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THERAPY AND PREVENTION OF ANEMIA AND IRON OVERLOAD IN
MYELODYSPLASTIC SYNDROME PATIENTS
(Lecture)

Romanenko N.A.
Russian Research Institute of Hematology and Transfusiology, Russian Federal Medico-

biological Agency, Saint-Petersburg, 191024,2nd Sovietskaya str., 16.

In the lecture are presented WHO classification (2008) of myelodysplastic syndrome, IPSS and
WPSS prognostic scoring scales, discussed any mechanisms of development anemia and the
ways of its correction by red blood cells transfusion and recombinant epietin agents, and also
shown possible factors of iron overload development and the ways of its prevention and

treatment.
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BBEJIEHUE

Muenogucinactuueckuit  cuaapom (MZIC) — rereporeHHass rpymnmna OITyXOJIEBBIX
3a00/IeBaHUN  CHUCTEMBl KPOBETBOPEHHUS, IMpPH KOTOPHIX TOpaKaeTcsi MOJUIMOTEHTHAs
reMOIo3THYeCcKasl KJIeTKa, OHM XapakTepusyrorcs aucmiazuei 6onee 10 % KIETOK KOCTHOTO
mo3ra (KM), HesddexkTHBHBIM TeMorno’3oM. OCHOBHBIMM JIMarHOCTUYECKUMH IpPHU3HAKAMU
MJIC sBastoTCS OJOHO-, JABYX- WJIM TPEXPOCTKOBas LUTONEHHMU: 1) aHeMus (C ypoBHEM
remornobuna <110 r1/m), 2) HelTpomeHus (C aOCONIOTHBIM COJAEp)KaHUEM HEHUTpOodHIOB
<1,5x10%/1), 3) TpombormToneHus (¢ ypoBHeM TpoMOoruToB <100x10°/1), BRIABIAIOIIUECS TIPH
MOBTOPHBIX HCCIIIOBAaHMIX, HE UMEIOIME MHOM MPUYHMHBI I UX BO3HUKHOBeHHs. HambGonee
gacto BbIABIsAeTCs aHemus (y 85-90% maunMeHToB), HECKOJIBKO peXe — JICHKOMEHUs C
Hertponenueit (oxomo 50%) u TpomOommTonenus (mpubauzurensHo y 50% O6ompHBIX) [1].
Anemusi ¢ ypoBHeM remornoouna meree 100 r/n y GompHbix MJIC BoisiBnsietcss B 80% [2].
Taxxe cienyer OTMETHTh, YTO aHeMus cpeau Bcex BapuaHToB MJIC sBISETCS OCHOBHBIM
IIpOsIBJIEHUEM 3a00JIeBaHHUsS U BBIABISAETCS y OOJIBIIMHCTBA MAIMEHTOB, 3a MCKIIOUEHUEM
pedpakrepHOil UTONIEHUH ¢ YHUIMHEHHON auctuiazueit (PLIY J]) nnu OmnuHeHON nucia3ue,
MPOSBIISIONIUXCS TOPAKEHUEM H30JUPOBAHHOTO HEUTPOPHUIBLHOTO WIW/U TPOMOOIUTAPHOTO
poctkoB (Tabm. 1).

AHeMus Ipu OHKOJIOTUYECKUX 3a00JI€BaHUSAX MPUBOAMT K YXYALIECHUIO KaueCTBa JKU3HH,
BbI3bIBas MHOIOOOpa3HyI0 CHUMITOMAaTHKYy, BKJIIOYAIONIYIO: JIENIpecCHi0 (YTHETEHHOCTb,
HEPBO3HOCTh, Pa3APAXKUTEIHHOCTh, AAMHAMHUIO), OBICTPYIO YTOMIISIEMOCTh, C1a00CTh, TOIIHOTY,
TOJIOBOKpPYKEHHE, OJIBIIIKY, ceprieOneHne, oTepro Tpy10cnocoOHOCTH. Bee Bhlecka3anHoe, B

KOHEYHOM CYETe, BEJIeT K Jie3aaNTallid B CEMEHHOU 1 OOIIECTBEHHOM KU3HU [4].

Tabauua 1

BO3 xnmaccudukamnms muenoaucriactuaeckoro cuaapoma 2008 r[3]

BapI/IaHT MUCJIOAUCIIIACTHYCCKOI'O CHHAPOMA Bapuant nproneHun

Anemust | Heiitpo- | Tpom6ommro-
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MIEHUs MIEHUS
PILIV ]I - PedpakTepnas anemust + - -
PIIY /] - PedpakrepHas HEHTpONeHHSI - + -
PIIY ]I - PedpakrepHas TpoMOOIIUTOTICHHS - - +
Pedpakrepnass  uuTomeHus ¢ OWITUMHEHHOMN + + +
IUcIUIa3suen

PAKC - PedpakrepHas aHeMusi ¢ KOJbIEBBIMU + - -
cusepodIacTaMu

PLIM/] - Pedpakrepnas LIUTOIECHUSA c + + +
MYJIbTUIMHEMHON AUCIIa3HE

C m3onupoBanHoi del (5q)- curapoMom + -

PAUB-1 (PedpakrepHas aHemMus ¢ H30BITKOM + + +
6s1acToB 1)

PAUB-2 (PedpakrepHas aHemus ¢ U30BITKOM + + +
6Js1acToB 2)

PAUB-® — (MJC ¢ muenodudpo3om) + + +
MJIC neknaccuduuupyemsblit + + +

OCOBEHHOCTHU TEYEHUSA, KTIACCUPUKALNA U ITIATOT'EHE3
AHEMMUMU ITPU MJIC

Anemus y nanueHToB MJIC nmMeeT HeKOTOpble 0COOEHHOCTH, OTIMYAIOIIUE €€ OT AHEMUU
XPOHHYECKOTO 3a00JIeBaHMs y COMAaTUIECKUX OONBHBIX: 1) HECTAOMILHOCTh TEUCHUSI AaHEMHUU 32
CUEeT TMpOorpeccupoBaHMsi 3a0ojieBaHUS U CaMOM aHEeMuHW; 2) TOKCUYECKOE BIIHMSHHE
xumuoTepanuu (XT) Ha KpOBETBOPHYIO W JApyrHWe TKaHW OpraHu3Ma; 3) ITaHIMTOIICHHUS,
UMMYHOCYTIpeccusi; 4) cepleuHas WM JApyras OpraHHas HEAOCTaTOYHOCTh, OCOOEHHO Yy
MAIMEHTOB MOKUIIOTO BO3pacTa.

Bce st ocobeHHocTH TpeOyrOT aneKBaTHOW KOPPEKLHWHM aHEMUH, I103BOJISIONIECH
obecreunTh 0€30MacCHOCTh ISl JKU3HU TAIlMeHTa, 0COOeHHO B mepuon X1 JedeHws, a Takke
yIy4YIIUTh BBDKUBAEMOCTh W KadecTBO kH3HU OonbHbIX MJIC. OnHaKko KOppEeKIus aHEMHUH C
MOMOIIbIO TEPETUBAHUM SPUTPOLUTHON Macchl (OM) MOXKeT B JajJbHEWIIEM BbI3bIBATH
NocHenCTBUsL  (TEeMOCHAEPO3, TPAHCMHUCCHBHBIE WH(EKIMH), TpPeOYIOUHe CIEMUaTbHOTO
neuenus. [lostomy, ¢ BblllecKazaHHBIM HEOOXOAMMO CcGOPMYIUPOBATH LETU  AJIA
COIIPOBOJUTENbHOMN Tepanuu y 601abHbIX M/JIC:

* KowmmeHcupoBaTh COCTOSHHE, yrpoxaroliee >XU3HU OonbHOro. Hampumep, mpu TsHKenoit
crenenn anemuu (Ta6um. 2) HasHagaroT nepenuBaHus M.
*  VBEeIWYHTH OOIIYIO TPOJAOKUTEIHHOCTE XU3HU. Hanpumep, At npoQUIakTUKY U JICUSHUS

IeMOCHIEpO3a, BO3HMKAIONIETO  BCJIEACTBHE  HEI(P(EKTHBHOTO  3PHTPOIIOI3A u
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MHOTOUHCIEHHbIX  TpaHchy3uit  sputporuroB  (TD), mpuMeHSIOT  mpemnapartsl,
CIOCOOCTBYIOIIUE BBIBEICHUIO XKelle3a U3 opranusma [5].

*  VYIyuymmTh KaueCTBO H3HHU OOJBHBIX MyTeM KOPPEKIMHU aHEMUHU C MOMOIIBI0 TpaHchy3uit
SPUTPOLIUTOB U Ha3HAYEHUS IPErapaToB peKOMOMHAHTHOIO 3putpornosTuxa (3I10).

*  VYamuaute mnepuox 0e3 TpaHCY3HWH SPUTPOLUTOB WM COKPATUTh 3aBHCUMOCTH OT
TpaHchy3uii y TAIMEHTOB, paHee HEOJHOKPATHO TOJYYaBIIMX TMepenuBaHus OM

(maznauenueM npenaparos DI10).

