbl, HAIIpUMeED, aab0y-
MUHOM; CIOCOOHO OBICTPO, B Heperyiupyemoil gopme,
nudGyHIMpoBaTh B KJIETKU W TIPOSIBIISITh TOKCUYECKUE
a3 heKTrI), HAKOIUICHUIO XeJjie3a B opraHax, He IpemaHa-
3HAUYEHHBIX JJISI XpaHEHUsI 3aIlacoB eje3a, B TOM Yucie
B Cep/lie, UTO BEAET K Pa3BUTUIO TOKCUUYECKOU KapAUOMU-
onatuu (KMII) [6]. KpomMe Toro, mpuymHamMy BTOPUYHO-
ro I'X MoryT ObITb:

* aHEeMUM, COIPOBOXKIAIOUIMECS Teperpy3koin xene-
30M: CBSI3aHHBIE C MACCUBHBIM HeA(M(HEKTUBHBIM
SPUTPOIIO330M, pedpaKTepHbIC TUMOILUIACTUICCKUE
aHEeMUM;
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* 3a00J1€BaHuUs, TMPOTEKAIOIINE C YMEPEHHOI mepe-
TPY3KOH KeJIe30M — XPOHNUECKHE OOJIE3HM TICUCHM,
BpOXXIEHHas aTpaHCcheppuHeMus, TTO3IHSSI KOXHas
nopbupusi;

e MeCTHasI IIeperpy3ka Kejie30M (JIeroyHasl, ITo4ed-
Has);

* IpyrHie BUJbI IEPETrpy3KH KeJ1e30M (arepy/ioria3mMu-
Hemus u ap.) [1].

IMopaxenue cepaua npu I'’X OTHOCAT B IpyIly CHELM-
¢uueckux KMII (accounupoBaHHbIE CO crielU(UIECKUM
CHCTEMHBIM WJIM HECUCTEMHBIM 3a0oseBanueM) [8, 11, 12].

YeMm omacHa meperpyska xkeiae3om? YBeImdeHHE 1yiia
xkenesa [11 MmoxeT SIBISITbCS KaTaJlnu3aTopoM 00pa3oBaHUs
CBOOOMHBIX PAIUKaJOB MU MHHUIIMATOPOM OKCUIATUBHO-
ro crpecca. C 1eIbl0 KOMIIEHCAIIMA B OpPTaHU3ME IIpeI-
YCMOTPEHbI €CTECTBEHHbIE AHTUOKCUAAHTBI — XeJIaTOPbI
xene3a I, K KOTOpbIM OTHOCSITCS MOYeBasl KMCJIOTa, 1ie-
pyJIOTIIa3MUH, CyTIepOKCUAIMCMYTa3a, (heppUTHUH, TPAHC-
deppuH [13].

[Ipu n30BITOYHOM comepXKaHUU KeJie3a B ChIBOPOTKE
M TIOJIHOM HACBIIIEHUU TpaHcheppuHa KeJe30 IerOHU-
pyeTcs B MHUOKapiae uyepe3 KajabllMeBhle KaHalbl L-Twia
1 3HI0COMBI. BHavaste xkejie30 OTKIanbiBaeTCs B SHI0KapIe
JKEJTYIOUKOB U TOJILKO MOTOM — B Ipeacepausix (mocueno-
BaTEJIbHOCTD: 3MUKapJ — MUOKapa — 3HAOKapa). 3amy-
CKaeTcsl TIepeKHMCHOE OKHUCJICHHME JIMITMIOB, pa3pyllcHHue
KJIETOYHBIX MEMOpaH — rubesb KapAMOMUOLIUTOB [5].

YacroTa ropaxeHus cep/ia, 1Mo JaHHbIM pa3HbIX aB-
TOpOB, BapuabesibHa U 3aBUCUT OT Buaa I'X (repBUYHbBIM
WJIM BTOPUYHBI), C OOJIBIIIEH YaCTOTOM MIPU HACIEACTBEH-
HoM I'X — o1 0,9-3,1[7, 14—16] mo 20—30 [17] u 75—86%
[18, 19].

B nccnenosanum ¢ yyactuem 3531 mauueHTa ¢ Hacjue -
ctBeHHbIM I'X Tosibko y 30 (0,85%) obGHapyxXeHa aujiaTa-
uvonHas KMII. B 6onee mo3gHeM ucciaegoBanuu (1996—
2009) y 34 (3,1%) u3 1085 mauueHTOB ¢ HACASICTBEHHBIM
I'X nuarnoctupoBana KMII, B 5 ciayvasix 3acdukcupoBaHa
CMEepTh OT CEPAEYHO-COCYIMCTHIX 3a00JIeBaHUIA, ITPEUMY-
IIEeCTBeHHO ¢ ypoBHeM (epputuna >1000 Hr/™MIT [7].

[MatreHTHI My>KCKOTO 10J1a ¥ O0JIbHBIE C TOBBIIIICHHBIM
YpOBHEM (peppUTHHA B CBIBOPOTKE TTOIBEPXKEHBI 00J1€€ BhI-
COKOMY PUCKY XPOHUYECKOI CeplIeYHON HeOCTaTOUHOCTH
(XCH) (10,2%), napywenuit putMma cepaua (6,9%) u npe-
XKIeBpeMeHHo# cMmeptH [8, 20].

KIMHUYECKASA KAPTUHA

HacnencrBennbiii I'’X MoxeT mpoTekaTb MoJ MackKou
caxapHoro auabera Tuna 2, uupposa nedenu, UbC, KMII
Wiy apTpuTa [2].

KMIT npu I'X Moxet npuBecTtH K paszputuio XCH, Ho
yalle MMeeT MaJOCUMIITOMHOE TedyeHue. [lepBoHavanb-
HBI CUMIITOM — OJBIIIKA MpH (PM3UIECKOM Harpyske |3,
4,8,9,21].

