


Asmop: CmemaHuHa Hamanusa CepeeesHd, 0.M.H., hpogeccop. 3amecmumesib OUpek-
mopa VMIHcmumyma 2emamosioeuu, UMMYHOJI02UU U K/IEMOYHbIX mexHosI02ul, 3ame-
cmumeib 2/18HO20 8pPAYa NoO sie4yebHO-KOHCYAbmamuegHot pabome OIbY «<HMUWL JIrov
um. Imumpus Poeayesa» MuH30pasa Poccuu (Mockeay).

Y10 TaKoe Tanaccemuna?

HasBaHue «Tanaccemmsa» NponcxoamT OT FpeyecKkoro cioBa «mopey, «thalassa», n ne-
peBOANTCA KaK «MOpPCKas aHeMUA», Tak Kak 6one3Hb BrnepBble Obina obHapykeHa y
nnu, Xneylmx y 6eperos CpegnsemHoro mops.

Tanaccemun - rpynna HacneAcTBeHHbIX 3abofeBaHW, Pa3BMBLUMXCA B pe3yfbTa-
Te HapyLlleHnsa COOTHoWeHus anbda unm 6eTa-Lenen cneymanbHoro 6enka rnobuHa.
IMobuH obpasyeT reMornobuH. FeMornobmH »U3HeHHO BaXKeH B OpraHM3Me, Tak Kak
OH BXOAUT B COCTaB 3PUTPOLMTOB (KPACHbIX KPOBAHbIX KNETOK), KOTOpble NepeHOCAT
KUCIOPOA OT NErknx Ko BCeM TKaHAM 1 opraHam. TanacceMums NpoABAAETCA remMonu-
TMUYECKOW aHeMMeln PasfNUYHOWN CTENeHU Bblpa)keHHOCTU. VI3-3a pa3pylueHuna Henpa-
BUMbHOIO remMorsiobrHa 3puTpounTbl ObicTpo paspywatotca. OpraHn3M nblTaeTca
cKOMMNeHcUpoBaTtb fedpuunT remornobrHa B opraHu3me 1 ycunueaeT obpasoBaHuve
KpacCHbIX KNETOK KPOBU B KOCTHOM MO3re.

Anbda-Tanaccemus — pesynbTaT HeJOCTaTOYHOro 06pa3oBaHUA anbda-rnobUHOBbIX
uenen. beta-Tanaccemua — pesynbTaT HeQOCTAaTOYHOIO CMHTe3a 6eTa-rnobMHOBbLIX
uenen.

MpuynHbI TAaNaccemun

Tanaccemus - reHeTnyeckoe 3aboneBaHNe, BO3HMKAET MPY MOBPEXIEHUN F€HOB re-
MOrIO6UHa 1 TAXeCTb 3ab60neBaHNA 3aBUCUT OT FYOUHbI MOJIOMKI FEeHOB.
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Y 300poBOro yenoBeka 3a o6pa3oBaHve anbda-rnobMHOBbLIX rEHOB OTBEYAIOT YeTbipe
anbda-rnobnHOBbLIX reHa Nno ABa Ha Kaxaown 16-11 xpomocome (aa/aa).

MoTtepsa ogHoro anbda-rnobrHoBoro reHa (-a/aa unu a'a/0a) Bblpaxkaetca 6eccum-
nNToMHO popmon anbda-Tanaccemmu.

MoTepa aByx anbda-rnobNHOBbIX FeHOB (-a/-a 1K --/aa ) CONPOBOXKAAETCA NErKUM Te-
yeHnem anbda-Tanaccemmn — anbda-TanacceMmmsa C MUHUMAbHbIMU NPOABNEHUAMN.
OTcyTcTBUE OYyHKUMY Tpex anbda-rnobnHoBbIX reHoB (--/-a nnu --/a’a) npoasnaeTca
KNVWHNYECKN BbIPAXKEHHBIMU M3MEHEHMAMN (remMorfiobrH MOXeT KonebaTtbca B Ana-
na3oHe ot 30 r/ go 100 r/n). 3Ta dopma Ha3zbiBaeTca remornobuHonaTua H.
OTcyTcTBUE PYHKLMM BCeX YeTbipeX anbda-rnobUHOBbLIX reHOB COMPSMKEHO C BHY-
TPUYyTPOOGHOI rMbenbio Nofa Unu npexneBpeMeHHbIM poXxaeHnem pebeHKa c aHe-
MUWYeCKol BoAsHKOW NnoAa. B HacToAwee BpeMsA Npu NPOBeAEHNN BHYTPUYTPOOHbIX
nepennBaHNn SPUTPOLUTHON MACChl YAAETCA COXPAHUTD »KM3Hb TAaKUM MauMeHTaMm.
beTta-rnobuHbl KogupytoTca 6eTa-rnobMHOBbIM FeHOM, KOTOPbIN JIOKanu3yeTca Ha
11-1n xpomocome (/). Ana HopmanbHOro o6pa3oBaHNA MOSEKY bl FeMOrnobunHa He-
ob6xoavma pabota AByx 6eTa-rnobuHoBbix reHoB (3/B). HapyweHune paboTbl reHa Mo-
XKeT OblTb HE3HAUMTENbHBIM, T.€. KONMYecTBO obpa3sytoulenca 6eta-rnobrHoBoN Lenu
He3HauuTeNbHO MeHblUe HopMbl (3*), cyllecTBEHHbIM (KonnyecTBo obpasytoLlencsa
6eTa-rno6UHOBOW Lienu CyLwecTBEHHO MeHbLle HOopMbl () UM nonHoe oTcyTCTBUE
bYyHKUMY reHa (cuHTe3 6eTa-rnobuHoBol Lenu He Bo3MoxeH (B°). Ecnn y yenoseka
noBpexAeH TONbKO OANH 6eTa-rnobMHOBbBIN FeH, TO, Kak nNpaBuno, 3abonesaHne —
6eTa-Tanaccemua — npoTekaeT fierko (Manasa popma nnv 300poBbIA HocuTenb). lNo-
BpexaeHne obenx reHoB NPUBOAUT K TAXKENOMY TeueHuto 6eTa-Tanaccemmm — npo-
MEXYTOYHOU 1 6onblon popme 3aboneBaHno, NOCEAHAA U3BECTHA KaK aHeMuA
Kynn.