Tab6muma 2
BO3 xnaccudukarus XpOHHYECKON aHEMUN TIO CTETICHH TSHKECTH
CreneHp TSHKECTH Kpurepuu Tsoxectn aHemuu 1o kinaccudukanuu BO3,
ypoBeHb Hb (1/11)
1 — nerkas 95-110
2 — yMepeHHast 80-94
3 — BbIpayKCHHAs! 65-79
4 — Tspxenas (yrposkaronas <65
YKU3HU)

B passutunm amemun npu MJIC y4yacTBYIOT MHOTOYMCIEHHBIE MEXAHU3MBI, CpeIu
KOTOPBIX BBIACISIOT cienyromue: 1) HeaddexkruBHpli sputponod3 (B KM npu MJIC uacto
HaOJI01aeTCsl PE3KO YCHIIEHHBIM ApUTPOUIHBIA POCTOK, B TO BpeMsl Kak B nepudepuueckoit
KpOBHU — aHEMHs); 2) TeMoau3 (yMEHBIIAETCS MEePUOoa JKU3HU ApHUTpoIruToB co 120 mo 60-90
CYTOK); 3) BBITECHEHME HOPMAaJbHOTO IE€MOIO33a M 3aMELICHHE ero NaTOJIOTHYECKUMHU -
OMmyXoJiIeBbIMU KJIeTKaMu (Oonbine xapakrepHo st PAWB-2); 4) napymenue merabonuszma
JKejle3a U TOCTYIUIEHHS €ro B KJIETKH SPUTPOHA, BCIEACTBHE DPAa3BUTHUS (PYHKIHMOHAIBHOTO
nepunmuTa sKene3a; 5) HHU3Kasg UYYyBCTBUTEIBHOCTh APUTPOIMOITHHOBBIX perentopoB (OP)
SHJIOTEHHOMY 3pUTPOINO3TUHY (D) WIM HEAOCTaTOYHAsl MPOAYKLHUS camoro 33 B OpraHusMe
MaUeHTa; 6) cynpeccus 3pUTPOUIHBIX MTPEAIECTBEHHUKOB POBOCTIATUTENbHBIMY LIMTOKUHAMU
(®HO-0, unrepneiikun-1, untepdepon-y u 1p,); 7) muenocymnpeccuBHbll 3pdext XT; )
HapylieHue nuTanus (AeduIuT xene3a, BUTaMuHa By, u GoaueBoit KUcmoTel); 9) XpoHUYEeCKre

kpoBoTeuenus, JIBC-cunapom.

NnoAXOAbI K JIEHEHUIO AHEMUHA Y TAIUMEHTOB M/IC
Hcxons u3 ocobeHHocTel matoreHeza anemuu npu MJIC, cymiecTByeT psj MOIX0I0B K
ee Teparnuu:
. AHTUIIMTOKMHOBas Tepanus. Ha mpakTuke mokazana HU3KYI 3(()EKTUBHOCTh, TaK Kak

11 JOCTHIXKCHHUSA AaHTHIUMTOKHHOBOI'O 3(I)(I)eKTa, MNo-BUANMOMY, HCO6XO,Z[I/IMLI Impenaparbl, HC
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IMpOCTO YMCHBINAIOIMIHUEC KOHHOCHTPAIWIO HIHUTOKWHOB B KpPOBH, a IPAKTHYCCKU IIOJHOCTBIO

6J'IOKI/Ipy10H_II/IC HX BBIXOI B KPOBOTOK.

. XumuoTepanus — yanie npumensiercsa y nauupeHtoB M/IC ¢ PAUD 1 unu 2.
. Tepamnust THIOMETHUIMPYIOLUMU TIpeniapataMu (HampuMmep, S-a30UUTUINH, TeIUTa0NH).
. NmvmmyHomMoaynsTopbl  (Hampumep, JieHanuaomuna) — vy  manueHtoB  MJIC ¢

M30JIMPOBAHHOM Aenenuen 5q.
. [IpenapaTsl pPEeKOMOWHAHTHOTO SPUTPONOITHHA 3(PPEKTUBHBI NPEUMYIIECTBEHHO Y
MAIMEHTOB ¢ HU3KUM U IPOMEXYTOUHBIM puckoM mno mkaiue [PSS (Tabmx. 3).
. [Tpenapats! xene3a npu MJIC npumeHstoTcss peiko (B OCHOBHOM €IlIe /10 OCTaHOBKU
JIMarHo3a) B CBS3M C TeM, YTO IpU JaHHOM 3a00JIEBaHHM B reHEe3¢ aHEMHUH MPEUMYIIECTBEHHO
uMeeT MecTo HedI()(HEKTUBHBIA SPHUTPONOI3 M TEMOJHM3 DPUTPOIMTOB, HYTO CIPABEIIHBO
HACTOPaXXMBAET Bpaya B OTHOILEHUH MEPErpy3KH OpraHu3Ma Kelle30M.
. BuTtamuHbI moka3aHsbl, MPEXe BCETO, MPU UX IePUIIUTE.
. Tpancdy3uu 3pUTPOLMTOB — 3TO 3aMECTUTENIBHBIH METOJ| JICYEHHs, UMEIOIIUN camoe
HIMPOKOe NpuMeHenue y nanuento M/IC.

Tabnuua 3

bannsHas orneHka npornoctudeckux axktopos 1o mkane IPSS [6]

[loka3arenb KonuuecTBo 6anos

IIporaocrtnueckuit 0 0.5 1.0 1.5 2.0
dhaktop

BIACTEL B KOCTHOM |\ opiie 5 % 5-10 % — 1120 % | 21-30 %
MO3re

IIpornos ¢ yuérom (Xopommii: Hop-| [Ipomexxyrounsriit: |ILmoxoii: anoManuu

XapaKTePUCTUK Mma, del(5q), | +8 xpomocoma, 2 | 7 XpOMOCOMBHI, — —
KapuoTHna del(20q), -Y | aHomanuu u Aap. > 3 aHOMaJIMuU

Luronenus

(KOMM4YeCcTBO /1 23 o o o
MOPaKEHHBIX

JIUHUIN)

ITo cymme GaisioB ompeaensiercs: mporuo3: 1) nuskuii — 0 6amios, 2) npomexyrounsiid-1 — 0,5-1

Oai, 3) mpoMexxyTouHbii-2 — 1,5-2 6ama, 4) Beicokuii — 2,5 6aina.

TPAHC®Y3UHU SPUTPOLIUTOB
[IepenuBaHus 3pUTPOLIMTOB UCIHOJB3YIOT JUIsi KOPPEKLMU BBIPAKECHHOM M yrpOKAOLIEH
KU3HU TalueHta creneHu TsokecT aHeMuu (Tabm. 2). OHu MO3BOJSIOT OBICTPO MOBBICUTH
ypoBerb Hb 1o 90-100 r/n. OpgHako BO3MOXHBI OCJIOKHEHHS M TOOOYHBIE PEaKIINU:

reMOCHIEp03 BHYTPEHHHMX OpraHoB (mpu TpaHcdysuu Oomnee 20 103 3pUTPOLUTHOM Macchl),
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aIJIOMMMYHU3aIIMs, JaTeHTHBIE TpaHCcMuUccuBHBIe nHpekuu (BIUY, BupycHbie renatutsl B u C,
LIMB u n1p.), ummyHocynpeccus (0OCOOEHHO y MalMeHToB, nonydatoumx XT), ocTpas Jerodyxas
HEIOCTaTOYHOCTh, MOCTTpaHC(HY3MOHHAS MypIypa, Peakuus TPAaHCIUIAHTAT MPOTHB XO35SUHA,
OCTpble U OTCPOUYEHHBIE TpaHCPY3HMOHHbIE peakuuu. Bce BbllIeCKa3aHHOE JUKTYET
HEO0OXOUMOCTh COOIOZICHUS )KECTKUX KPUTEPHUEB /71l HA3HAUEHUS MEePEeTUBaHUN IPUTPOIIUTOB.

Crnenyer momyepkHyTh, 4To B EBpome mnepenuBaHus DM OOBIYHO HAYMHAIOT TIPH
CHIDKEeHUU ypoBHS reMornobuHa meHee 80-100 r/x [7]. OqHako pekoMeHIyeTCsl MHIUBHYaTbHO
OLIEHUTH MOTPEOHOCTh B reMOTpaHC(y3UsIX B 3aBUCHUMOCTH OT I10JIa, BO3pacTa, MPUCTPACTUS K
KYpPEHHIO, HAIMYUS CepAeUHO-COCYTUCTHIX 3aboneBanuii. MIHpIMU clioBaMu, HEOOXOIUMOCTH B
Tpanchy3ussix OM ompenensercss He TOJIBKO J1a0OpaTOpHBIMU TOKazaTeslsMu (YpOBHEM
reMorJIoOMHa WM TEeMAaTOKPUTa), HO M KIMHUYECKOH CHUTyaluedl KOHKpPETHOro OOJIbHOTO,
KOTOPYIO MOXET o1leHuTh Bpad. [loatomy mist nanpieHToB MJIC yCIOBHO MOKHO BBIJAEIUTH TPHU
KaTeropuy B 3aBUCUMOCTH OT KJIMHUYECKON CUTYallMU U BO3pacTa NalueHTa.