KnuHuyeckue TposiBIEHUsI TEPerpy3kKud  XKejie3oM
BKJIIOYAIOT CUMITOMBI TMOpPaKeHMsI cepilla — 3KCTpacH-
cronus, GUOPIIISIINAS TIpeIcepanuii U ApyTre HapyIIeHUS



pUTMa U TPOBOIMMOCTHU, CUHAPOM CJIa0OCTH CUHYCOBOTO
y371a, IMacTOJIMYecKas M CUCTOIMIecKast TUCHYHKIINS KaK
nposiBieHue Tokcuuyeckoit KMIT (pecTpuKTUBHOI WiIu
JUIaTalMOHHON), BHe3arHas cepaedHast cmepth (BCC),
JIETOYHAST TUIIEPTCH3MsI, BAIbBYJIOTIATUM, TICPUKAPINT, HE-
KOMMAaKTHBIN Muokapn [1, 3—9, 11, 14, 17, 22, 23].

IMeperpy3ka kene3oM cBsi3aHa ¢ HapylieHueM (YHK-
UV SHJIOTEJINS U yBEJIMYEHUEM TOJIIUHB MTHTUMAa-Mera
COHHBIX apTEePUIi, UTO IIPUBOIUT K YCHIICHUIO OKACIUTEb-
Horo ctpecca. [lepBoHaYajabHO MallMEHTBl MOTYT OTMeE-
YaTh OBIIIKY TP (PU3NIECKON HATpy3Ke U3-3a TUACTOJIH -
YecKOoi AUCHYHKIINM, TIPUBOISIIIEH K OrpaHMINTEIbHOMN
reMOJIMHAMUKE U MOBBIIIEHHOMY JIaBJISHUIO HATIOJHEHMUS,
¢ OoJiee MO3THUMU TIPOSIBICHUSIMA CUCTOJIMYECKOM THC-
¢dynkuuu nesoro xenynouka (JI2K) [7]. [TauueHToB 6ec-
TMOKOSIT TaXUKAaPpAWs, ONBIIIKA; HAPYIICHUSI pUTMa U IIPO-
BOAMMOCTH [5].

OWATHOCTUKA
JlabopaTopHbIe KPUTEPUU MTEPETPY3KU KETE30M:
* CTOIKOE TTOBBIIIEHNE YPOBHSI CHIBOPOTOYHOIO (hep-
putnHa (>1000 MKT/T);
* CHIDKeHME TpaHC(eppHuHa B CBIBOPOTKE KPOBU 1 00-
1IEei XKeJIe30CBA3bIBaIOIIEl CTOCOOHOCTU ChIBOPOTKU
(OXKCC);
* MOBBIIIEHNE KO3 GULIMEHTA HACKIIIEHUS TpaHCcdep-
puHa xenesoM (HTXK) (>60%);
* TIOBBIIICHHAsI 3KCKPELIMS Kejle3a ¢ Mool (CITOHTaH-
Hasl M WHAYLUMPOBaHHAsI BBeIecHNEM IedepoKcaMu-
Ha).
Mopdonornyeckue KpuTepuu:
* OMoIICUs MeYeHU;
* U3y4yeHWe ITyHKTaTa KocTtHoro mosra (KM) (mpu
okpacke mno Ilepicy) — MOBbILIEHHOE KOJUYECTBO
cuaepodsactoB B KM;
* OTJIOXKEHUS TeMOCHUACPUHA B TKAHSIX;
* MOBBIIICHUE COAEPKAHUS XKeae3a B TKaHU MeUeHMU.
Panuonornyeckue Kputepuu:
* MarHUTHO-pe30HaHcHas ToMmorpadust (MPT) meue-
HU U cepana B pexuMe T2 Mmo3BOJISICT BBISIBUTb Ha-
KOITJICHMS 3KeJie3a Ha TOKJIMHUYECKO ctanuu [1, 6].
Heobxonumbl Takke DKI, xonTepoBckoe MOHUTOPU-
poBanue DKI u axokapauorpadus (9xoKI) [2, 3, 5, 6, 13,
14,17, 23].

MPT usmepsier BpeMsi, HEOOXOAUMOE TTPOTOHAM, YTO-
OBI paccaadbUThCA OO0 MX 0A30BOTO SHEPIeTMUECKOTO YPOB-
HSI TOCJIe BO3OYXIEHUS MMITYJIBCOM 3JIEKTPOMAarHUTHOIO
uznydeHusi. 3HayeHust T2 <20 mMc yka3bIBalOT Ha HEHOP-
MaJIbHYIO Harpy3Ky Xeje3oM cepaua, a 3HaueHus <10 mc —
Ha CEphe3HYI0 HArpy3Ky. BbIsSBiIeHa KOPPEISIMS MEXIY
3HaueHusMu T2, dpakuueit Beiopoca (PB) JIK u kinHu-
YeCKUM CTaTycOM, O YeM CBUIETeJbCTBYET JeueHue XCH.
Kpome Toro, MPT cepauia mo3BoJisieT IIpOBOAUTH IIEPUO-
NUYECKUU MOHUTOPHUHT IJI OLIEHKU U3MEHEHU YPOBHS
Keye3a B Cepille M MOXET MCITOJIb30BaThCsl MapaljieIbHO
C IPyTMMU METOJAaMU OLIEHKU cepreyHou pyHkuuu [14].
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ITpu Ox0oKI' BBISBISIOT AUACTONIMYECKYIO AUCHYHK-
o (TOBBIIICHUE PUTHUIHOCTU MHMOKapaa B BHAC TOPMO-
JKEHUsI €ro paccyiableHUs] U CHUXKEHME CKOPOCTH TIPUTOKA
KpoBU B (ha3y OBICTPOro HAMOJHEHUS); YTOMIIEHUE MUO-
Kapla; pacllipeHre KaMep cepala; MpU3HaKi BTOPUYHOM
pectpuktuBHoit KMII. ITpu ctpecc-OxoKI' quarHoctupy-
0T UllleMuYecKue HapyieHus [5]. JluarHocTuka mopaxe-
HUI ceplilia Ha TOKJIMHUIECKUX CTUsIX TTO3BOJIUT HAYaTh
JIeYeHUEe U HalesIThCsl Ha 00paTUMOCTb IIpoliecca [5].