Bo3moxHbl coueTaHua anbda- n 6eta-Tanaccemmn, YToO OTHOCUTENIbHO BbipaBHMBaET
6anaHc cnHTe3a anbda- 1 6eTa-rnobMHOBbLIX Lenen, NpuBoaa K 6onee MArkoMy npo-
ABneHNo 3aboneBaHus.



B coctaBe ofHOI MoneKysbl remornobmHa npucyTCTBYIOT ABe anbda-rnobuHoBble
uenu v aee He anbda-rnobuHoBble Lenn (6eTa-, AeNbTa- UK raMmma-rno6UHOBbIE Lieni)
1 YeTbipe remoBble rpynnbl (puc. 1). Hanprmep, B coctaBe ¢peTanbHOro remorniobuHa F
(HbF) — nBe anbda-rnobnHoBbIE LENX 1 ABE rAMMa-TMOOUHOBbIE Lieny, B coctaBe HbA
- ABe anbda-rnobrHoBble Lenu 1 ase 6eta-rnobunHoBble Lenu, B coctaBe HbA2 - age
anbda-rnobuHoBbIE LEeNW 1 1B AeNbTa-rMoOUHOBbIE LiEMN.

|

[emoBble rpynmnbi
C aTOMOM Xene3a

Anbda-rnobuHosble Lenmn

PucyHOK 1. CxemamuyHoe npeacmaeﬂeHue MoOJ1eKysol 2eM02/106UHd, NOKA3dHbI 2/106UHO8bIE
yenu u2emoseble epynnol, coaep)Kauwe amom )Kesiesa.
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KnnHunyeckne nposABJ/ieHnA TalaccemMmnn

Jlerkve, KNHMYeECKM He3HaUYUMble GOPMbI TanacceMmmn obbIYHO NpeCcTaBNeHb y reTe-
pO3UroT, 60MbLUINHCTBO KOTOPbIX ABAAIOTCA 340POBbIMU HOCUTENSAMM 3TUX 3aboneBa-
HUI. B Ma3Kkax KpOBU 3TUX Nitofel CneumanucTbl MOryT YBUAETb U3MEHEHUE BHELLIHENO
BMAA SPUTPOLMTOB (KPaACHbIX KPOBAHbIX K/ETOK) B BUAE MMMNOXPOMUM (3pUTPOLUTI
6onee 6negHble, YeM O6bIYHO), MUKPOLMTO3a (YMEHbLUEHUE pa3mepa), MULIeHeBUS-
HOCTW, HanMumne KNeToK pasnimyHoin ¢opmbl (MOMKUIOUNTO3) 1 pa3mepa (QHU30UNTO3).

KnuHu4ecku 3Ha4yumele d)OprI masnaccemuu eKsiroyarom cneayfouwe COCMOAHUA:

« [lna 6ema-manaccemuu

Bonbwasa popma bGeTta-Tanaccemmmn (aHemua Kynu), KoTopas NpOABNAETCA TSKENON
aHemuel (rnyboKNM CHVXXEHMEM reMorfiobriHa) y>Ke Ha NepBOM-BTOPOM rOAy »MU3HU
1 HeOOXOAVMMOCTbIO NPOBEEHUA NEPENIBAHUNIA JOHOPCKMX IPUTPOLIMTOB Kaxkable 2-4
Hegenw.

MpomexyTouHas dopma 6eTa-Tanaccemmu, KOTopasi Pa3BMBAETCA B pe3ynbTaTe Hanu-
UMsl FTeHETUYECKMX MOBPEXAEHNI ABYX OETa-rNMOOVHOBbBIX reHOB, HaJlMume KOMOMHa-
LMV TaslaCCEMMYECKOTO NMOBPEXAEHUA OQHOIO 6eTa-rNMo6VMHOBOrO reHa C aHOMasIbHbIM
remorniobrHom (Hanpumep, HbE) nnu nospexpaeHvie aByx 6eTa-rnobMHOBbIX FEHOB C
HapyLueHrem paboTbl anbda-rnobUHOBbIX FEHOB, UK MosiBeHNEe aHOManbHoro HbE.
Kak npaBuno, naymeHTbl C NPOMEXYTOUYHOMN GOpMOii GeTa-TanlacCeEMMUN HE HY>KAAOTCA
B perynapHbIX (4acTbix) NepenvBaHMsAX AOHOPCKMNX SPUTPOLUTOB.

« [naanegpa-manaccemuu

lemorno6uHonatus H, Kotopasa UMeeT KINHUYECKME NPOSIBIEHNA CXO4HbIE C MPOMe-
XKYTOUHOW popmoi GeTa-Tanaccemun.

CunTaeTca, uTo NpomexyTouHas dopma beTa-Tanaccemnn (a Takxke HbE-6eta-Tanac-
cemus, remornobuHonatua HbE v remorno6uHonatus H) B Lenom 6onee nerkasa ¢pop-
Ma Tanaccemuu, yem 6onblias popma 6eTa-Tanaccemmu, T.K. OHU PeAKO HY>KAATCS B



3aMECTUTENBbHBIX TPAHCHY3UAX (NepenrBaHusx) JOHOPCKMUX SPUTPOLUTOB, HO B He-
KOTOPbIX Cllyyasix YacToTa NepPeNiMBaHNA Y HUX MOXET yJallaTbCs: C BO3PacTOM, Npu
Pa3BUTUN BbIPa’KEHHOTO YBENMUEHUS] Pa3MEPOB CENE3eHKN (CryieHoMeranum), npu
npucoeanHeHnn NHPEKLUNIA 1 BO BpeMsi 6epeMeHHOCTH.

MexgyHapogaHbim coobuiectBom (TIF, Thalassemia International Federation, Mexay-
HapopgHas Tanaccemunuyeckana Qepepauua) pas3paboTaHbl CTaHOAPTbl BegeHus 60Mb-
HbIX C KNTMHWNYECKM 3HaUYMMbIMKU GOpMamMu TanacceMmnm, 0CO6eHHO € 6oNbLLON pOPMON
6eTa-Tanaccemmu.