1. TlammeHTsl MOIOAOTO BoO3pacTa ©€3 COMYyTCTBYIOIIEH CEpACUYHO-COCYIUCTON
[IATOJIOTUH, KOTOPBIM BHEpBble poBoAAT TO. VM cTraparoTcsi 10 BO3MOKHOCTH, €CJIH MO3BOJISET
COCTOSIHME OOJBbHOTO, OTOABMHYTH HAyalo TpaHC(y3Uil SPUTPOLMTOB (HaNpUMeEp, HazHadas
npenapatsl O110), Tak kak B OyayieM CylecTBYeT PUCK Meperpy3ku opranusma xenezom. s
3THUX MAlMEHTOB MoKa3zaHueM Juist TD ciyXuT ypoBeHb remorioonna <70-80 r/i1, u JOBOAAT €ro
00br9HO 10 80-90 /1.

2. TlanueHThl, KOTOPHIM paHEE YXKe TMPOBOIWIA TEepeIUBaHUs SPUTPOLIUTOB, HE
MMEIOIINE CEepPACUYHON HEIOCTATOYHOCTH. /[ HMX MOKa3aHMsI MOTYT HECKOJIBKO pacIIUpSITHCS
(ypoBeHb remoriobuna <80-85 1/1), a mnanka nenaeBoro ypoBHs Hb mosermaercst 10 85-100 1/,
YTO NO3BOJISIET COKPATUTh YaCTOTY ITOCIUTAIN3ALUH.

3. TlamumenTsl moxxusoro Bo3pacta (75 net u crapiie), a Takke OONbHBIE C CePACUHON
HEJOCTAaTOYHOCThIO. J[1s HUX mokazaHueM aisi TO MOXET CIIyKUTh TeMOTJIO0HMH C YpOBHEM
<100 r/m.

OueHp BaXHO B X0J1€ mepenuBaHuii DM KOHTpOIUpoBaTh UX 3G GeKTHBHOCTH. [ToaToMy
JUTSI UX OIICHKHW Ha CJICIYIONTUH JIEHb MOCJe TeMOTpaHC(y3Uil UCCISAYIOT TeMOTpaMMy U 0OIIriA
aHanu3 Moyd. ONTUMaJbHBIM OTBETOM Ha KaXIyH MEpEeuTyro n03y OM, coaepxkamryro 200-
260 M1 3pUTPOLIUTOB, CIEAyeT CUuTaTh MoBbimeHne ypoBHs Hb Ha 10 r/n1 u3 pacuera na 70-80
Kr mMacchl Tena [8]. OqHako Takoil MpUPOCT reMOrJI00MHA Yalle MOXKHO 0KHIATh y TMAIllUEHTOB C
HOpMaJbHBIM KPOBETBOPEHHEM. Y TMAIMEHTOB K€, UMEIIUX JePEeKT 3pUTPOIOI3a, HE BCernaa

YAacTCAa IOJIYyYHUTh ONTHUMAaNbHEINA OTBET. Y HHUX YacTO KOHCTAaTHPYCTCA YaCTUYHBIA OTBET ITOCIIE
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Tpanchysun DOM B BHIE YBEIWYCHHUS YpPOBHS TeMmorioOmHa Ha 5-9 1/m wim  (pexe)
MUHUMANbHBI OTBeT — TmoOBBIMIeHHe Hb nmumps Ha 1-4 1/1. MUHMManpHBIA OTBETa Ha
reMoTpanc(y3uro ciieayer pacleHHBAaTh Kak HEIOCTaTOYHO YP(EKTUBHBIM, YTO TpeOyeT MoucKa

IMPUYUHBI PE3UCTCHTHOCTH, MHOT 1A HGO6XOJII/IMO IIOMEHATH BU /L HpOTI/IBOOHYXOJ'IeBOI\/II TEpaIrnu.

CJIYYAU KIIMHUYECKOI'O HABJIFOJAEHUSA

Knunnueckoe Habmronenue 1. bonpnoit JIBB, 67 ner, (Macca Tena 108 kr) Habmrogancs B
remarosniornueckoit knmuHuke ®I'BY «PocHUU remaronoruu u tpancdysuonorun» OMBA c
centsiops 2009 roma ¢ amarnoszom: MJIC, pedpaktepHas aHemusi ¢ H30BITKOM OJIacTOB 2.
ConyrctBytommii  nuarno3: WBC, crenokapauss Hanpsokenus 11 @K, Cepneunas
HepocTaTouHOCTh Il cT. 'mnepronnueckas 0onesns 11 cr.

Temorpamma (02.12.2009): Dpurpouutsl - 2,31x10'%/1, Hb - 72 r/n, remarokpur (Ht) —
20,1%, nedikormTsl - 0,9%10°/1. ®opmMysa: 61acTsl - 4%, HEUTPOPHIIBI MATOUKOsAEPHbIE (11/51) -
4%, cermenTosiiepHsbie (c/s1) - 3%; r03uHOGUIBI (303) - 1%, 6a3oduisl (6a3) - 0%, TUMOOITUTHI
(¢prr) — 85%, MonoMTEI (MOH) - 3%. TpoMGouuts! - 14x10°/1.

Muenorpamma (03.12.09): muenokapuonutsl (ML) - 153x10%/1, Merakapuonutsl (Meru)
- 18,6x10%n. Heiitpopunbubiii psaa: Omactel - 10,8%, npomuenouutsi (mpomir) -2,6%,
MHETOIUTHI (MIT) - 8%, MeTamuenonuTsl (Metami) - 10,6%, /s - 14,6%, c/s - 15,4% (Bcero:
62%). D03. - 12,8%, 6a3. - 0,4%, ndu-9%, mon.-2,6%. Ilnazmatudeckue wnetkun — 1,6%.
OputpounHeiii poctok (Bcero) - 11,8%. KocTHOMO3roBoW MyHKTAT HOPMOLETIONIISPHBIN,
Ooratblii TEMOIMOITUYECKUMHU JJIEMEHTAaMU BCEX POCTKOB remoross3a. HelTpodunbHbii u
SPUTPOUTHBIA POCTKHM C BBIPAKEHHBIMH TMPU3HAKAMU AWCIUIA3UU. bBIacTHBIE SJIEMEHTHI ¢
MpU3HAKAMU aHAIUIa3HH.

[Murorenetnueckoe nuccaenopanre KM (03.12.09): kapuorun komruiekcHsiin: 43XV, add
(2)(q37), -7, -8, add(12)(q13), -14, -5 c Bapuarusmu [20].

[IpoBonunace tepanus: neruradbud no 20 mr 1-5 auu (4 nukiia), 3no3TuH anbda mo 150
ME/xr 3 pa3a B Henemo moakoxxHo (12 Henens) — 6e3 adgdexra. [Iposeaeno 9 nepenuBanuii M

(2200 M — 9 equaN OM: o 1 DM 4/3 nenp) B Teuenue 2,5 neaensb (Tadm. 4).

Tabmnura 4

JluHamuka ypoBHsI reMOTJI00MHA B MPOIIECCe U TOCe MEePEUBAHUNA SPUTPOLIUTHOM MaCChI

973



WWW. MEDLINE.RU, TOM 13, TEMATOJIOI'MA, 15 AEKABPA 2012

ITanuent JIBB ITanmentka IIT'U
[Tepuox ucciemno- Hb (r/m) [Tepwon nuccnemno- Hb (/)
BaHUs BaHUs
Jlo navama TO 72 Jlo nagama TO 51
(denn 0) (denb 0)
1-i1 nenp nocne TO 102 1-i1 nenp mocne TO 82
(17 neHn) (7 neun)
11-#1 neus mocie 63 22-1 ne”b Mmocie 78
T3 (28 nens) T3 (29 nenn)

B xone TD y GonpHOro oTMeuasncs MHUHMMAJIbHBIA OTBET: IMepelvBaHue Ha oaHy OM
MIPHUBEJIO K MPUPOCTY YPOBHS TeMOTTI00MHA 7103y B cpeHeM Ha 3,3 /1. YUHThIBas, YTO MAIUEHT
gacto nonydan TO (B TeueHue 7 mecsueB cocTaBwio 52 TD), BO3HHUK PHUCK INEperpy3Ku
OpraHu3Ma eje30M: YPOBeHb (epputuHa ¢ 686 HI/MII B T€UeHHE 7 MECAIEB TOBBICHICS O
1790 ur/mn. OpHako, ¢ ydeToM BbICOKOro pucka mo mkaine IPSS (Ta6xa. 3), cocraBuBmieit 2,5
0a/ia ¥ IIOXOTO MPOTHO3a B OTHOIICHWH BBDKHMBAEMOCTH, MPOBEJCHHE TEPaIllUU XeIaTopaMu
xKese3a ObLIO HE 11e71ecoo0pa3Ho.