B 3aBucuMMOCTH OT ypOBHSI (peppUTHHA B ChIBOPOTKE
KPOBM pa3IMyaloT CJIEAYIOIINe CTEIeHU M30BbITKa XKeje3a
B OpTaHU3ME:

* 1000—2000 Hr/mi — Jerkasi CTerneHb;

* 2000—4000 Hr/mMa — cpenHsis;

* >4000 Hr/mn — Tsxenas [24].

[Tpu nerkoii crerneHu rmeperpy3Ku Xere30oM 3a MalrueH-
TOM CJIEAYeT TIIATEJIbHO HaOII0AATh, MPOBOIUTh MOHUTO-
pUHT (heppocTaTyca U paccMaTpyBaTh TAaKOTO MallMEHTa B
KavyecTBe KaHAMIaTa Ha XeIaTopHyIo Tepamnuio. [1pu cpen-
HEM Y TSKEJIOM IEPEeTrpy3Ke XKeJIE30M IoKa3aHa Tepanus Xe-
JIaTOpaMM XeJjie3a, YTOObl He JOMYCTUTh Pa3BUTHSI TEMOCH -
JIepo3a M HeJOCTAaTOUYHOCTH (DYHKIIMU XKM3HECHHO BasKHBIX
opraHos [24].

Mo manubiM [25, 26], maiueHTHl (Mpexae BCEro ¢
numdonponudepaTUBHBIMU 3a00JIEBAHUSIMU U MMEJIO-
IUCIUIACTUICCKMMK CHUHIpPOMaMM), ToiayduBiine >20
TpaHC(y3uii, TpeOYIOT TIIATEJbHOTO HAOJIOAEHUS, CU-
CTeMaTHUUYeCKOro MpoBeaeHUs] OLeHKU deppocTaTyca (He
pexe 1 pasza B 3 mec). UM ¢ TTpopmyTaKTUIeCKON 1IETbIO
MOTYT OBITh Ha3HAYEHBI IpernapaTbl PEKOMOMHAaHTHOTO
SPUTPOITOATHHA.

B T0 ke BpeMsI peabHBINM pUCK OCTOXKHEHUI, BEI3BaH-
HBIX N30BITKOM 3KeJIe3a B OpraHU3Me, HacTyrnaeT Y OOJIbHBIX,
nogyyuBiInx oxkojio 40—50 103 JOHOPCKUX 3SPUTPOLIM-
TOB. TakuM TaliMeHTaM TT0Ka3aHO Ha3HAYeHUE XeJIaTOPOB
xenesa [2—4, 7-9, 22, 24]. Ilpu anemun 11-III cTemenn,
BBIPAXXEHHOW TMMOTOHMUM, runoanboymmuHnemun, XCH,
3HaueHuu T2 <10 mc (o ganueiM MPT) Heobxonumo Ha-
3HavYaTh XeJIaTUPYIOIIYIO (IedepoKcaMHa Me3uJaT; aede-
pasupokxc; aecdepunipoH — B Poccuu He 3apeructprupoBaH)
Tepanuio. Llenbio gedeHus sBasieTcss TOCTUKEHUE YPOBHS
HTX <50% [2—4, 6—10, 13, 17, 20, 23]. JleueHue MoxeT
OBITh BPEMEHHO IIpEepBaHO, Koraa (DeppUTHH CHIBOPOTKHU
CTaOMIIBHO IepXUTCs Ha ypoBHe <500 MKr/1 [6].

st KoHTpoIst 3PHEKTUBHOCTH XeJIaTOPHOI Tepanuu
HEoOXOAMMO MOHUTOPHPOBATH ComepKaHHe (peppUTHHA,
OXKCC, HTX (exemecssuHO — IpU MOAO00PE AO3bI XeJIaTO-
pa, nanee — Kaxnble 3—6 Mec). C 1e1bl0 KOHTPOJIsI 6e30mac-
HOCTU Tepanvu PEeKOMEHIOBAHO OMPEIe/sITh KpeaTUHUH
CBIBOPOTKH (0 Havajlla Tepalud U Jajiee eXEeMECSUHO);
YpOBEHb TpaHCAMUHA3 U CoAepxKaHUe OeJika B Moue (exke-
MECSIYHO); OCTPOTY 3pEHMS M ciiyXa (10 Havayia Teparumu),
majee — eXeromHo. MOHMTOPHMHT COACPXKaHUS Keyle3a B
MEeYeHU U ceplie mMpoBoaAT ¢ momoiibio MPT B pexxume T2
¢ yactoToii 1 pa3 B rojl y 60JbHBIX C YMEPEHHOM U TSKEJION
reperpyskoii xejue3om [1, 6].

32022



NOAKTA et

IMo mokazaHusM TIpU TOPAXEHWU CEPASUHO-COCYIM-
CTOIl CHMCTEeMBl Ha3HAYalOT aHTHAPUTMHUUCCKYIO TEpaITHio,
AHTUKOATYJISIHTBI, BHIMOJHSIIOT UMIUIAHTALIMIO KapAUOCTH -
myagTtopa. [Tposonsrt neuenue XCH [8, 10, 12].