OCHOBHbIM METOZIOM JleYeHUsi MaLneHToB ¢ 6oMblon popMoli 6eTa-TanaccemMmmn BHe
3aBUCMMOCTY OT UX BO3pacTa SIBNAETCA TpaHChy3un (NepennBaHnsa) JOHOPCKUX 3pu-
TpoUUTOB ANA NOAAep»KaHMA remornobrHa B AmanasoHe 95-125 r/n B couyeTaHum c
XenaTopHON Tepanuen (T.e. neYeHreM, HanpaBIeHHbIM Ha yAaneHVe U3 OpraH1M3ma us-
ObITKa »kese3a). To fieueHre No3BoJIUI0 BCEM OOJIbHBIM: 11 IETAM, U B3POCSIbIM, BECTYU
HOPMaJIbHbIN (CBOMCTBEHHDIN UX BO3PACTY) 00pa3 XKN3HU, NPOAJSIUTL KMN3Hb C COXPaHe-
HMEM ee KayecTBa [0 BO3pacTa, CBOMCTBEHHOMY 340POBOMY HAaCeJIEHMIO CTPAHDbI.

Kakne npoaBneHunsa Tanaccemmmn?

AHeMMA - CHWXeHVe remornobrHa — pesynbtaT HeaddeKTMBHOro obpasoBaHuA
SPUTPOLINTOB B KOCTHOM MO3re 1 COKPaLLEeHMA MPOJOIKUTENBHOCTU XN3HU SPUTPO-
LUTOB, B TAXKENbIX CJlyYyasX aHEMUA HACTOJNIbKO Bblpa)keHa, YTo HeobxoaMMOo NoCTo-
AHHO NPOBOAUTb NEepPennBaHUA JOHOPCKMX 3puTpoLmnToB. lNpoasnaeTca cnabocTbio,
O[bILLKOW, XeNTYXOW, NHTOKCMKaLU el 1 NOBbIWeHeM TeMnepaTypbl Tena.

Meperpyska Xenesom — NaToNorMyeckoe HakorneHve *enesa B pPasfIMyHbIX opra-
Hax 1 TKaHAX, pe3ynbTaT nepepaboTKy JOHOPCKUX SPUTPOLMTOB OPraHU3MOM Ma-
LUMEeHTa B COYETaHMN C PEe3KO MOBbILEHHbIM YCBOEHMEM »Kefle3a M3 NULLEBbIX Npo-
OYKTOB; NocfiefHee CTaHOBUTCA OCHOBHOW NMPUYMHON HAKOMJIEHMA N3MMLLKA XKene3a
y NauMeHTOB C MPOMeXyToUHoN popmol GeTa-Tanaccemmun. HakonneHHoe xeneso



noBpeXdaeT nevyeHb, CepaLe 1 SHAOKPUHHbDIE Kefle3bl 1 OHW He MOTYT HOPMasnbHO
paboTaTb.

OcHOBHOW €cNocob neyeHUs NALMEHTOB C TanacceMmel — NepenBaHnuA 3pUTPoOLUT-
HoM Maccbl. OfHa fo03a AOHOPCKNX SPUTPOLUTOB COAEPXKUT NpumepHo 200 Mr xene-
33, KOTOpOe OTKNaAblBaeTCA B Hayane B crieyunanbHbIX KneTkax — Makpodarax (Knet-
K1 YyenoBeKa yTUnm3upyiouwme ctapble KNeTKn KPoBU U JJOHOPCKUE SPUTPOLUTDI), a
nosfHee B »KeJie3ax BHyTPeHHeN cekpeuuun (rmnodus, NogKenygoyHas »enesa u ap.)
n Mrokapge (cepgeyHon mbiwue). NpumMeHeHWe XenaTopoB Xefe3a (cneunanbHbIX
NeKapcTB, BbIBOAALMUX M3ObITOK Xenes3a 13 opraHM3ma YenoBeKa) Npu NOCTOSHHOM
NCNONb30BaHNM B AOCTAaTOYHONW [03€e MO3BONAET NpefoTBPaTUTb MoBpexiatollee
[eNncTBMe Ha opraHbl U TKaHW 60NbHOrO YenioBeKa N36bITKa Xkenesa.

MoBpexaeHne MMoKapha »ene3oM MOXeT MPOABAATbCA Kak cepAeyHON HepoCTa-
TOYHOCTbIO 1 PA3/IMYHBIMU HAPYLLEHUAMM PUTMa cepaua.

MoBpexaeHne NeveHn U3NNLLKOM Xefie3a NMPOVCXOAUT B BrAe nosasneHnsa ¢prnbposa
(nanee unppo3a) B NeYeHN C NOCNEAYOWNM CHUPKEHEM HENOCPEACTBEHHOW PYHK-
LUK NeyeHn No NPOn3BOACTBY »KU3HEHHO BaXKHbIX BELLECTB B OpraHu3Me 1 rno BbiBe-
JIEHUIO «LLJTAKOB» C »KENUblo 13 OpraHn3ma.

M3 sHOOKPUHHBIX 3aboneBaHnii, CBA3AHHbIX C Meperpy3Kom *ene3oMm, y 60MbHbIX Ta-
XenbiMu popmMamMuy TanacceMuii MOTyT ObITb CaxapHbli ArabeT, HapyLeHne pPocTa,
rMNoroHagn3mM (HapyLleHe MOSIOBOro pPas3BuTUSA), TMNOTUPEO3 (HEeJOCTAaTOYHOCTb
LW MTOBUAHOW »Kene3bl), rmnonapatupeos (HegoCTaToYHOCTb GpYHKLMM NapaLMTOBUA-
HbIX Xene3).