Knunnueckoe nHabmonaenue 2. bompnas [1I'U., 57 net (Macca tena 67 kr), HaOIrOMaeTCS
Hamu ¢ Mapta 2010 rona ¢ quaraozom: MJIC, uzomupoBannas del 5q-.

Temorpamma (05.04.10): Dpurporuter — 2,64x10%/m, Hb - 81 r/n, Ht — 24,3%,
neikonutsl — 2,6x10%/1. ®opmyna: Gmactel - 0%, Heirpoduasl Metami — 1%, /g - 4%, c/4 -
36%, 503 - 1%, 6a3 - 0%, nd11 - 55%, MoH - 3%. TpomOoUUTEI - 298x10°/11.

Muenorpamma (06.04.10): mxr - 75%10%/m, meru — 43,4x10%n. HelitpodunbHbli ps:
omactsl - 0,4%, mpomit - 2,2%, mi — 8,8%, metamil — 13,0%, n/a — 18,4%, c/s — 22,2% (Bcero
HehTpopmin. 65%). Do3. — 5,6%, 6a3. - 0,4%, ndpu — 18,4%, mon - 2,6%. [lnazmaTudeckue
KieTku — 2,8%. DpuTpouaHbiii pocTok (Bcero) — 5,2%. KM HOpMOIEIOUISpHBIN, YMEPEHHOE
YHCIIO )KUPOBBIX MYCTOT, IOCTATOYHOE YHCIIO YYACTKOB CHHIIMTHSA, OOTAThIX T€MOMOITHYECKUMU
aneMeHTamMu. [Ipu3HaKku MUCIUIa3HH BBIPAKEHBI. DPUTPOTIOI3 PE3KO CYyKeH. MerakapuomuToB B
npenapate  >100 ¢opm, OONBIIMHCTBO AMCIUIACTHYHBIL, OTACISIOT IOBBIIIEHHOE YHCIIO
TUTACTUHOK.

[{urorenernueckoe ncciaeaopanue koctHoro mosra (06.04.10): 46XX, del 59-(q15;933)

[20].
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[TpoBomunace Tepanusi: CanmgummyH (Smr/kr) + JlapOsmoatuH anbda (6,75 MKI/KT
MOJKOKHO OJMH pa3 B 3 HeJenu) B TedyeHue 3-Xx MecsleB — 0e3 addexra — aHemus
nporpeccupoBaia (¢ amnpens 1o ceHTsops 2010 r. ypoBers Hb ¢ 81 r/n yman mgo 51 r/m), uro
noTpedoBano HazHadeHus: T (Tao. 4).

[Tocne mepenuBanmii 3-x 103 OM (720 mur) ypoBerr Hb Beipoc ¢ 51 r/n no 82 r/x, T.e.
npubaBka reMorio0uHa B pacuere Ha 1 703y coctaBmia B cpenHem 10,3 1/, 4To pacueHEeHO
ONTUMAJIbHBIA OTBET. B paybHeiIlieM MalueHTKe €XEeMECSYHO IepeauBaId B CpPEAHEM M0 2
7036l OM, 4TO B CyMMe cOCTaBWiIO 3a | rojx 23 eIWHHIBI 3pUTPOLUTOB, KOTOPBIE MPUBEIN K
n30BITKY kene3a (pepputuH B TeueHue |1 roma c¢ 489 ur/mur moseicwics ao 1108 wr/mi). C
ydeToM Hu3koro pucka no IPSS (0 6annoB) u npeamnonaraeMoil ATUTEILHOCTBIO XKU3HU OoJee 5
7er, Uit TpOQUIAKTHKU Pa3BUTHS TE€MOCHIEpO3a BHYTPEHHHUX OpraHOB ObUIa Ha3HA4YeHa

Tepanus XexaropaMu xenesa (Akcumkaz mo 20 Mr/kr).

OIMACHOCTH NEPEI'PY3KHN OPTAHU3MA KEJIE3OM U ITYTHU EE
MHNPOPUTAKTUKHU U JIEYEHUSA

[TepenuBanus OM y OOJBHBIX C BBIPAKEHHOW M TSDKEJION CTETEHBIO TSHKECTH aHEMUU
(Tabmn. 2) npuMeHSIOTCS 1O )KU3HEHHBIM MMOKa3aHUSIM, YTOOBI MPEAOTBPATUTH PA3BUTHE TSHKENOM
TUIIOKCUM TKAHEH, NPEACTABISAIONIEM ONACHOCTh [UI JKU3HM MAUMEHTOB. braromaps
CBOEBPEMEHHOMY HaszHaueHuto TD, cmacaercs >kxu3Hb OosbHOro. C  JOpyroil CTOPOHHI,
MHOTOUYHCJIEHHbIE TPaHCPY3UH, HApUMEp, eXKeMecIyHble MepenuBaHus Jaxe no 1-2 1o3e1 OM,
yKe yepe3 2 rojia BeAyT K HAaKOTUIEHUIO N30BITOYHOTO KOJMUECTBA XKelle3a, KOTOPOE MOCTETIEHHO
MPONIUTHIBAET BCE TKAaHM, BbI3BIBAS TEMOCUIEPO3 BHYTPEHHHUX OpPraHoB. Tak, BBICOKOE
COJIEpKaHUE JKelle3a B OpraHuU3Me, OKas3blBash TOKCHYECKOE JCHCTBHE HAa OPraHbl, MOXET
NPUBOJIUTH K: 1) 3a/epikke pocTa Mpu JEHCTBUU Ha TUno¢u3, 0COOEHHO B MOJIOJIOM BO3pacTe
(xapakTepHO [UIs TalaceMuu); 2) caxapHoMy AualeTy, oka3blBas CBOE OTPHIIATEIbHOE BIHMSIHHE
Ha TIO/KENTyIOUHYIO Kele3y; 3) pa3BUTHIO IUTONIEHUH, IEHCTBYS Ha KOCTHBIN M03T; 4) pubpo3y,
LUppO3y TMEYEHH C MOCIEAYIOUIEH €€ HEeAOCTaTOYHOCThIO, JEHCTBYsS Ha TENaTOLUTHI, 5)
Pa3BUTHIO CEPACYHON HETOCTATOYHOCTH, OPAXKask KAPIUOMHOLIMTHI.

N3BecTHO, YTO B OpraHu3Me 30pPOBOTO YelloBeKa OOIIMIA My jkeje3a cocTaBisieT 3-5 T,
u3 kotopbix 1,8-2,1 r comepkuTCS B TeMOIVIOOMHE JPUTPOIMTOB M MHUOTJIIOOMHE MBIIICUHOM
TKaHH, B ie4yeHu — J10 1 1, B Makpodarax — 10 0,6 T, B (hepMEHTATUBHBIX CHCTEMaX OpPraHU3Ma —
10 0,4-0,6 r. B 1 M1 HOpMOXPOMHBIX SPUTPOLIMTOB COJIEPIKAHHE KEJI€3a COCTABISAET B CPEHEM

1,16 mr; cnenoBaTtenbHO, B 1 mo3e aputponutHOi Macchl (200-260 m) comepkutcs 230-300 mr
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Fe. YuuteBas, uto omuH o0bem 1upkymupytomeid kpou (OLIK) B3pocmoro uenoBeka ¢
rematokpuToM 40-45% cocrtaBusier 5-6 1 (2000-2700 M3 3pUTPOIUTOB), YTO COOTBETCTBYET
npumepHo 10 eguHUIIAM SPUTPOIMTHON MACChl, TO CTAHOBUTCS OYEBMJIHBIM, YTO TMEpPEIUBAHUE
20 no3 sputporuToB Oyaer coorBeTcTBoBaTh AByM OILIK, mnam momHOMY comepskaHuio mysa
JKele3a B3pociioro yenoBeka. MHbIMU crmoBamu, TpaHcdys3us 20 n1o3 DM ynBauBaeT 3amachl
kKelnesza B opranusMe: ¢ 5 r nosbimaercs 10 10 r. OgHako, eciau Ha Ha4albHBIX dTanax U30BITOK
Kelle3a «3aXBaThIBACTCS» (EPMEHTATUBHBIMH CHCTEMaMHU U «YXOJHWT» B OPTaHbI JIETIO, TO CO
BPEMEHEM HACTyNaeT WX Teperpy3ka, 4To MPUBOAUT B KOHEYHOM CUYETE€ K Pa3BUTHIO
reMocuziepo3a BHYTPEHHUX OpraHoB. KoCBEHHBIM OMOXMMHUYECKMM MapKepoM H30BITOYHOTO
COJIEp>KaHUsl JKene3a MOXKET CIYXHUTh YpOBeHb (heppUTHHA B OpPraHU3MeE, YBEIMYUBAIOLIUICS
6omee 1000 Hr/mi. A, Kak HM3BECTHO, BBICOKHH YpPOBEHb (EppPUTHHA MOXKET CYIIECTBEHHO
YMEHBIIATh MeIMaHy BbDKUBaeMocTu y 60iapHbIXx MJIC. Hanmpumep, eciu ¢heppuTUH COCTaBIISET
1000 ur/mm, to BhDKHMBaeMocTh 00abHBIX MJIC coctaBisier 70-80 mecsueB; eciau heppuTHH
coctasigeT 2500 HIr/mMia, TO MeaMaHa BEDKUBAEMOCTH — 0K0JI0 40 MecsIeB.