IIporHo3. OCHOBHBIMM TIPUYMHAMM CMEPTU OOJTHHBIX
SIBJISTIOTCSI OCJIOKHEHMST caxapHoro nuabera, XCH, Hapy-
eHust put™a cepana u BCC, nepBUYHBIN pak nevyeHu, rne-
YEeHOYHAasT HeIOCTATOYHOCTh, KPOBOTEUCHUSI U3 BAPUKO3ZHO
pacHIMpeHHbIX BeH MUIIEeBOA U XEeTylKa, MHTEPKYyPPEeHT-
Hble uH@ekuuu. [Ipu BTOpUYHOI MeperpyskKe Keae3om
TPOTHO3 OIPENEeNsIeTCs] OCHOBHBIM 3a00JIeBaHUEM U CBOE-
BPEMEHHOCTbhIO Ha3HAYEHUS XeJIaTOPHOI Tepanuu [6, 8].

[MpuBOoAMM KITMHUYECKUI CITydaid.

Hayuenm T., 63 nem, eocnumanuzupogan 6 ze-
Mamonozuieckoe omaoeneHue 20p00CK020 CMAYUo-
Hapa ¢ 0uaeHo30M: XPOHU1eCKUll MUCAOMOHOUUMAaD-
HbLU 1€1IK03, NPOMEeNCYMOUHbII — CIMENneHb PUCKa no
CPSS — 1 (C93.1 — Xponuueckuil MOHOUUMAPHDBLI
AeliK03) 045 ouepeOHOl mpancy3uu 3pumpoyumap-
Hotl maccol (OM) 6 aseycme 2021 e.

IIpedsasaan xcarobvr Ha caabocms, ymomase-
Mocmb, nepuodutecKuil no0sem memnepamypol mead
do 37,3°C (na gpone e6edenus unmepghepora).

B anamnese ¢ 2016 e. — eemonumuueckas ane-
Musi, YCMAHOBAEHHAS HA OCHOBAHUU CHUMICEHUS 2e-
moenobuna (HGB) ¢ 119 do 97 e/, pemukyroyumo-
3a 35—52,2%o, cnaenomeeanuu (160x152x73 mm),
nogvlulenuss KoHueHmpauyuu ouaupyouna (51—

54 mkmoav/n) 3a cuem Henpamoil (45 mrmoav/n)

dpakyuu. OOHaKo umena mMecmo OmMpuyamenbHas

npamas npooa Kymbca (npu aymoummyHHOU eemMo-

AUMUYECKOU aHeMUuU OHa noaodcumenvuas). Mueno-

epamma 6 mapme 2016 e. — kapmuHa, xapaKkmepHas

ons eemoaumuueckol avemuu. B cesa3zu c¢ mapac-
manuem npu3HaKo8 2emMoau3a 8biN0AHeHAa NeHebHO-

duaeHocmuueckas cnaendkmomus (anpeav 2017).

Ilpu eucmonoeuueckom obcaedoganuu obuonmama

cene3eHKU mopgoaozuveckas Kapmuna Obiia Xa-

PAaKmepHa 05 2eMOAUMUYECKOL aHeMUU; Mymayuu

6 eene MYD-88, T- u B-xaonanvHocmu He 8bi56-

neHo. Ilocae cnaeHdIKmMoOMUU 3HAUUMENLHO YMEHb-

WUAUCH NpU3HAKU eemoausa (ouiupyoun Hopmaau-

308a4Cs1, CHU3BUACA PeMUKYAOUUMO3), V8eAUHUAACH

kounyenmpauuss HGB. B ceasu c pazeumuem (maii

2017 — mpomoboyumor [PLT] 1058—1112+ 10°/a)

acnaenuyeckoeo mpomoouyumosa (aepeeayus PLT

¢ AIID 7%) Hasnauen kaonudoepen 75 me 6 cymiu

(npogpunakmuxka mpomoO0IMOOAUYECKUX OCAOICHE-

Huit) 0o Hopmaauzayuu ypoeus PLT. Habardarcs

Y mepaneema u 2emamonoea no Mecmy Jdcumenscmea

¢ 2017 e. (coieopomounoe xucenezo — 37,1 mkmons/n

6 anpene 2017 e., koumpoab anaauzoé 1 paz é 3 mec)

no auneaps 2019 e. Coxpansauce mpomboyumos (PLT

6 okmsbpe 2018 e. — 411+ 10°/a) u anemus (HGB —

111 2/n), netikoyumot (WBC) — 8,5 10°/a. C asey-

cma 2017 2. 6 aHaausze Kpoeu pe2ucmpuposancs om-
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Hocumenwuwtii (17%) u abconromuwiii (1,39 10°/1)
monoyumos (WBC 8,17 « 10°/a). Yxyowenue cocmo-
anus ¢ aneapa 2019 e. 6 eude napacmanus caabo-
cmu u msaxycecmu anemu4eckozo cunopoma (HGB —
97 e/n, cHuxcenue 6 dunamuke do anemuu Il cme-
nenu); WBC — 7+10°/a, monoyumos (19%;
1,33 10°/n);  mpomboyumos  (612—596+ 10°/n
Ha @one npuema Kaonudoepeaa). Ilo danuvim ee-
moepammol (mapm 2019) ommeuanoce noseienue
cmoiiko2o monoyumoza: WBC — 13,26 « 10°/a, mo-
Hoyumot — 12%; muenoepamma om urons 2019 e. —
nosieaenue monoyumosa (10%) 3a cuem 3penvix
gopm, 6aacmuvie kaemrxu — 0%.

[lo OanHbiM Muenoepammvl U mpenaHooUoncuu
(gespanvy 2019 . — ¢ npusnakamu eemocudeposa)
Jugpghepenyuanvrolii.  duaeHoz nposoduau  mexncoy
Muenooucnaasueil peaKkmusHo2o xapakmepa u mue-
aoducnaacmuveckum cunopomom (MIC) / xponuue-
CKUMU  MUEAONPONUDEePAMUBHBIMU  30001€8AHUAMU.
C espans 2019 2. Hauamol 3amecmumensrsle Mpauc-
dy3uu IM No4 kaxicovie 3—4 neo.