YBenuueHne pasmepoB ceneseHKM (crnneHomeranus) pasfnyHoOWM BblpPaXKeHHO-
CTW. YBenmyeHve pa3mepoB cefieeHKn npu cbanaHCcMpoBaHHOM BeeHUn 60MbHbIX
60nbLUoN GOPMON TanacCEMMUN B HACTOSALLEE BPEMS BCTPEUYAETCHA PEAKO U BblPaXKEHO
He3HauuTenbHo. Mpu HeageKBaTHOM JIeUeHUM cefie3eHKa ObICTPO YBENMUNBAETCA B
pa3mMepax 3a CUYeT yyacTua B KPOBETBOPEHUN (HAUMHAET MOMOraTb KOCTHOMY MO3Ty
06pa3oBbIBaTb 3PUTPOLNTbI, HO OOLNI reMOrfnobuH He noBblwaeTca). CnneHomera-



NA NPUBOANUT K CHUXKEHMNIO 3PPEKTUBHOCT NPOBOANMBIX NEPENMNBAHUI [OHOPCKNX
SPUTPOLINTOB, @ TAKXKE K CHVXKEHMIO YNCITIEHHOCTU APYIUX KNETOK nepudepunyeckon
KpPOBY — TPOMOOLIMTOB 1 NTENKOLUTOB, TaKOe COCTOSIHME Ha3blBAETCA MMMNepCrieHns-
MoM. [py pe3KoM BblpaXKeHHOM YBeNIMYeHUN cene3eHKN NOABNAETCA BbICOKMIA PUCK
pa3pblBa cefie3eHKM Npu ManenLien TpaBMe XMBOTa, YTO NPeCTaBAAEeT Yrpo3y Xu3-
HW. MNpu NnpomexxyTouHom popme HeTa-TanacceMmm CreHoOMeranusa — Yyactoe fBfieHue.
OueHb BaXXHO perynapHoO CNeUTb 3a Pa3Mepamim ceneseHKn, 0CO6eHHO y MaLNEHTOB C
penkumm TpaHchy3nAMN SOHOPCKNX SPUTPOLMTOB!

CnneHs3KTOMUIO — XNPYPruyeckoe yaaneHme ceneseHkn — NpoBOAAT NPU Pa3BUTUN AB-
NEeHWI rMnepcnieHn3ma Unm NosABNEHNM PUCKa pa3pbiBa cene3eHKr, O4HAKO Npu STOM
MO>KET MOBbICUTLCA BOCMPUUMUYNBOCTb YeNIoBeKa K HEKOTOPbIM UHeKLMAM. YaaneHmne
ceneseHKu Npv 60bLWON NN NPOMeXYToYHON dopme 6eTa-TanacceMmm He MPUBOAUT
K MOBbILIEHWNIO FeMOrIo6UHa.

JKCNaHCMA KPOBETBOPEHMSA — PaCLUIMPEHME YYACTKOB KPOBETBOPEHMNA B KOCTHOM
Mo3re. B Hopme KpoBeTBOpeHue pacnonaraeTca B rybuatbix (Mnockue KoCTu yepe-
na, pebpa, Tena NO3BOHKOB, KOCTY Ta3a) KOCTAX M TPpy6UaTbix KOCTAX, C BO3PACTOM MO
Mepe CTapeHnsa opraHr3ma — TOJIbKO B MIIOCKKX KocTaAXx. [py Bo3pacTaHum notpebHo-
CTel opraHn3mMa B KNneTKax KpoBY, Kak Hanpumep, Npu Tanaccemmun (MpomMe>KyToUHOM
dopme 1 Npu HeafeKBATHOM neyeHnmn 6onbLio GopMbl) BbiICOKasA HEOOXOANMOCTb B
SpUTPOLINTAX, KPOBETBOPEHME 3aHMMAET BCE BO3MOXKHbIE MeCTa eCTECTBEHHOW JlO-
Kanusaumm KpOBETBOPEHUs, MpuBOAA K yTonweHuo 1 aedopmMaumm Kocten. Mpwu
SKCTPEMANbHOM PAaCLUMPEHNN KPOBETBOPEHNA — KNETKM KOCTHOrO MO3ra BbIXOAAT 3a
npepenbl KocTel, 06pa3oBbiBasA onyxoneBugHble 06pa3oBaHUA — NCEBLOOMNYXOSN.
3a cyeT KOCTHbIX fedopmaunii U YTONLWEHWI, @ TaKXKe 3a CYET NCeBA0OMNYX0NU, MOryT
CAABNMNBATBLCA »KM3HEHHO BaXKHble COCYANCTbIE U HEPBHbIE CMNIETEHMA, UTO MOXKET NPO-
ABNATLCA PA3IMYHBbIMK HEBPOJIOTUYECKMMY CUMNTOMAMI (MOTepsA YyBCTBUTENBHOCTM,
UyBCTBO OHeMeHUA, 6011, HapyLlueHre GYHKLUN MbILIL/OpraHOB, KOTOPbIe NMUTAKTCA
13 3TOro CNfeTeHWs, U Ap.), CUMNTOMaMWU CAaBNeHUA (Korga NceBfoonyXosb CUSIbHO



CAABNMBAET HOPMAJIbHble CTPYKTYPbI, MeWas nx GyHKLMK), OCTEONOPO3, MaToNornye-
CKME NMEePENIOMbI, YTO TaKKe MOXET CONPOBOXKAATLCA OONbIO U HApyLeHUEM GYHKLUN
opraHusma.

MNpv npoBeeHN He[OCTaTOYHOW TPAHCPY3NOHHON Tepanun Pa3BNBAKOTCA TUMNYHbIE
Tanaccemmyeckue gedopmauunm KOCTel CKeseTa yBeNMYeHME pPa3MepoB KUBOTa 3a
CYeT CrnneHoMeranuy, obyCc/IOB/IEHHbIE PacCLUMPEHNEM KPOBETBOPEHNA, 3aMeNIA0TCA
Temnbl GU3NYECKOTO POCTA 1 PA3BUTKA 3a CHET ryOOoKoN aHeMunm. BHewHWiA Bug 601b-
HbIX TanacCeMUMEN, He MOJyYaLLKX JleyeHmne, npeacTaBneH Ha ¢oTo 1 u 2.

®omo 1. lemu, cmpadaroujue cpeduzemMHoMopcKkoli aHemueli msaxenol cmeneHu (nocnedyro-
wue HazeaHus — aHemua Kyau, 6onewas ¢opma bema-manaccemuu) u3z nyébauxkayuu Cooley
T.B. & Lee P. A series of cases of splenomegaly in children with anemia and peculiar bone changes.
Trans Am Pediatr Soc, 1925; 37: 29-30



®omo 2. BHewHul 8u0 60/16H020 60s1bWOL hopmol bema-manaccemuu 12-mu siem, He NOJy4as-
wezo sieyeHue (60-e 200b1 CCCP).