JInst TMarHOCTHKY M30BITKA Kele3a ucrnonb3yercs T2*-3pemennas MPT cepana (MPT-
T2*), Ouoricus meyeHu, N3y4eHHe MyHKTaTa KOCTHOTO MO3ra IpH crienuuieckoil okpacke (1Mo
[lepncy), mpu KOTOpO#l OlEHMBAIOT Makpodard U CHHIMTUN, HCCIEIOBAHHUE CHIBOPOTOUYHOMN
KOHIIEHTpanuu (epputruHa, OmpeaeNeHHe HachlleHus TpaHcheppuHa. Haumbonee mmpokoe
pacmlpocTpaHeHHEe B PYTHHHON IMPaKTUKE IreMaTojiora IMOJIydujia OICHKa YPOBHS (eppUTHHA.
OnHako HE CTOWT 3a0BIBAaTh U O TOM, YTO YPOBEHb (heppPHUTHHA SBISETCS BCE K€ CYpPpOTaTHBIM
MapKepoM, TaK KaKk OH IOBBIIIAETCS HE TOJBKO MpPHU YBEIWYEHUHM COACpXKaHHs jKele3a B
OpraHu3Me, HO U TMPH BOCHAIUTEIBHBIX PEAKIUAX Ha MH(EKIIMOHHBIA MPOIECC, MPHU BBICOKOMH
AKTUBHOCTH OMYXOJIM, & TAKXKE B MEPUOJ XUMHUOTEPANECBTUUECKOTO JICUEHUS, SIBISSACH OCIKOM
octpoir (a3pl BocmaneHus. IlosTomy mpu AuarHocThke U30BITKA JKele3a HeoOXO0IUMO
YUUTHIBaTh U (PAKTOP «BOCHAICHUSY.

HeobOxomumMo Takke MOAYEPKHYTh, YTO B PETyIsilUd OOMEHa >Kejie3a B OpraHu3Me
YeJIOBeKa KIIIOYEBYIO pOJb HWrpaer TopMoH — rencuauH [9]. CuHTE3 3TOro ropMoHa
WHIYIUPYETCST M30BITKOM JKelie3a U JIUMOIOIucaXapuaMyu MeMOpaH pa3pylIeHHBIX MUKPOOHBIX
gactull. [encuauH NpPUBOIUT K TOPMOXKEHHIO abcopOuuu keje3a KIEeTKaMU KpPUIITHI B
SHTEPOIMTAX U CHIKEHHUIO BHICBOOOKICHUS Keme3a U3 Makpo(daroB U 3peiblX IHTEPOIIUTOB (U3
JIeTI0), 33 CUeT CHWKEHUS KOoHIeHTparuu ¢pepponopTtrra [9, 10]. [ToaToMy 3TOT TOpMOH HapsIy

¢ (GeppuUTHHOM, SBISSACH OEIKOM OCTpOHl (a3bl BocmajeHUsl, Mpu MHPEKIUOHHBIX MpoIleccax U

976



WWW. MEDLINE.RU, TOM 13, TEMATOJIOI'MA, 15 AEKABPA 2012

37I0KQYE€CTBEHHBIX HOBOOOPA30BaHUSAX YBEIMUMBAETCS, YTO MPUBOAUT K (YHKIIMOHATHLHOMY
neguuuTy Kenesa U pa3sBUTHIO aHEMHH.

B 10 ke Bpems MOXHO HaONIOJAaTh W TPOTHUBOMOJIOKHYIO CUTyallMio Tpu aedexre
(MyTanumu) reHa, KOJUpPYyrOHero rencuauH. OTCYTCTBUE TENCHUINHA B OpraHu3Me MPHUBOJIUT K
TsDKENeNUIeMy Mepen30bITKY JKejle3a B OpraHu3Me C Pa3BUTHEM I'eéMOXpoMarosa, MpH KOTOPOM
YPOBEHb JK€J€3a BO MHOIO pPa3 IPEBBIIIAET HOPMAJIBHOE €ro coiepxkaHue. Takoe xene3o
OKa3bIBa€T TOKCUYECKOE JICHCTBUE HA CEPICUHYIO, SHAOKPUHHYIO U IPYTHE CUCTEMBI OpraHU3Ma,
MPUBOJIS K THOEH MalueHTa.

ITpu MJIC u30bITOK >kene3a HaONIOAAeTCsl HEe Y BCEX MAalMeHTOB. BBICOKWI ypOBEHB
¢bepputuna, npessimarommii 1000 Hr/mi, otmevaetcs npubausutensHo y 10% OonpHbIx. Kak
NpaBUJIO, 3TO ManueHTsl, nonyumsmue Oonee 20-30 Tpancdysuit OM. HopmanbHbli wmm
yMEpPEHHO TOBBIMECHHBIN ypoBeHb (pepputuHa (100-1000 ur/™mur) Habmomaercs y 60% OONMbHBIX;
HU3KH ypoBeHb ¢epputnHa (<100 ur/mu) — npubnusurenbHo y 30% mnanuentoB. OO0
M30BITOYHOM COJICP)KAaHUU JKejle3a B OpraHu3Me OOBIYHO CYIST MpPHU YBEIHUEHUU (eppuTHHA
ceeime 1000 |Hr/mo.

[To TsxecTn M3OBITOK KeJie3a B OpraHU3Me MPUHSATO JETUTh HA CTEIIEHU B 3aBUCUMOCTH
OT ypoBHS ()eppUTHHA B CHIBOPOTKE KPOBHU:

1. Jlerkas cTeneHb TsXKeCTH — ypoBeHb (hepputuna menee 2000 Hr/mit.
2. Cpennss crenenb Tspkectd — 2000-4000 Hr/mot.
3. Tsxenas crenensb TspkecT — cBbitne 4000 Hr/mot.

Jlisa npodunakTUKK U JIeYeHHUsS TEeperpy3kd opranmsma xene3oM y manueHtoB MJIC
CYILECTBYET JIBA OCHOBHBIX HalpaBieHUs: 1) Ha3Haue€HHUE MPENapaToB, BHIBOIAIIMX KEJE30 M3
OopraHu3Ma — XeJIaTophl keJe3a; 2) HazHaueHue npemnapatoB D10, HanpaBieHHBIX Ha 00pHOY C
aHeMUeH, TeEM caMbIM CHIXas ToTpeOHOCTh B TO.

['maBHOM menbr0 XematopHod Tepanuu y OoiapHBIX MJIC  sBaseTrcss Oopbba ¢
HAaKOIUIEHHEM JKe€jle3a B MHOKapjAe (3TO dyalle MalMEeHThl IOXKWJIOIO BO3pacTa, HMMEIOIINE
COITYTCTBYIOIIIUE CEPJICYHO-COCYIHUCThIC 3a00JCBaHMSI) W IEUYCHH, TaK KaK y ITHX OOJHHBIX
HauboJee 4acToil MpUUMHONW CMEpPTH sBIIETCS HapyleHne GyHKuuu cepaua u nedenu [11, 12].
Cpenu mpenaparoB, CBS3BIBAIOIIMX M CHOCOOCTBYIOIIMX BBIBEICHHUIO JKEJe3a, HCIOIb3YIOTCS:
JUIi BHYTPUBEHHOTO BBeieHUs — nedepokcamuH (necdepan) mo 20-40-60 mr/kr/cyr.; ans
nepopaibHOro — nedepunpod (heppuripokc) mo 75-100 Mr/kr/cyT u nedepasuporc (IKCHIKAT)
mo 20-40 mr/kr/cyt. Tepanus xematopamu xeje3a MoKazaHa NpH HaTW4IUU y OonbHBIX MJIC