IIposodunu  ummyHo2ucmoxumu4eckoe uccae-
dosanue c ucnonvzoeanuem anmumen ¥k CD3, CD20
u CD34 (dannovix 3a aumgpoudnoe nopaxcenue KM
He GblABAEH0), YUumoeeHemu4eckKoe Ucciedogatue
(xpomocomHble abeppauiiu He 8bls61eHbL); UMMYHODe-
Homunuueckoe uccaedosarue KM u nepughepuueckoii
kpoeu (IIK) (dannvie uccaedosanus coomeemcmay-
om MIIC); kapuonsoeuueckoe uccaedosanue (FISH-
uccaedosanue ¢ JIHK-30ndamu) KM (monocomus 5,
deneyuss 5q31-5g33 He 6visAGaeHbL); MuUeaOcpaMMa
U mpenanoduoncus — NOBMOPHO 8 OUHAMUKE.

Y nayuenma coxpausnacy anemusi, ymepeHHblil
mpomoouumo3, MoHouumo3 (cm. mabauyy, puc. 1).

Ilo Odannoim  muenoepammor  (dexabps 2019)
onacmuvie knemxu — 1,2%, yeeauuen epamyniouyu-
mapnuiii pocmok (77,6%) ¢ omdeavHoimu npusHaKa-
MU 2UNOSPDAHYASAUUU; IPUMPOUOHBLI POCIOK pedyyu-
posan (4%); coxpansemcs ygeauveHHoe KOAUHECMBO
monoyumos (10%); cpedu moHoyumMo8 ecmpeuaromes
eOuUHUUHble KACMKU C OMOAOJNCEHHOU CMPYKMYpPOll
Xpomamuna (MPOMOHOYUMbL?); Me2aKapuoyumapHbulii
POCMOK ¢ NPU3HAKAMU OUCHAG3UU (2UN02A00YASPHbLe
gopmot,  mukpogopmut).  HUmmyHopeHomunuueckoe
uccnedosanue KM u I1K: «kaaccuueckue» MoHouumol
CD14 CD16" cocmasasiom 95,3 u 97,2% coomeem-
CMBEHHO.

Tpenanobuoncus (Hos6pv 2019): mpenanobuon-
mam — 004bwoll no o6semy. Kocmmuwvie barku ¢ npu-
3HaKamu o4azoeoi pezopoyuu. Kocmuomoseosvie no-
AOCMU WUPOKUE, 8 HUX YMEPEHHO — 2UNEPKACTNOUHbLI
KM. IpanynoyumapHuiii pocmok HEMHO20 pacuiupeH,
npedocmaener Kiemkamu Ha écex smanax ougge-
PEHUUPOBKU ¢ NpeobAadaHuemM 21eMeHmo8 NpoMe-
AHCYMOUHOR0 NYAQ, HAAUYUEM MOHOUUMOUOHO20 8Uda
KAemoK. Bpumpoudnslii poCmoK HEMHO20 paculupen,



npedcmaenen CKONACHUAMU 3PUMPOKAPUOYUIMOE C
npusHakamu  ouzspumponossza. Meeaxapuouumot
8 YBeAUUeHHOM Koauvecmee, pAacnoNazaromcs pas-
PO3HEHHO, NpPeoCcmasaeHbl KAemKamu HebOoAbUUX U
CPeOHUX pasmepos8 ¢ euno- u MOHOA0OYASAPHbIMU 2U-
noxpommusimu aopamu. MumepcmuyuaibHo paccestvl
MenKue AumM@oudnvle Kaemku, 3peavie naamamuqe-
cKue Kaemku, eQuHU4Hble Macmouumasl (npu okpacke
no ITumse), maxkpoghaeu. Cmpoma noaHokpogHa. Bozae
CMeHKU CUHYCA 8U3YAAUZUPYIOMC AUMPOUOHbBIE CKO-
NAEHUS U3 MeAKUX KAeMOK PeaKmugHo20 Xapakmepa.

Mopghonoeuneckas kapmura Kpaiine nodospu-
menbHa No NPUHAOAEICHOCMU K cYOCmpamy XpoHuye-
CK020 MueaomMoHoyumapHoeo aeikosa (XMMJI).

Ilo  pesyssmamam obcaedosanus  (cmoikuii
monoyumosz — 0o 45%, 2,5+ 10°/a; cm. mabauyy,
puc. 1) 6 IIK u muenroepamme, ummyHoghenomunuue-
cKoe, eucmonozu1eckoe, yumoeeHemuvecKoe uccie-
dosanue KM oduaenocmuposan XMMJI, npomeicy-
mounstit — 1 puck no CPSS, muenoducnasacmuueckuii
(M) XMMJI (WBC <13+ 10°/a).

C nosops 2019 e. naznavena 2udpokcuUMo4esuna
1500 me/cym, 6 dunamuke c sneaps 2020 e. — 500 me
yepe3 denv, ¢ mapma 2020 e. — 500 me/cym; npodon-
Jcena 3amecmumenvras mepanus IM — no noxasa-
Husm, mepanus spumponosmurom (40 000 Ed/ueo
nooKoxcHO), Kaonudoepen (75 me/cym).

Juaenocmupoearn 8mopuyHbLiL nOCMMpancey-
suonnbtil I'X (cm. mabauuy, puc. 2): geppumun (de-
Kabpy 2019) 1122,9 ne/ma (nopma — 23,9—336,2).
Haznauena xenamophnas mepanus oOeghepazupokcom
1500 me/cym enympo, 6 ounamure (oxkmsops 2020) —
1000—500 me/cym (gpeppumun — 658 mke/a).