Mpu OTCYTCTBMM NIeYEHUs TAXKENaA aHEMMUA NPUBOANT K PaHHEN CMEPTHOCTY B BO3pac-
Te 3-12 neT npu 6onbLon popme GeTa-Tanaccemmu.

MNpv HeapeKBAaTHOM JfleueHU (He fOCTaTOUYHaA TPaHCPY3MOHHaA Tepanusa (KOHLEHTpPa-
umA remornobuHa fo TpaHcdysum meHee 95 r/n), OTCYTCTBME MW HEAOCTAaTOYHAsA Xena-
TOpHaA TepanuaA) NPOAOIKUTENBHOCTb »KU3HM PE3KO COKPALLAeTcA 3a cYeT pa3BUTUA
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MHOTFOUYNCIIEHHbIX OCIOKHEHWI (AHEMMYECKOE MopaXKeHne cepaua, neroyHasn runep-
TeH3Us, TPOM603bl, ICEBAOOMYXOSIEBbIE MAaCChl BHEKOCTHOMO3rOBOIO KPOBETBOPEHNS,
crnneHomeranusa, Tpodpuyeckmne s3Bbl, XPOHUYECKaa NoYeyHasa HeJoCTaTOYHOCTb), Be-
POATHOCTb A0XWUTb A0 30 NIeT C MIOXUM KauyeCTBOM »U3HU umeeT MeHee 30% 60/bHbIX
6onbluoi popmoli beTa-Tanaccemmnmu.

Kakue nccnegoBaHus Heo6xoaumo caenatb Ana NoATBEPXXAEHUA Tanaccemmmn?

O6wuli aHanu3 Kposu, B KOTOPOM HEOOXOANMO 06PATUTb BHUMAHME He TONbKO HA KOH-
ueHTpauumto remornobuHa (Hb), Ho n Ha uncno sputpouunToB (RBC), spuTpoumTapHbie
NHAEKCbI (CpefiHIo KOHLUEeHTpauumo remornobuHa — MCH, cpegHuin o6bem sputpouu-
ToB — MCV, cpefHioto KOHLEeHTpaLmio remorniobrHa B aputpountax — MCHC) 1 konnve-
CTBO PETUKYOLUTOB.

buoxumuyeckuli aHanu3 Kposu, B KOTOPOM aKLEHTUPYETCA KOHLEHTpauns obLyero 6m-
nupy6uHa n ero dpakumin (NPAMor N HenpAamon GNNPYOUH), aKTUBHOCTb MeYeHou-
Hbix dpepmeHToB (AJTT, ACT), KOHLUEHTPALMA Xefle3a B CbIBOPOTKE KPOBW, 06LLas Uan
HeHaCbILLEHHasA Xene3ocCBa3biBalowan cnocobHocTb coiBopoTKkM (OXMKCC nnn HXCC),
K03$ULMEHT HacbiweHnA TpaHchepprHa XKene3oM, KOHLEHTpaunsa pepputmHa Cbi-
BOPOTKM, YTO MO3BONUT UCKMIOUNTb AedULUT XKene3a Kak NpUUYnHy n3MeHeHUn B 06-
LLeM aHanm3e KpoBu.

VccnedosaHue pakyuli 2emo2106UHa MeTOAOM KanuiaApHOro snekTpodopesa nnm
BbICOKOI(DEKTUBHONM XKNAKOCTHONW XpomaTtorpadun. B cnyyae Tanaccemmm 6yayT vs-
MeHeHbl NPONOPLMN HOPMaNbHbIX GpaKuuii reMornobrHa Unm BbiABNEH aHOMAbHbIV
remorno6uH (cm. Tabnuuy 1).
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Tabnuya 1. TunuyHsele UsMeHeHUs PPakyuli 2eMo2/106UHA NPU PAsIUYHbIX hopMax masndccemuu

®opma Tanaccemumn HbF, % HbA2, %

beta-tanaccemuns

Manasa ¢opma <5% >3,5%
npomexxyTouHasa dopma 10-50% (nHorga go 100%) >3,5%
6onbluan ¢popma >50% <3,5%

Anbda-Tanaccemmsa

MWHMManbHas

0-1% 2-3%
(n HOCUTENbCTBO)
remorno6uHonatus H* 0-1% 0o 1%

* Mo2ym npucymcmeosame pasnuyHsie konudecmea HbH (0,8-40%)

JHK-uccnedosaHue 2106UHOBbIX 2eHO8 NMO3BOJIAET BbIABUTb KaK TOUKOBblE MyTaLuK,
Tak 1 geneunn (notepu GbparMeHTOB reHa) PasfnyHON NPOTAKEHHOCTU. 3HaHMe Xa-
pakTepa MyTauuv Mo3BONAET MNPEeANoNoXNUTb BO3MOXHYIK TAXeCTb 3abosieBaHus.
YacTb nNoniomoK 6eTa-rnobnHOBOrO reHa Mo3BOJIAET COXPAHUTLCS HEKOTOPOMY OCTa-
TOUYHOMY CMHTe3y 6eTa-rNo6UHOBBIX Lienen, Apyras 4yacTb — AenaeT CUHTe3 3TUX Lenei
MOJSIHOCTbIO HEBO3MOXHbIM. Heobxoamnmo rccnegosaTb Kak 6eTa-rnobnHOBbIN reH, Tak
1 anboa-rnobrHOBbIE reHbl B CBA3W C Kpae BbICOKOWN YaCcTOTOWN BCTPeYaeMoCTh coye-
TaHHbIX NopaxeHuii. CoyeTaHne anboa- 1 6eTa-Tanaccemmnyi NPUBOAUT K HEKOTOPOMY
BblpaBHVBaHMIO 6anaHca rMo6bMHOBbIX Lienen 1 CMArYEHNI0 KNMHUYECKUX NMPOABIEHI
3aboneBaHuA.