KIIMHUYECKH 3HauyuMoro u30bIiTka keneza [13]. [loaToMy KIMHHMIMCTY, TUIQaHUPYIOIIEMY
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Ha3HauYeHHEe XeJaTOPHOM Tepanuy, He0OX0AMMO OPUEHTUPOBATHCS HA CIEIYIONNe KIMHUYECKHE
1 J1abOpaTopHbIE TOKA3ATEIH:
*  VpoBeHb chiBOpoTOUHOTO (hepputrHa 60ee 1000 HI/MI W HaTUYKME NPYTrUX MPU3HAKOB
IIEPETPY3KH JKEIE30M.
*  Yucno tpancdysuit sputporuton 6osee 20 103 y OOIBHBIX, IPOIOIDKAOIINX HYKIAThCS
B TpaHC(y3UAX IPUTPOLIUTOB.
* [Tammentam MJIC Huskoro u mnpomexyrogHoro 1 pucka mo IPSS (Tabn. 3),
npeumyiiectseHHo ¢ PA, PAKC, 5q- cunapomom.
* Ilammmentam MJIC, ¢ mpeamnonaraemMoii MeIMaHoi BeDKUBaHUs Oosiee 1 rofa.
* Kannuaatsl Ha aJUIOT€HHYIO TPAHCIIIAHTALIMIO TEMOIIOATHYECKHUX CTBOJIOBBIX KJIETOK.
Heo6xoaumo moguepkHyTh, 9TO d(PPEKT OT Tepamuu XeiaaTopamMu jKelie3a pa3BUBACTCS
He cpa3y. Yale oH BO3HUKaeT uepe3 3-6 MecsleB B BUAE CHIDKEHUS YPOBHS (eppUTHHA B KPOBU
Ha 500-1000 Hr/mu. OgHAKO Yy HEKOTOPHIX MAlMEHTOB, OCOOEHHO y TeX, KTOo moay4an TO Ha
NpOTsDKEHUH Oosiee 3-5 JIeT, OTYETIMBOE CHIKEHHE YPOBHS (PeppUTHHA MOXKET HaOIr0JaThCs
Uik cIycTs 2-2,5 roAa OT Hayala HENPEephIBHOTO NpueMa npenapara. C ydeToM JUIMTETbHOCTH
TEpaluy y 4acTH MalMeHTOB BO3MOXKHBI NMOOOYHBIE pEeaKkIMU B BHJE ChINMH, Oojiell B KHUBOTE,
JMaped, TOBBIIICHUS KpeaTWHWHa B KpoBH. Hepemko ans yMmeHblIeHUs Oosel momoraer

Ha3Ha4YCHUC NpCriapaTa B BEUCPHEC BpCMsI.

HEKOTOPBIE ACIIEKTbBI PETYJISIHUU OPUTPOIIOI3A

Kak panee yxe Obulo cka3aHO, B maToreHese anemMuu OonbHbIX MJIC BakHyl0 poJib
UTpaeT He TOJBKO JUCIPUTPOIIOd3, HO M Hea/leKBaTHAs MPOAYKIUSA D HEAOCTATOUHBIA CHHTE3
DPUTPOTIOATHHA W/ WM HHU3Kas YyBCTBUTEIHHOCTh (HEPEOKO CHIKCHHAS AKCIPECCHS)
peLenTopoB, BOCHPUHUMAIOIINX CUTHAIBI OT IPUTPOIIOITHHA.

["'OpMOH >pUTPONOITUH SBISAETCS OCHOBHBIM PEryJISTOPOM 3PHUTPOIIO33a B OpraHU3ME
YeoBeKa W OOJBIIMHCTBA MIICKONHUTAIOMIMX. DPUTPOMOITUH SBISAETCS TIMKONPOTEHHOM U
cuHtesupyercs ¢pudpodbmactamu uHTepcTUMs nouek (70-90%) u renarouuramu neuenu (10%).
OH KozmupyeTcsi TeHOM, PacIOJIOKEHHBIM Ha 7 XpoMocome. B Xone TpaHcKpunmmu oOpasyeTcs
MPHK, Tpancnupytomascs B aMUHOKHUCIOTHYIO IOCIIE€AOBAaTENbHOCTh, CO3PEBAaHHE KOTOPBIX
MIPOMCXOIUT TIPH MEPEX0ie TOPMOHA B CEKPETOPHBIN anmapat KieTKd. CHHTEe3UPOBAaHHBIN TaKUM
00pa3oM IIIMKONIPOTENH, SIBIISSICH 3PEIOM MOJIEKYJIOH SPUTPOIIOITHHA, BEIXOAUT B OKpYXKaroIiee
KJIETKU MPOCTPAHCTBO M KPOBb, C MOCIEAYIOIIUM JOCTH)KEHHEM KJIETOK-MHUIICHEH. Y poBeHb D0

B CBIBOPOTKE KpoBH jgocturaer, B cpennHem, 20 MME/mn (3-34 MME/mn) wiu 100 nr/mo.
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OCHOBHBIM PETYJISITOPOM DPUTPOIMOITHHA SIBISIETCS THIIOKCHS JTIOOOTO reHesa, B TOM YHUCle U
aHeMu4eckoro. [umokcust ctuMmynupyer BbIpaboTky cyobeaununy HIF-1 u -2 (dakrop
UHAYLUUPYEMBIM THUIIOKCHEH), KOTOpBIE «BKJIKOYAIOT» TIE€H JSPUTPONOITHHA U TEM CaMbIM
3anmyckatoT TpaHckpunuuio MPHK spurponostuna. [IpoTuBomnosnokHeiM neiicTBUEM oOjanaer
POCT HaNPSHKEHUS KUCIOPO/Ia B KPOBH, TaK KaK CHIDKAET KOHIeHTpanuio cyobenuuuisl HIF -1 u
-2 3a cyUeT TUAPOKCHIMPOBAHMA WX B Mporeocomax c momouibio ¢epmenta HIF-PH (HIF-
NPOJIWI-TUIPOKCHIA3a) — TaK Ha3bIBAEMbI «CEHCOpP 3SpUTpPONOdTHHA». [Ipoumcxomut
«BbIKIItOUeHue» Tpanckpuniuu MPHK sputponostnna u ypoBeHb 99 B ChIBOPOTKe majaet [9].
Taxum 00pa3om, U TUHOKCHS, U aHEMHUs YBEIMYMBAIOT KOHILIEHTPALUI0 DD B JIECATKU U Jaxe
COTHHU pa3.

BaxHyto pojib UTparoT M pelenTopbl, BOCIPUHUMAIOUINE CUTHAI 3pUTpOnodTuHA. OP
KOJUPYIOTCST T€HOM, pACMOJOKEHHOM Ha KOpOoTKoM 1wiede 19-it xpomocombr (19p). T'en
skcnpeccupyer MPHK, kotopas Tpancinupyercss B aMuHOKUCIOTHBIN npotenH. Menee 10% ero
TPaHCIIOPTUPYETCS HAa IIOBEPXHOCTh KIETKH, a OCTalbHAas 4YacTb HAXOAUTCA  BO
BHYTPUKJIETOUHBIX OpraHeuIax: 3HJ0COMAaX, HHAOIUIa3MaTHUECKOM PpETUKYJIIOME, armnapare
INonpmxu. [lepuon nomypacmaia SpUTPONO3THHOBBIX PELIENITOPOB COCTABIIAET 0KOI0 90 MuH. DOP
B OCHOBHOM 3KCITPECCUPYIOTCS Ha KJIETKaX-MPEeAIIECTBEHHUIIAX IPUTPOI033a, MPEXK/IE BCEro, HA
APUTPOUTHBIX KonoHueoOpasyomux eauaunax (KOE-3) u sputpobnactax. bBypct o6pasyromue
spurpousnsle eauHulbl (BOE-D) conepkaT peuenTopsl K 3pUTPONIO3THHY, HO JUIS 3HAYUMOM
ctumyisiu BOE-D  TpeOyroTcss NOMOJHUTENBHO W ApPYrue LHUTOKUHBI — HWHTEPJIEUKHH-3,
rpaHyJIOIUTAPHO-MOHOLUTAPHBIN KOTOHHECTUMYIUPYIOIUH (HaKkTop.

