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Tanaccemun

Tanaccemus npeactasnseT cobon pasHOpPoOAHOE CEMENCTBO reHeTu4Yeckmnx 3abonesaHun,
npu KOTopbiX HabngaeTcsa YacTUYHaA MaM NoaHasa cynpeccna obpasoBaHMsA HOPMaibHOMoO
remornobuHa (Hb). KnnHunyeckasa Tsa)KeCTb pa3IM4yHbIX BUOOB TaslacCeEMUN BapbupyeT OT
6eccMMnTOMHOro Te4eHns Ao Taxkenoro 3aboneBaHns ¢ NOTPEOHOCTbIO B TPaHCHY3MAX
(3TO 3aBUCUT OT CTEMNEeHM NoparkeHns CMHTe3a remornobuHa)™?

Haubonee 3HauumMblie acnekrtbl: FemornoouH (Hb)

FemorsnobuH (KOMNOHEHT 3pUTPOLMTOB) NpencTasnseT cobon 6enok, OTBETCTBEHHbIN 3a
TpaHcnopT Kucnopoaa. FeMornobmH COCTOUT U3 YeTbipex NoAMNenTUAHbIX Lernewn,
Ha3blBaeMbIX rNOOMHOM, KaxAas U3 KOTOPbIX CBA3aHa C OAHUM LMKINYECKUM HeEDENKOBbIM
KOMMOHEHTOM MoJ Ha3BaHMEM reM. B LueHTpe Ka)KAon MoJIeKyJibl reMa CooepXUTCHA UOH
xenesa (Fe2+), kotopbin cnocobeH obpaTnMo CBA3bIBaTbL OOHY MOJIEKYy KMcaopoaa, To
eCTb BCero 4 MonekyJsibl Kucnopoga Ha 1 6enok Hb’.

B Hopme Hb copepxunt 2 a n 2 He-a (Hanpumep, B,y nnu 8) rnobnHosbie Lenu.
KoMbuHaumm aTnx uenen obpasyroT passinyHble BUAbl reMorsiobrHa, KOTopble XapakTepHbI
Ans aMO6puoHOB, NAOAOB N B3POC/bIX Ntogen (CM.PncyHok 2). OCHOBHbIM reMor106MHOM
B3POC/IbIX JI0AeN ABNAETCS reMorsobund A (HbA), Bkaodaowmn 2 o 2 B uenu'.

TanacceMum BO3HUKAKT B pe3ysbTaTe aedekToB obpa3oBaHUS a- Uan B-rnobnHoBbIX
Lenen: a-TasacceMmnm BO3HMKAIOT B pe3dy/ibTaTe gedekTa CMHTe3a a-Lenen, B To BpeMs
KaK B-TanacceMuun BO3HUKALIOT B pe3yfbTaTe AedekTa cuHTe3a B-uenen. KnmHun4eckune
nposB/eHU Tanaccemmnin obycnoBneHbl OTCYyTCTBUEM (hyHKUMOHUpPYowero HbA n
n36bITOYHOr0 HakonieHNa rNobnHOBOM Lenn, CUHTE3 KOTOPON He HapyLweH (B-rnobuHa
npw a-TaslacceMmmm n a-rnobuHa npu B-tanaccemmm)t.

nuaeMmosiorms

TanacceMuun BCTpevarTcs npemmyliecteeHHo B KOro-BoctoyHom un KOXXHOM A3un, CTpaHax
CpenunsemHomMmopbs, Ha CpegHem BocToke, B CeBepHoun u LleHTpanbHoOU Adpuke.

Feorpaguyeckoe pacrnpeneneHve a- n B-tasaccemuii nsobpaxeHo Ha PucyHke 1**°

PacnpocTpaHEHHOCTb TaslaCCeMUM N APYrux natonoruii Hb B 3Tux pernoHax, no-
BUANMOMY, KOPPENNpYeT C pacnpoCcTPaHEHHOCTbIO Mansipun. Tem He MeHee, B pe3yJibTaTe
MUrpaunm 3Tn 3aboneBaHuns TakXe pacnpocTpaHnancek B CeBepHyto 1 KOXXHy0 AMepUKYy,



Espony n AscTpanuio.
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a-Tanaccemun-2
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PucyHok 1. PacnpocTpaHeHune Tasaccemum B Mupe’

9TUOJIOrMA M NnaToreHes

TanacceMuu BbI3bIBAOTCA MyTaunaMun, BJAUSIOLWMMY Ha onpenesieHHble 3Tarbl 3KCrnpeccumn
rnobuHoBoro reHa. 3sectHo npumepHo 200 MyTaunin, cNocobHbIX BbI3BaTb TaslaCCEMMIO.
TeM He MeHee, y NofdaBAsoLWEro 60NbLWNHCTBA MNAaLNEHTOB NAEHTUdNLMPYETCA NPUMEPHO
15 myTauuin’.