Ynempa3zeykogoe ucciedogaHue (¥Y3/) opraHoB GPIOLIHON NONOCT HEOOXOAMMO Ans
OLIEHKM Pa3MepOB NeYeHu 1 Cene3eHKU, COCTOATENbHOCTY KeNUYeBbIBOAALMX Ny TEN.
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Yro ABNAeTcA cTaHAapTHOMN Tepanven Tanaccemun?

bonbHble manoli popmol 6eTa-Tanaccemmnn 1 3OPOBbIE HOCUTENM TaacCeEMMU He Tpe-
6ytoT nevyeHunA. [1ns HUX oYeHb 8aXKHO co6/100eHuUe 300p08020 06pasa »u3Hu: cOa-
NaHCMPOBAHHOE NMUTaHWe, AiBUraTeNibHaA akTUBHOCTb, OTCYTCTBME BPEAHbIX MPUBbIYEK
(KypeHwue, ankoronb, ynotpebneHre TOKCUYHBIX BELLECTB), YTO MO3BOSIUT OPraHn3My
CaMOCTOATE/IbHO KOMMEHCUPOBATb FreHETUYECKN AedeKT.

BbonbHble TAXeNbIMU KNUHUYECKMI GOPMaMU TanacCeEMUN HYXKAAKTCA He TONbKO B
3[0POBOM 06pa3e XM3HU, HO 1 B CMELMANIbHOM JIEYEHMN.

[lns Bcex naumeHToB ¢ nobor GopmMor TaniaccemMmm B 1l06OM BO3pacTe NpMHLUNnasb-
HO BaXXHa 0su2amesibHAA AKMUBHOCMb — 3aHATUA QU3KYNbTYPO 1 crnoptom (6e3
yyacTua B COPEBHOBAHMUAX), YTO MO3BOMUT MAaKCMMAJIbHO NoAaaepaTb MUHepanm3a-
LIMI0 KOCTEN CKesleTa, 0COOEHHO MPU CPefHe TAXKENbIX U TAXENbIX KIUHUYECKnX Gpop-
Max Tafnaccemmum.

TpaHcdysunoHHaa Tepanua (nepennBaHNA SPUTPOLNTHON MacCbl)

lMayueHmel ¢ npomexymouHou ¢popmoli bema-manaccemuu (M APYTUMU KIVHUYECKN
CXOXUMK popMamu Tanaccemmm) B TPaHCHY3UAX JOHOPCKNX SPUTPOLUTOB HY>KAaloT-
€A peaKko (Hanpumep, NP CHXKEHUN remornoburHa meHee 50 /1, Npy ConyTCTBYIOLNX
NHOEKLMAX, NPY NPOBEAEHNM XMPYPTUYECKMX onepauunii, Ha Bpems 6epemeHHOCTH,
Npw BblpaXKeHHOW 3aflePXKKe POCTa, IeroYHON rMnepTeH3nn, cepaeyHor HefocTaTou-
HOCTK, CKIIOHHOCTMN K TPOM603aM, TsXKenble KOCTHble fedopmanmn).

MayueHmel ¢ 6onbwol popmoti bema-manaccemuu fns COXPAHEHNA HOPMaNbHbIX TEM-
MOB POCTa 1 Pa3BUTKA B ETCKOM BO3pacTe, AN COXPaHEHMA KauecTBa 1 NPOJOIIKU-
TENbHOCTY >KN3HU HE OT/IMYAIOLLETOCA OT 340POBbIX NIIOAEN — BO B3POC/IOM BO3PacCTe,
BbIHY>KZEHbI PErYNsAPHO KaXkable 3-4 HefleNn B TEUEHME BCEN XKN3HM MOJTyYaTb TPaHC-
dy3un (NnepennBaHnsa) OHOPCKMX SPUTPOLIMTOB.

Mpwv HazHaueHUN NepenBaHNN JOHOPCKNX IPUTPOLMTOB Bpay NOAPOOGHO 06BACHUT
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Kak byzeT npoxoanTb TpaHCchy3uns, MoUEMy ee HY>KHO NPOBOAWTb, NPOBeAeT NPoby Ha
COBMECTUMOCTb JJOHOPCKMX SPUTPOLINTOB C BalLel KPOBbIO, OOBbACHUT Kakne MoryT
ObITb peakUM Ha NepenBaHme 1 YTO HY>KHO BaM AeNnaTb B 3TWX cJlydasx. Heobxoanmo
BHUMATENIbHO BbIC/YLLATb AOKTOPA, €C/IN Y BaC BO3HWMKHYT KaKue-nMbo BOMPOChl, He
CTECHSINTECH, 3a[1aiiTe VX [0 Havyana TpaHCchy3mm, 1 ganee TwaTeNbHO CrieayinTe coBe-
Tam Bpava.

XenatopHasn Tepanus

7O fleyeHue, HanpaBNeHHOe Ha yaaneHne N36bITKa Xefle3a U3 OpraHnu3ma naLlmeHTa.
Mcnonb3ytoTca nekapCTBeHHble Mpenapatbl, pa3pelleHHble K MegUUNHCKOMY Npu-
MeHeHMI0 Ha TeppuTopumn Poccuiickon Oepepauunn (aedepasnpokc); B cryyae He-
NepeHoOCMMOCTI NaLMeHTOM 3TUX NpenapaToB, peleHnem BpauebHol komuccum ¢
cobnogeHviem Bcex perfnameHTUpyembix Poccninckmum 3akoHogatenbCTBOM HOPM MO-
XeT 6blTb Ha3HAYeH Npenapart, He3aperncTPUPOBaHHbIN B Poccnm, HO paspeLLeHHbIN
B ApYrux CTpaHax Mrpa Afs neyeHns neperpysKku kene3om y 605bHbIX Tanaccemmen
(nedpepokcamuH).

Kakue nccnefgoBaHunsa Heo6xoAnMO NPOBOAUTD ANA KOHTPONA fleyeHuna?

O6WKin aHann3 KPoBY C MOACYETOM UYmMCa TPOMOOLMTOB, TENKOLMTAPHOW GOPMYIbl,
PETUKYNOLUMTOB 1 HOPMO6IACTOB (MoNoAble AAPOCOAEPKALLME KITETKM KPACHOW Kpo-
BW, B HOPME OTCYTCTBYIOT B Nepudeprieckoin KpoBK), KOTOpbIi MO3BOMIUT Bpady oLie-
HUTb HACKOJIbKO afleKBAaTHO OPraHK30BaHO JleyeHne KINMHUYECKN 3Haunmon Gopmbl
Tanaccemuu.

Broxnmmuecknin aHanms KpoBum € oLleHKON GYHKLMW NeYeHn 1 MoYekK, 3anacoB xene3a
B OpraHu3me (peppuTHH CbIBOPOTKM) MO3BONAET OLIEHNTb 6€30MacHOCTb MPOBOANMON
BaMm (BalLemy pebeHKy) Tepanuu.