Kak ’xe paboTaer TOpMOH OSPUTPOMOATUH? DPUTPONOITHH CBSI3BIBAETCS C JIByMS
cyorenunuiiaMmu DP, pacnoyioxkeHHOTO Ha MemOpaHe 3¢ (EKTOpHON KIETKH, B MPOIECCe Yero
MIPOUCXOIUT JIeMEpU3AlHsl SPUTPOINIOITHHOBOTO peuentopa. [lpu aktuBanuu OP, BKIoyarommx
dbochopunupoBaHre camMoro 3pUTPONOITHHOBOro peuentopa u reHa JAK2, npoucxomut
MHHUIMAIMS BHYTpUKIeTouHbIX curHanbHbIX myTed (STAT 5, MARK, PI-3-Kinase), kotopsie
aKTHBHPYIOT TEHBI, OTBETCTBEHHBIE 3a TNponudepanuio, IupGepeHINPOBKY, CO3pEBaHHUE,
OJIoKamy amomTo3a  KIETOK-TPEAMIECTBEHHUKOB dputTporodsa [14]. Takum  obpazom,
APUTPONOITHH OKaszbiBaeT cBOMl »hdext Ha KOE-D um spurpobmacTtel B BHUAEC YCHICHHOU
nposdgepanuy, OBICTPOrO CO3peBaHMA KJIETOK JI0  3peibiX  (GopM  (PEeTHUKYJIOLHUTOB,
SPUTPOIIMTOB) C BBIXOJOM HX B TNEpH(PEPHUUECKYI0 KPOBb, YTO M HEOOXOJUMO IPH JICYCHUH
aHemMun B ToM umciie y OombHBIXx MJIC. KpoMe cTUMyNnsIuy KJIETOK SPUTPOUIHOTO Psia,

OPUTPOIIOITHUH MOXKCET OKa3bIBATL CBOC HeﬁCTBHG W Ha JOpYruc OpraHbl U TKaHH. TaK, B
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JTUTEepaType YIOMHHAETCS O HEMpOmpOoTeKTUBHOM 3¢ (dekTe Ha KIETKH Mo3ra (MpU UHCYIbTaxX U
UIIEeMHSIX), O KapIUOMPOTEKTHBHOM 3((deKTe, Mpu KOTOPOM DPUTPOIOITUH OKa3bIBAET CBOE
BIIUSTHUE HETIOCPECTBEHHO Ha KJIIETKH MUOKapJa, YBeTU4HBasi (Ppakiiio BHIOpOCA KEITYI0IKOB
u yinydmas nepdy3uo MHOKapAa, YTO CIOCOOCTBYET YMEHBIIEHHIO IUIOMAAN HWIIEMUU U

nHpapkra muokapna [15, 16, 17, 18, 19].

IMPEITAPATBI PEKOMBUHAHTHOI'O 9PUTPOIIOOTUHA U UX
NPUMEHEHMUE ¥ BOJBHBIX MAC

DddexT ropMoHa IPUTPONOITHHA HA SPUTPOUTHBIA POCTOK B KIMHUYECKOM MpAKTUKE
CTaJM UCMOJNb30BaTh, HauumHasi ¢ 80-X TOAOB, y OOJBHBIX XPOHHYECKOW TOYEYHOMH
HE/IOCTaTOYHOCTBIO, TaK KaK y HUX YacTO BBISABIIACTCS XpOHHYECKas aHeMUs, 00yCIOBICHHAs
HU3KUM cuHTe30M O0J. I[loaToMy Ha3HaueHHEe pPEKOMOWHAHTHOTO JPUTPOMOITHHA ITOH
KaTeropuu OOJBbHBIX AJIS JEUEHUS aHEeMHUHU YacTO UMEET MOJOXKUTeNbHbIM oTBeT. [lo aHamoruu
aHeMUHU OOJIbHBIX XPOHMUYECKOW MOYEUHOW HEIOCTaTOYHOCTHIO OBLIO MPEUIOKEHO U JIEUCHUE
aHEeMUH Y OOJIBHBIX CO 3JI0KQYEeCTBEHHBIMH OITYXOJIEBBIMH 3a00JI€BaHUSMH, B TOM YHCJE U TPU
MHOTHX remo0JacTo3ax. Onnako 3¢ peKTUBHOCTD u 0e301acHOCTh
SPUTTPOIOIZCTUMYIHUPYIOIIUX MPEnapaToB y OOIbHBIX ¢ 3a007€BaHUSIMH CUCTEMBI KPOBH Obla
JI0Ka3aHa JIMIIb y MAeHToB JTuMdornponudepatuBHbIMU 3a60neBanusmu u MJIC.

[Tokazanuem k HazHauenuto D110 mpu MJIC sBisiercss anemusi ¢ ypoaem Hb<100 r/m.
JlanHble TpenapaTbl MO3BOJISIIOT HEPEIKO YIYYIIMTh KadeCTBO JKU3HU OOJIbHBIX, COKPATUTH
noTpeObHOCTh B TD M Jake Y HEKOTOPHIX MAI[MEHTOB MOBBICUTH ypoBeHb Hb 10 HOpManibHBIX
3HaueHuil. [lpenapatsr DI1O peaxo BBI3BIBAIOT OMACHbIE M JKU3HU MOOOYHBIE A(PdexTsl. B
oTIMYKME OT mepenuBaHuii DM, mpenapaTsl peKOMOWHAHTHOTO IPUTPOIOATHHA OE€30MacHbl B
OTHOILIIEHUU TPAaHCMUCCUBHBIX WH(EKUUH, HE MPUBOAAT K IMEperpy3ke opraHu3Ma Kele3oM,
UMEIOT TPOAODKUTENBHBINA 3 (EKT OT Tepanuu mocie ux oTMeHbl. Kpome Toro, BO3MOXHO HUX
CcOoueTaHHOE NpUMeHeHue ¢ TO.

Tem He meHee, 10 Hauyana Tepanuu D110 HeoOX0IMMO HPOBECTH PsJl JaOOPATOPHBIX
UCCJIEIOBaHHUM, OILEHNMB YpPOBEHb CBHIBOPOTOYHOTO XKene3a, (epputuHa, BUTamuHa B, 20
(momken ObITh He 60ee S00 MME/MiT), OunupyOrHa, a Tak)kKe reMOTpaMMy.

IIpenapatsl D110 He peKOMEHyeTCsl UCIIOIB30BaTh y NAlMEHTOB, NUMEIOLIUX:

* DBpicokylo  aKTHMBHOCTH  OINYXOJEBOTO  Ipolecca  (Hampumep, [0  Hadajia

npoTHBOOIyX0JieBoi Tepanuu npu PAUD 2).

*  AxTUBHBIH HH(EKIMOHHBIN Mporecc (0CcTpasi THEBMOHHUSI, CETICUC, OCTEOMHETUT U Jp.).
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*  BripaxkeHnslii remonu3s (HenpsMoi ounupyoun 6osnee 30 MKMOITB/T).
*  BripaxxeHHslil xxene3onedpuuut, repuuut ButamMmuHa Bi,.
¢ COBMECTHO C UMMYHOMOAYJISITOPaMH, JUIsl KOTOPBIX XapaKTePEH BBICOKUIN PUCK

TpoMOO030B, HAPUMEP, JICHATTUTOMUI.

Cpenu >pUTPONOI3CTUMYIIMPYIONIUX MPENnapaToB, 3aperucTpupoBaHHbIX B Poccuiickoii
@enepanuy A8 NPUMEHEHHUS Y OHKOJIOTHUECKUX OOJIBHBIX, IIHPOKOE pPACHpOCTpaHEHUe
NOJYYHMIIU  CIIEAYIOIIME TMpenapartel: 1) 3mo3tuH anbda (3panbdoH, SMOKPUH, SIpeKc); 2)
SMOA3THH OeTa (PEeKOPMOH, MHUIlepa, I3PUTPOCTHM); 3) mapOsmodTuH anbda (apaHec).
D¢ exkTUBHOCTH MpenapaToB J0Ka3aHa MHOTOYMCIIEHHBIMU UCCIIEI0OBAaHUAMU U MPAKTUYECKU HE
paznuyaercs [20].

B KIMHUYECKOM NPAKTUKE MPHUHATO BBIAECIATH CTAaHAAPTHBIA U IIPOJOHTHPOBAHHBIN
anroputmsel Jeuenus: OI10. [Ipu cranmapTHOM anropuTMme 3MOA3THH anb(a uiau 6era BBOAUTCS
nmoaAKoXHO B f03¢ mo 150 ME/kr (o6srano 10000 ME) 3 pa3a B Heneno Ha MPOTSHKEHUU HE
MeHee 6 Hezmenb. [Ipm OTCYTCTBHMM OTBeTa J03y YABaUBAIOT /MM J0OABISIOT K Tepanuu
IPaHyJIOIUTAPHBIN KOJOHUECTUMYIUPYIOMUH (akTop. Pe3ynbraTsl OLIEHUBAIOT 1O M3MEHEHUIO
YPOBHSI TEMOTJIO0MHA M TPAaHC(PY3MOHHOH 3aBUCUMOCTH OT DM B COOTBETCTBHHM KPHTEPUSIM
MexXayHapoaHou padoueit rpynmnsl IWG (the International Working Group) [21, 22]. Boabmum
SPUTPOLIMTAPHBIM OTBETOM cUMTaeTcs yBenuueHue ypoBHs Hb o 110 r/m, nnm ero npupoct Ha
> 20 1/ oT ucxomHoro (0e3 MmepenuBaHuil SPUTPOIUTOB), a TAKXKE TOJTHOE TpekpamieHne T y
MAIMEeHTOB, paHee 3aBUCUMBIX OT TpaHchysuit OM. Ilox TpaHCY3MOHHOH 3aBHCHMOCTBHIO
IPUHATO CUUTATh NEpeIUBaHue 2-X U 0oJiee 103 HIPUTPOLUTHON MACChl B TEUEHHE MOCIETHUX &
Hezenb. MajbIM 3pUTPOLMTAPHBIM OTBETOM CUHMTAETCsl COKpallleHHe o0beMa TpaHC(y3MOHHOU
3aBUCUMOCTH Ha >50%, 10 CpaBHEHHIO C MCXOJHBIM, MM yBEJIHMUYEHHE YPOBHS reMOrioOnHa Ha
10-19 r/n y mnammenrtoB, He momy4daBmmx 1O [22]. Ilpu mpoNOHTHPOBAHHOM aITrOPUTME
npenapar BBoauTcs 1 pa3 B Hememto. Tak, amostuH anbda HazHauyarot o 40000 ME, snostun
6era — nmo 30000 ME, nap6snostun anbda — mo 500 Mkr (6,75 MKr/kr) 1 pa3 B Tpu Helemu.