B ghespane 2020 e. nosisuaucy xncarobwvl Ha 2010~
BOKpYJCEHUE, 3amOopModceHHOCmb. Boinoanena MPT
20/108H020 M0o3ea. Bepuguuyuposan uwmemuueckuii un-
CyAbmM 6 cucmeme NPasoil cpeoHell M032080l apmepuu.
B oxmabpe 2020 e. evisieaenvt Y3U-npusnaxu oxiaio-
3UOHH020 MpoM003a 2nYOOKUX 6€H AeGOU HUJICHEl
Koneunocmu. Tpombomuueckue 0CA0MUCHEHUS MOICHO
pacueHumsv KaK nposeéeHue KAOHANbHO20 MpPOMOO-
yumosa. OcmompeH cocyouUCmsIM XUpypeom, HA3HA-
ueH pueapokcabaH, KOMAPECCUOHHBII MPUKOMANC
Il cmenenu komnpeccuu. H3-3a coxpansrouiecocs
mpomboyumosa Ha ¢hoHe npuema UOPOKCUMOUEBU-
HbL U ANU30008 MPOMOO3a 2AYOOKUX 8EH NeBOU HUIIC-
Hell KOHeuHOCmU NauUueHmy HA3HaAYeH UHmMepghepoH
6 doze 5 man ME nookoxcho 3 paza é nedenio (Ho-
a6pb 2020), napayemamon 500 me enympo 3a 30 mun
do npuema uummepgepona. Ilpodosxcena mepanus
eudpokcumouesuroi 500 me/cym u 3amecmumens-
Has mpauc@y3uonnas mepanus (Kaxcovie 4—6 Hed)
¢ docmudiceHuem Uyenesvix YpoeHell 2emoen00uHa.
B gpespane 2021 e. — naanosas eochumanusayusi, Kop-
pekmupogka 003 unmepgpepona-a.,,, deghepazuporca
(1080 me/cym). Ilo dannvim Y3H (dexabpe 2020

1
\

U3 MPOKTUKMA

JlabopaTopHble noKa3aTenu KpoBu
Laboratory blood values

Mait Dekabpb
Mokasatenu 2019 2019 Asryct 2021
HGB, r/n 79-91 78-97 86
AputpouunTsl, «10'%/n 2,08-2,59 2,7 2,94
PLT, «10%n 705-821 577-596 236
WBC, «10%n 8,39-9,69 6,45-8,43 4,37
MoHoumTbl, % 17-22 24-30 22
€03, mm/H 20-25 25-13 31
KpeatuHuH, MKMOIb/n 96 - 103,2
DeppuTuH, Hr/mMn (MKr/n) - 1122,9 898
(Hopma 23,9-336,2; 20-250)
JKeneso, MKMOnb/N - 31,2 47
(Hopma 12,5-32,2)
0XXCC, mkmons/n - 36,2 -
(Hopma 46-90)
JDKCC, mkmonb/n - 5 -
(Hopma 27,8-63,6)
HTX, % (Hopma 15-50) - 86,19 -
TpaHcheppuH, mr/an - 143 -
(Hopma 200-360)
3pnUTPONO3TUH, ME/MN - 230,18 -
(Hopma 2,59-18,5)
2,57
1,89 175 1,92
1,35 1,47 135
122 1,08
24.05. 11.09. 05.12. 19.02. 20.08. 28.01. 08.04. 19.08. 21.09.
2019 2019 2019 2020 2020 2021 2021 2021 2021
[ata
Puc. 1. [lnHamuka ypoBHeii MoHOLMTOB, +10%n
Fig. 1. Dynamics of monocyte levels, «10%I
1228
1122,9 —
898
gr7 &4 8
658
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Puc. 2. [lnHamuka ypoBHei peppuTiHa, Hr/Ma (MKr/n)
Fig. 2. Dynamics of ferritin levels, ng/ml (pg/L)
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NOAKTA et

umapm 2021) — npuznaku 0KKAIO3UOHH020 Mpomb03a
6€H N1e60ll HUJICHell KoHeuHocmu 6e3 gaomauyuu, ¢ Ha-
AUMUEM HePABHOMEPHOU (0M HEe3HAYUMENbHOU 00 yMe-
pennoit) pekanarudayuu. C mapma 2021 e. — unmep-
gepon 6 doze 3 man ME nodkoscro 3 paza é Hedenro.

ITlayuenm cmpadaem apmepuanvHoli eunepmen-
3uell, duaeHocmuposanvl Kucmol novex (Y3U, KT),
npUHUMaem nepuHoonpunl 5 me/cym.

IIpu ocmompe ommeuennvl ceposamo-6poH306biil
OMmeHOK U eunepnuemenmauus Kkoxcu. Ilacmos-
Hocmb eonenell u cmon. lemoounamuuecku cmabuneH.
Co cmopoubl 0peano8 ObiXaHUsl, HCeayOOHHO-Kuuieu-
HO020 MPaKma u Mo4ebl0eaumenvHoll cucmemol — oe3
namonoeuu.

ITlopaxcenue  cepdeuno-cocyducmoii  cucmembl
nOOMEepHcOeHo 1abopaAmoPHO-UHCIMPYMEHMANbHbIMU
memodamu. Codepucanue NT-proBNP 6 kposu (ae-
eyem 2021) — 293 ne/ma. IKI: cunycosas apummus,
70— 120 ¢ munymy. IxoKI' (oxkmsaope 2020, aseycm
2021): He3nauumenvHas oOuramauyus 1e6020 npeo-
cepoust (42—50 mm), ymeperHoe pacuiuperue cmeonia
Ae20uHoil apmepuu (32 MMm), He3HA4UMENbHAS MU-
MPAnbHAs U MPUKYCRUOAAbHAS HEeOOCMAMOYHOCHTb
(I cmenens), ymepennas nedocmamo4Hocms Kaana-
Ha neeounoli apmepuu (11 cmenens; duacmonuueckoe
daesaenue 6 necounoil apmepuu — 10— 15 mm pm. cm.),
YMEPeHHAsi Ne20YHas 2unepmensus (CUcmoau1ecKoe
dasnenue 6 necouHoil apmepuu — 40—42 mm pm. cm.),
ymepennas eunepmpogus muoxapoa JIXK (undexc
macewt muokapda JIXK — 169,7 e/m?, enobanvhas cu-
cmoauueckas gynxuyus JIXK 6 npedenax nopmor (OB
JI2K (Cumncon) 60% — 56%), duacmonuueckas ouc-
dyukyus JI2K, 1-ii mun.