Y3 opraHoB 6pIoLLHON MOOCTU U 3a6PIOLIMHHOTO MPOCTPAHCTBA — HEOOXOAMMO ANA
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OLIEHKM pa3MepOoB NeYeHu, Cene3eHKn 1 NoYvek, paHee BbiABEHE KaMHEN B eNUYHOM
ny3blpe 1 NCeBA0O0MNYyX0eBblIX MaCC BHEKOCTHOMO3IOBOIO KPOBETBOPEHUA.
NccnegosaHue dyHKLmmM cepgua (OXO-KI v IKT, npr Heo6xoanMOCT CyTOYHOE MOHU-
TopupoBaHue JKI) AnAa Bcex NauMeHTOB C KITMHUYECKN 3HAaUYMMbIMKU GopMamMum Tanacce-
MWW C MOMEHTa NOCTAHOBKM AMarHo3a 1 Jasiee eXxerogHo.

WccnepoBaHue ropMoHanbHOro npodunsa ansa Bcex TpaHCPy3nOHHO 3aBUCMbIX NaLy-
€HTOB CTapLlle 8 neT.

WccnenoBaHue copgeprKaHue »kenesa B neveHn, Mmokapae v runodurse o Havana xena-
TOPHOW Tepanun 1 ANA KOHTPONA OCBOOOXAEHNA OPraHOB OT N30bITKa Xese3a.
CKpUHVHI Ha nHdeKuun, nepeaatolnecs ¢ KOMNOHeHTaMy JOHOPCKOW Kposu (BAY,
renatutbl B 1 C) cnyyae perynapHbix TpaHCOY3nUin — eXXeMeCsaUYHO, MPY PeiKux TpaHc-
by3nax — exxerogHo.

OueHKa OCTPOTbI 3peHUsA 1 CyXa [0 Hayana XxelaTopHO Tepanuu 1 ganee ex<erofHo.
OueHKa MVHepanbHOW NAOTHOCTU KOCTEN CKefeTa eXKerogHo HaumMHasa C NogpOoCTKO-
BOro Bo3pacra.

EcTb N1 paguKanbHasa Tepanua Tanaccemum?

B HacTosLLee BpeMa paguKanbHOW Tepanuei KIMHUYECKM 3HauMbIX Gopm Tanacce-
MUM CUMTAETCA TPaAHCMIAHTAUMA reMOono3TUUYECKNX CTBOMOBbLIX KneTok (TICK), ncrou-
HUKOM KOTOPbIX MOXeT ObITb KOCTHbIN MO3r, nepudepryeckan KpoBb 1 NMyrnoBUHHAA
KpoBb. Obuwaa 6eccobbITUNHAA BbKMBAEMOCTb OOMbHbIX Tanaccemmen nocne TICK
JocTuraeT 98% npwu ycioBUW, YTO 4O 3TOro GOJSIbHOW Mosyvas afekBaTHYo Tepanuio
(TpaHchy3nmn [OHOPCKUX SPUTPOLMTOB NpK remornobuHe 95-100 r/n go Hb He meHee
125 r/n B coueTaHUn C xenaTOpHOW Tepanvei (Ha ¢oHe npoBoaumon xenauun dep-
PUTUH CbIBOPOTKM MeHee 1500 MKr/n), He3HauMTeNbHOEe yBeNMYeHNE cele3eHKN (He
BbICTYNaEeT HUXe Kpaa pebepHON Ayru), OTCyTCTBUE NPU3HAKOB ¢ubpo3a B neveHwu.
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B npoTrBHOM ciyyae o6wwan 6eccobbITUNHAA BbKMBAEMOCTb — CYLLECTBEHHO HUXKE,
a NpU TAXKENOW MNeperpysKe »Kene3om neyeHn N MUoKapaa, HamMunum aHeMnYeCcKom
KapanommnonaTui, BbIPaXKeHHO CrifieHOMEranuu — He LiesiecoobpasHa B CBA3U C Kpali-
He BbICOKUM PUCKOM rnbenu naymeHTa.

B nocnepgHue roabl noasunacb MHGoOpMaLUA NO FeHHOW Tepanum, KOTopas CKOPO CMO-
XKET CTaTb eLye OAHONM paguKanbHOWM ONumen NevyeHuns.

Yto genatb ecnun YCTaHOBJI€H ANarHO3 Tanaccemuma?

Balu nevawmi Bpay fOmKEH OTNPaBUTb BaC Ha KOHCYNbTaLMIO K MECTHOMY remMaTosnory,
KOTOpPbIN 3aTeM, JO/KeH AaTb HanpasneHue B oanH 13 PefepanbHbiX LIEHTPOB, yKa-
3aHHbIX HUXe, 4NA NpoBeieHNA ANArHOCTMKN (MOATBEPXKAEHNA TanacCeMn) U Ha3Ha-
YyeHMA NPaBUIIbHOTO NeYEHUSA.

[lna nonyyeHma HeEOGXOAMMOTO NeyeHns TakKe BaXKHO 0GOPMUTb MHBANMAHOCTD, NO-
3TOMY B 3aK/IOYEHMM NEYEOHOTO yupeKaeH A, Kpome UHPOopMaLUmM o Tepanuu, [oNx-
Hbl 6bITb peKoMeHZauMM o NpoxoxaeHun MC3 no MecTy K1TenbcTaa.

B cootBetcTBUM C lNepeyHem rpynn HaceneHua 1 Kateropuin 3abonesaHuii, Npu am-
6ynaToOpPHOM JleYeHUN KOTOPbIX, JIeKapCTBEHHbIE CPeACTBa U N3AeNNs MeaULNHCKOro
Ha3HauyeHWA OTNYCKATCA MO pelenTam Bpayel 6ecnnaTHO, yTBEPKAEHHOM MOCTa-
HoBneHneM [MpaButenbctea PO N2 890 ot 30.07.1994 «O rocygapcTBEHHOW NOAAEPXKKE
pa3BUTUA MeANLMHCKON NPOMBILNEHHOCTY 1 yNydlleHnn obecrneyeHna HaceneHnsa n
yupexaeHUn 34paBOOXPaHEHNSA NIEKapPCTBEHHbIMU CPEACTBAMU N N3ENMAMU MeAU-
LMHCKOrO Ha3HauyeHusn», JeTU-NHBaNVAbl B Bo3pacTe Ao 18 neT obecneumsaoTca Bce-
MW NIeKapCTBEHHbIMU CPeACTBaMU NO peLienTamM Bpayel 6ecnniatHo.