[To manHbBIM MUTEpaTypHl, 3 (HEKTUBHOCTH 3MO3TUHOB Yy O0bHBIX M/IC 3aBUCHT, Ipex/ie
Bcero, ot rpymnmbl pucka no IPSS (Ta6x. 3) wam WPSS (Tab6n. 5). Tak, mosoXuTenbHBIN
pUTpOIUTApHBIA OoTBeT TIpu HazHaueHun OO y GompHbIX BbicOKOro pucka MJIC mo IPSS
nocruraercs B 24% ciydaes [23], y manueHTOB NpoMeXyTOouHOro-2 pucka — B 30-50% ciyqaes
[24], Hu3KOro M mpomexyrouHoro-1 pucka — B 70,5% ciyuaeB [25]. B To ke Bpems, B
3aBUCUMOCTH OT TIpynmbl pucka no 1mkaire WPSS, y mnamnueHtoB cpeaHero pucka

MOJIOKUTENIbHBIN OTBET HabmogaetTcst y 14% 60npHBIX, HU3KOTO — Y 19%, 0ueHb HU3KOTO pHCKa
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—y 67% nanuentoB [26]. Ha pe3ynbraTel Tepanuu ¢ nomomuipto 11O Takke MOXKET BIUATh U
UCXOJIHBI YPOBEHBb CBHIBOPOTOUHOIO HPUTpPONO3THHA. M3BecTHO, uTo mpu HHU3KOM (<200
MME/Mi1) ypoBHE D3 MOIOKUTETBHBIN OTBET OKUAAETCS C OOJNBIIEH BEPOSATHOCTHIO, YEM IMPHU
BBICOKMX €ro HH(pax, 4TO CIY)XUT HPOTHOCTHMYECKUM (PakTopoM 3(PGEKTUBHOCTH Tepanuu
npenapaTamMy peKOMOMHAHTHOTO 3pUTpONo3THHA. Kpome Toro, BakHYIO pojib B JAOCTHKEHHU
SPUTPOLIUTAPHOTO OTBETa MNpU pas3nuuHbix Bapuantax MJIC wurpaer u mnposeneHue
cnenu(uUIeckoil  KypcoBOM  XUMHOTEpamuH,  Ha3HAuYe€HHE  HMMMYHOMOIYJIHPYIOIIHX,
TUIIOMETHIIMPYIOIIUX MPEenapaToB, MpernapaToB TPAaHCPETUHOEBOM KUcHoThI [27, 28, 29]. Takum
o0pa3oM, palMOHANbHBIM OTOOpP MAIMEHTOB Ha TEPAaNHUI0 SPUTPONOITHHAMHU  MOXKET
CYIIECTBEHHO COKpPaTHTh (MHAHCOBBIE 3aTpaThl Ha JsedeHue OoibHBIX MJIC M monTyduTh

MOJIOKUTENBHBIN PE3YyJIbTAT TEPAMU C OOJIbIIEH BEPOSITHOCTBIO Y 3TOW KaTeropuu OOJIbHBIX.

Taobnuua 5

BbannpHas orjeHka NporuocTudeckux paktopos mno mkane WPSS

I'padsr | Bamier 0 1 2 3
Bug MJIC no i PIIM/, ) i
1 BO3 PA, PAKC, 5q PLIMJI-KC PANB-1 PAUB-2
Cpennuii: Bce Hnoxoi:
Xopormuit e H'e oomnee 3-x _
2 Kapuorun HOPMAJIbHBIN, -Y, APYT aHOMAJIMH MU
aHOMAJIUU
del(5q), del(20q) AHOMAJTHH
XpPOMOCOM
7 XpOMOCOMBI
3 Horpebrocts B Her Perynsipnas - -

reMoTpancy3usx

I'padsr 1, 2, 3 cymmupyrores o 6awiaMm. B 3aBucHMOCTH OT OaJIJIOB OmpeaesnseTcs mporaos: 1)
oueHb HU3KHH — 0 6ansos, 2) HU3kuii — 1 6amn, 3) cpequuii — 2 6anna, 4) Beicokuii — 3-4 Ganna,

5) oueHb BBICOKHIA — 5-6 OaIIOB.

HeoOxomumo mom4epkHyTh, 4To npernapatbl D110 mepeHocsTcs marueHTaMH XOpPOIIO.
Cpenu MOOOYHBIX pEaKIMii W OCIOXKHEHHH MOTYT BO3HHMKATh TPHUMIMONONOOHBIN CHUHAPOM
(moBeimieHne TemmepaTypsl g0 38°C, 03HOO, TOJIOBHAsh O0Jb), AICPrHUYECKHE PEAKIIUU
(kparuBHHIIA, OTeK KBUHKE), YXYIIICHHE TEUCHUS apTCPUAIBHON THIEPTCH3UU U JIaXKe
THIIEPTOHMYECKUI KPH3, BEHO3HBIC U apTepUaIbHBIC TPOMOO3bI, MapIHaIbHast KPAaCHOKIETOYHAS
arasust (3a cuer antuten IgG k spurpomostuny). Creayer OTMETHTb, YTO CpPEAHd BCEX
OCIIO)KHEHUH apTepuaabHble W BEHO3HBIC TPOMOO3Bl y OHKOJOTUYCCKUX IMAIMEHTOB HanOolee
aKTyaJIbHBI, TaK Kak ucmoiab3oBanue 10 yBennunBaeT ux yactoty B 1,5 pasa [30]. Onnako npu

T3 gacrota TpoM6030B Bo3pacTaeT eiie Oosblie: B 2 paza — Ui BEHO3HBIX TpoM0030B (¢ 3,7%
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no 7,2%), nns aptepuanbHbix — B 1,7 paza (¢ 3,0% mo 5,2%) [31]. OcHOBHO# mpHUMHOIMA
YBEITUUEHUS] 4acTOThl TPOMOO30B, CHMKAIOIIUX BBDKMBAEMOCTb OHKOJIOTUYECKHUX MAIMEHTOB,
koTopsle noxydanu O110, sBisercs BbICOKUN ypOBEHb LIEJIEBOr0 TeMOrio0nHa, 3a4acTyro Ooiee
130-150 r/m [32]. TTosTOMYy, A7 CHIDKEHHSI PUCKAa BOZHUKHOBEHUSI TPOMOO30B TIJIaHKa IIEJIEBOTO

ypOBHS TeMorioonHa camxena a0 110-120 r/x [20].

3AK/IIOYEHHUE

Taxkum o0paszom, mis koppekuuu anemMun y 0onpHBIX MJIC Tpancdy3uu 3puTponMTOB
UTPAIOT OCHOBHYIO pOJIb M TIO3BOJIIOT OBICTPO BOCCTAHOBUTH T'€MOIVIOOMH /10 YpOBHS,
0e30macHoro JUIs JKM3HU nanuenta. OQHaKko MPH MHOTOKPATHBIX MepeauBaHuiaX DM BO3HUKAET
Ieperpy3ka oOpraHu3ma >Kelie30M, MPUBOASIIAs K TE€MOCHAEpPO3y BHYTPEHHHUX OpIraHOB C
pa3BUTHEM CEpACYHOM M MEYEHOYHOH HenoctaToyHocTd. I[loaToMy Ui NpOQMIAKTHKH U
JIeYCHUsST Teperpy3ku xemne3om y 0ompHbiXx MJIC, momyumBmmx 6omnee 20 mo3 TpaHchy3mid
SPUTPOLIMTOB U UMEIOIINX YpoBeHb (pepputrHa Bbime 1000 Hr/mi1, HEOOXOJUMO CTaBUTh BOIIPOC
Ha3HAYCHUM XeJlaTopoB keie3a. Kpome Toro, mpu J€YEeHUHM aHEeMUU U HPOdUIAKTUKU
TpaHC(QY3MOHHOM 3aBUCUMOCTH OT DM, KOCBEHHbIM 00pa3oM TNpeaynpexjas pa3BUTHE
Meperpy3Ku OpraHu3Ma Kele3oM, J0Ka3alll CBOK 3(PPEKTUBHOCTD IPUTPONOIZCTUMYIUPYIOLIUE

npenapatsl y 6omapHbIX MJIC.
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