Xoameposckoe munumopuposarnue IKI' (aseycm
2021): cunycoswiit pumm, 3nU300bl CUHYCOBOU APUM-
muu, 50—72—117 6 munymy, ¢ nhepuodamu cuHycogoii
maxuxkapouu 8 OHe8Hbvle Hacvl; KOPOMKUI dNU300 He-
VCMOU4UBOU CYNPABEHMPUKYAAPHOIU MAXUKapouu,
peodkue 00UHOUHble CYNPAGEHMPUKYAAPHbBIE U 00UHOY -
Hble NOAUMODPDHbIE HCenyOOUKO8bLe IKCMPACUCHIOND.

B odunamuxe 6 IIK (aseycm 2021): anemus,
MOHOUUMO3 (CM. mabauyy, puc. 2); CblBOPOMOUHOE
acenezo — 47 mrmonv/n, gheppumun — 898 mre/n,
kpeamunun — 103,2 mkmons/n (pacuemuas ckopocmao
KAybouroeoil purompauyuu — 65,71 ma/mun/1,73 m?),
dpyeue noxkazamenu — 8 Hopme.

O0bCYXAEHUE

IIpencraBieHHBIN caydail TTPOIEMOHCTPUPOBAT TPYI-
HOCTU Bepu(dUKALMKU IeMaTOJIOrMYecKOro 3abosieBaHusl,
pa3BUTHE PA3IMYHBIX OCJIOXHEHWI KaK caMoro 3aboJie-
BaHMS, TaK ¥ METOMIOB €ro JiedeHMsI. Y IMallleHTa C BhIpa-
JKEHHOI aHeMMeil BCJIEICTBUE IeMOJIM3a SPUTPOLUTOB U
Hea((EKTUBHOTO SPUTPOIT0I3a, HE3HAYUTEIbHON 3 deK-
TUBHOCTBIO OT TepeiuBaHus DM IOCTUTHYT HEKOTOPBIA
TIOJIOXKUTEIBHBIA 3(P(PEKT OT IPOBOAMMON XUMHOTEpa-
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MU (CHIXEHWE TPOMOOLIMTO3a U MOHOIMTO3a). Teparnus
XeJIOTOpaMH TT03BOJIMJIA B TEUCHME HECKOJIBKUX MECSIICB
KOHTPOJIMPOBATh CONEpKaHUE XKeJie3a B OpraHu3Me U CHU-
3UTh PUCK MOPaKEeHUs pa3IMIHbIX opraHoB mpu ['X.

VY oompubIx MJIC xoHnentpaumst HGB <90 /a1 ms
MyX4uH 1 80 I/ — ISt XKeHIIUH SBISIeTCS] He3aBUCUMBbIM
¢akTOpOM TIPOrHO3a, CBI3aHHBIM C BEICOKMM PUCKOM (hba-
TaJIBHBIX CEPIACYHO-COCYIMCTBIX OCTOXHeHU. TpaHchy-
3un DM pekoMeHI0BaHbBI BceM 00JIbHBIM ¢ ypoBHeM HGB
<80 r/a ¥ ¢ KIMHUYECKUMHU CUMIITOMaMU YMEPEHHOI aHe-
Muu (pekoMmeHaauus yposHs D) [27].

Kpurepusimu guarHoza XMMII gsnsitoTcst Hanu-
yue B I1K mnepcucrteHTHOro MoHouurtosa >1+10°/n1 npu
comepxkaHuM MoHoIMTOB >10% Tipym moacdere JeHKo-
rpamMbl. XMMIJI moapasznenstor Ha mnponaudepaTuBHBIN
(WBC>13+10°/1) u mucrutactudeckuin (WBC<13+«10°/x1)
TUnbl. PekoMeHmyeTcs BoiaeaeHUe 3 MOATPYII:

* XMMJI-0 (<2% 6nactoB B [1K 1 <5% B KM)

* XMMJI-1 (2—4% 6aactoB B [1K 1 5—9% B KM)

* XMMJI-2 (5—19% 6nacroB B [1K 1 10—19% B KM)

[28].

C uenblo paHHel BeprDUKALMU TeMAaTOJIOTUICCKOM
MMaTOJIOTUM TepaleBTaM BaxKHO 0OpallaTh BHUMaHUE Ha
JIeiKolMTapHyto hopMyJy.

ITpu XMMJI Hanuyue JeKoMTO3a C BHICOKUM MOHO-
IIMTO30M He SIBJIICTCS TTOKa3aHMEM K Ha3HAYCHUIO IIMTO-
crathyeckoir Tepanuu. IlokazaHueMm K JEUEHUIO CIYXUT
MOJABJICHNE HOPMAaJIBHBIX POCTKOB KPOBETBOPEHUS, Pe3-
KOBBIpaXXKCHHASI CIUICHOMETANINS, HAJIMINEe SKCTpaMemyI-
JISIPHBIX OYaroB OIYyXOJIEBOI0 POCTa, CUMIITOMOB MHTOKCH-
Kauuu. [IpemapaToM BeIOOpa SBJISIETCS THAPOKCHMOYEBMHA
[29].