Kpome TOro, Tanaccemma OTHOCWUTCA K rematofiornyeckmm 3abonesaHusm (Hacneg-
CTBEHHbIM remMonaTuaAM), M NpenapaTtbl ANA NeYeHna AaHHbIX 3aboneBaHUN 1 Koppek-
L1 OCNOXKHEHUI VX NIeYEHNA TaKXKe JOMIKHbI NPefoCTaBAATbCA NaLueHTaM no peLen-
TaM Bpauvein 6ecnnaTHo.
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MonesHaa nHpopmauyuns

KOAbl MKB-10 (MEXXAYHAPOAHASA KNNACCUOUKALIUA BOJIESHEN 10 MEPECMOTPA):

anbda-Tanaccemua — D56.0

6eTa-Tanaccemusi — D56.1

Jenbra-6eTta-Tanaccemua — D56.2

HOCUTENbLCTBO NMpPU3HaKa Tanaccemmm — D56.3

HacneaCcTBEHHOe NepcucTupoBaHme ¢petanbHoro remornobuHa (HNOr) - D56.4
Apyrue tTanaccemunn — D56.8

TanacceMmsa HeyTouHeHHas — D56.9

OEAEPAJNIbHBIE LEHTPbI, OKA3bIBAIOLWWE CNELLMAJIN3NPOBAHHYIO
NMOMOLLb NALMEHTAM C TAJIACCEMUEN:

r. MockBa:

1. OIBY «HaumoHanbHbIN MEAVLIMHCKNI NCCNe[0BaTENbCKMIN LIEHTP AETCKOWN rema-
TONOTNW, OHKOSIOTUN Y MMMYHONOrMM UMeHn Omutpua PorayeBa» MwuH3ppasa
Poccun (Mockga), r. MockBa, yn. Camopbl Mawwena, a. 1, ten.: +7 (495) 287-65-70

2. OIBY HaumoHanbHbIN MegUUMHCKUI UeHTp rematonoruim M3 PO. r. MockBa,
HoBbiln 3bIKOBCKMIA Npoe3g, A. 4a, Ten.: +7 (495) 612-45-51

r. CaHkT-lNeTepbypr:

1. (QepepanbHoe rocypapcTBeHHoe OwpkeTHoe ob6pa3oBaTeslbHOEe YyupexaeHue
BbiCliero obpasoBaHuA nepBbli CaHKT-TeTepbyprckuin rocyfapCcTBEHHbIA Mefu-
LUMHCKNA YHMBepPCUTET MMeHn akagemumka V.M. MNaBnoBa MnHMcTepCcTBa 34paBo-
oxpaHeHua Poccuninckon ®egepauun, knuHnka HUWOOMMT mum. P.M. Topbauesori.
r. CaHkT-lNeTepbypr, yn. PeHTreHa, A.12, Ten.: 8 (812) 338-62-61
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MNpencenatens NpaBneHUA:
MACHWKOBA WNpwnHa BnagumnpoBHa
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NOIOCAH Hensa CepreeBHa

NcnonHntenbHbl gUpeKkTop
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Bcepoccuinckoe o6LwecTBO peaKux
(opdaHHbIX) 3a601€BaHNI.
125315, r. MockBa,

yn. Yacosas, a. 24, cTp. 2, KOMH. 27

Bcepoccuiickoe obLecTBo peakux (opdaHHbIX)
3aboneaHuii (BOO3) cozpaHo B 2012 rofly nNo nHMLMaTBe
NaLMeHTOB, YIeHOB UX cemeli 1 3KcnepToB. K pegkum unu
«opdaHHbIM» 3aboneBaHnAM B Poccum oTHOCAT 6onesHu ¢
pacnpocTpaHeHHOCTbIo MeHee 10 yenosek Ha 100 000 Ha-
ceneHus.

OCHOBHAA LIEJIb OTPAH3ALNN:

- MOMOLb MaLMeHTaM C pefKMMU 3aboneBaHuUAMYU pea-
NN30BaTb CBOE KOHCTUTYLIMOHHOE MPaBO Ha JieueHune, co-
BEPMEHHYIO AMArHoCTUKY, peabunuTauuio 1 couuanbHyo
NOAAEPXKKY.

Bcepoccuiickoe obLecTBo peakux (opdaHHbIX)
3aboneBaHUii ABAAETCA YeHOM paboueln rpynnbl No pea-
KM 6onesHam Bcepoccuinckoro Cotosza naymeHtos (BCM),
yneHom CoBeTa Mo 3alwuTe npas nauveHTos npu M3 PO.
Bcepoccuiickoe obuwectBo pefkux (opdaHHbIx) 3abone-
BaHWI MIMeeT cornalleHne o cotTpyaHuyecTse ¢ Poc3gpas-
Hapg3opom. OKasbiBaeT MOAAEPKKY U OPUANYECKYIO MO-
MOLLb CEMbAM, CTONKHYBLUMMCSA C pefiKum 3abosieBaHUEM.

Pasgensete Hawy no3nuuio — NoapepKnTe Hac

WMHH/KMMN 7714400977 / 774301001

OrlPH, OKMO 1127799005080, 09150445

MonHoe HaMmeHoBaHMe H6aHKa OAOQO «CBEPBAHK POCCHW»

Appec 6aHKa 117997, r. MockBa, yn. Basunosa, 4. 19 (Jon. opnc 9038/1577)
BUK 044525225

Kopp. cuet 30101810400000000225

PacueTHbIn cuet 40703810838060072660

Ha3HaueHue nnatexka bnarotBopuTenbHoe noXkepTBOBaHVE Ha BefjeHVe YCTaBHON

aeatenbHocTn OBLLEPOCCUIICKO OOLLECTBEHHOI OpraHn3aLun
«Bcepoccniickoe o6ecTBO pefKux (opdaHHbIX 3a60neBaHNN»
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