Bropununsbnii I'X y manmeHta BepupULIMPOBaH depe3
10 Mec oT Havasia 3aMeCTUTEJIbHOM TpaHC(hY3MOHHOM Tepa-
nuu DM, 1iocie noaydeHus 3a 31o BpeMs okosio 30—40 no3
OM. MsBecTHO, 4TO Kaxmag TpaHchysus 250 ma DM
cogepxut 200—250 Mr xeyesa [6], a meperpyska MOXKET
BO3HUKHYTh yXe mnocie 20—25 TpaHcdys3uii, Tak KaK CO-
JIepKaHMe Xejie3a B OpraHN3Me pelMITNeHTa YBeTMUUBACT-
cg oyt BaBoe [1, 6, 27]. K coxaneHuro, manydeHT moka
He o0cJieIoBaH Ha HaJlu4yue HaciaeacTBeHHoro I'X, Tak Kak
BO3MOXKHO COUETaHUE IIEPBUYHOTO ¥ BTOpUuHOTO ['X.

JmarHOCTUPOBAaHO TOpaXkKeHUE CEPAEeIHO-COCYINCTOM
cuctembl B Buae XCH ¢ coxpanennoit ®B u ymepeHHO#I
JieroyHoit runepreH3uu. Kpome toro, npuunHoit XCH mo-
TYT OBITH apTepuabHas TUIIEPTEH3US U aHeMusa. B cBs3u
¢ orcyrcTBueM aaHHBIX MPT cepauia B pexxume T2 MOXHO
b npeanonarath I'X cepana.

IMonywaer xenmaTtopHyio Tepamnuio aedepasupokcoM C
BecHBI 2020 I. o HacTosIIee BpeMs. AHaIU3Upys dpdex-
TUBHOCTb JICUEHHUSI C MCIIOJb30BaHUEM Jedepasupokca,
cJIelyeT OTMETUTh TMHAMUKY ITOKa3aTesieil ChIBOPOTOYHOTO
XKeJe3a u pepputuHa, Kodpduumenta HTXK.

HavanpHasa mo3a coctaBiasger 20 MI/KT IepopaabHO
1 pa3 B neHb. Mcxonst U3 TepaneBTUYECKON 1€ U OTBETa,
KOPpEKILMs I03bl JOJDKHA ITPOBOAUTBLCS Kaxable 3—6 Mec



B 3aBUCHMOCTH OT YpOBHsI ¢heppuTHHA C 11aroM S5—10 mr/Kn
Hoza — 20 Mr/Kr/cyT CTaOMIM3HMpYeT CpeaHee 3HaueHUE
deppuTrHa U OANEPXKUBACT COACPKAaHME XKeie3a B TKaHU
neueHu. Jlo3a 30 Mr/Kr/cyT CHIKaeT ypoBeHb (peppUTHHA,
comep:KaHHe Xejie3a B TKaHW IMeYeHU 1 MIOKAape U IT03BO-
JISIET JOCTUYb OTPULIATEIbHOIO OaaHca xkenesa [1, 6]. Jlo3y
MperiapaTa OKpyIJISIIOT 10 OJIM3KOTO pa3Mepa 1eJIoi TabeT-
ku (125, 250 1 500 mr).

HeobxogumMo oTMETUTB, YTO colepKaHue (peppUTHUHA
PEKOMEH/IyeTCsl OMpeaeuTh B 1e010Te 3a00JIeBaHUSI U OT-
cleXuBaTh B nuHamMuke. MccnenoBanue (GpeppOKMHETUKI
MIPOBOIAT HE paHee 4eM depe3 14 mHeit mocie mociaenHei
TpaHCchy3UU TOHOPCKUX IPUTPOLIMTOB, BHE MHMEKIIMOH-
Horo anu3oxaa [27].

Kpome Toro, BepruhuiIpoBaH UIIEeMUISCKAN MHCYIBT
B CHUCTE€ME IIPaBOM CpeaHE MO3rOBOM apTEpUM M OKKIIIO-
3MOHHBIN TPOMOO03 INTyOOKHMX BEH JIEBOM HUXKHE KOHEUHO-
CTH, KOTOPBII MOXHO paclieHUBATh KaK OCJIOXHEHHE KITI0-
HaJIbHOTO TPOMOOIIMTO3a.

3AKJTHOYEHUE
[Mpu BegeHUM ManMEHTOB TeparieBTaM W BpayaMm 00-
el MPaKTUKU BaXXHO oOpaliaTh BHUMAaHUE HE TOJIBKO
Ha U3MEHEHME KOJIMYecTBa JIEHKOLMUTOB, HO U Ha CIBUT
B JIeiiKoluTapHOU (hopMysie — KaK OTHOCUTEJIbHBIN, TakK
n (0COOCHHO) aOCONIOTHBIN. 3HAHWE IPAKTUKYIOIIUMUI
BpayaMUd KpUTEpHEB YyCTaHOBJeHMs nuarHosza [X, ero
OCJIOKHEHWI W TIpUHIMIIOB TEepariMKi TMO3BOJUT CBOEB-
pPEMEHHO WHUIIMUPOBATH XKEJIe303aBUCUMYIO Teparuio,
YAYYIIUTh KQU€CTBO KM3HU U BbIXKMBAEMOCTD IMaI[MEHTOB,
TaK Kak IOpaxKeHUe Cepllia NPU HeJe4yeHOM TpaHChy3u-
OHHO-3aBUcHUMOM ['X accolluMpoBaHO C HEOJAroMpusIT-

HBIM IPOTHO30M.

k ok ok

Asmopul 3as64510m 06 omcymcemaeuu
KOH@AuKma unmepecos.

Hccnedosarnue He umeno (hpuHanco8oil N000epICKU.
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FROM ANEMIA TO HEMOCHROMATOSIS. HOW TO SAVE THE HEART?
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The paper presents the clinical case of the patient with chronic myelomonocytic
leukemia, development of secondary post-transfusion hemochromatosis with the
possible cardiac involvement and chronic heart failure, pulmonary hypertension,
as well as deep vein occlusive thrombosis of the left lower extremity and
consequences of ischemic stroke as complication of thrombocytosis.
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