TanaccemMun Hacie4ylTCA Kak NaTosiornyeckne aanenm ogHoro Uian HeECKONbKNX
rnobMHOBbLIX FEHOB, PacnosIoXKeHHbIX Ha XpoMocomax 11 n 16 (PUCYHOK 2). 9TN N3MEeHeHUs
BapbUPYIOT OT MOJIHOW Aefieuunn 00 peapaHXXNPOBKU JIOKYCOB U TOYEYHbIX MyTaLui,
HapyLlaloLWnUX TPAaHCKPUMLNIO, NPOLECCUHT WX TPaHCAALNIO TeHeTUYeCKo MHopMaLnm
rno6bmHoB.
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B-Tanaccemus
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PUCYHOK 2. [I0BUHOBbIE FeHbl U UX AUCHYHKLUA Npu B-Tanaccemmun’

Kak y>e ynoMnHanocb paHee, TajlacCEMUA BO3HMKaeT B TOM CJly4ae, KOrga reHetnyeckas
MyTauns NPUBOANT K YMEHbLUEHUIO UK NpeKpaLlleHnto obpasoBaHus a- 1 B-rnobrnHOBbLIX
uenen. PesynbTaToM obpa3oBaHna fedeKTHbIX rMOBMHOBbLIX Llenen ABASeTCA YMeHblleHne
CUHTEe3a PyHKUMOHUpPYOLWKMX TeTpamepoB Hb. 3To obpa3soBaHue natonormyeckoro Hb
B/IMSET Ha COCTaB N BHELWHUI BUA SPUTPOLINTOB; OHN CTaHOBATCS FTMMNOXPOMHBIMMU 1
MUKPOLMTaPHBLIMK (CM. PucyHok 3)°.
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PucyHok 3. DpuTpounTbl B HOPME N NpU TaslacceMum
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TMMNOXPOMHbBbIN

COCTOSIHME CHUXEHUSI reMoranobuHa B apuTpounTax’.

MukpouuTapHbIn

CocTosiHMe, KOrAa 3pUTPOLIUTHI ABASIOTCA NaTONIOrNYeCcKn Menakummn®.
lemonuTnyeckas aHemus

AHeMus, 0bycnoBneHHas paspyLueHneM 3puTpoLnToB®,

lemonus

Pa3pyLueHune 3pnuTpoLmnToB®.

KpoMe Toro, CMHTe3 Henopa>keHHoW rn1obuHOBOW Lenn Npoao/»KaeTcs C HOpMaJlbHON
CKOPOCTbIO, YTO BefeT K ee HecbanaHCUPOBAHHOMY HaKoMaeHunio. N36bIToOYHbIE
HOpMaJsibHble r1obMHOBbLIE Llenn 06pa3yloT arperaThbl, OKa3biBalowWmMe TOKCMYEeCcKoe
OencTBme Ha SpUTPOLUTLI, BCJIEACTBUE Yero rnoBpexxgeHHble 3pUTpoLnNTbl LOCPOYHO

paspyLlarnTCca B KOCTHOM Mo3re. TakmMm obpa3om, npouecc 3puTpornosasa ABnseTCs
He3MMEKTMBHbLIM, U HacTyrnaeT remoanTu4eckas aHemus (PucyHok 4)*2,

Image



HopmanbHasa B-Tanaccemusn

CHWXEHHHbIN CUHTE3 B-rnobuHa
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PucyHok 4. MNaToreHes B-tanaccemun’

OCHOBHbIE TUMNbI TaJlJaCCeMUum

[lBe OCHOBHble KaTeropuu (a- n B-tTanacceMmmm) MOXXHO fasiee noapasfesinTb Ha HECKOJIbKO
pa3/IMYHbIX MOATUMNOB B 3aBUCUMOCTUN OT psAfa reHeTU4eCckKux N nHbix paktopos (Tabnumua
1)°

a-TasniacceMum, Bbi3BaHHbIE Ae(EKTOM CUHTE3a A-T106MHOBON Lienu

HbH
Manas Manas a-TajacceMus BoasHka
a-Taslaccemmna-2 a-Tasaccemus-1 unu 6onesHb nnopa
HbH
Bbi3BaHa . Bbi3BaHa Bbi3BaHa
N Bbi3BaHa geneunen . .
pgeneuven 1 ns 4 neneunen 3 jeneunen scex
2 13 4 nokycos
JIOKYCOB 13 4 foKycoB 4 nokycos
o-rnobmHal,9
o-rnobmHa9 o-rnobmHa9 o-rnobmHa9

B-TanacceMum, Bbi3BaHHbIE AedEKTOM CUHTE3a B-rNo6MHOBO Lienu




a-TanacceMum, Bbi3BaHHbIE AeheKTOM CMHTE3a a-rNobUHOBON Lenw

Femorno6bux E
(HbE) /
B-Tanaccemus

Manas B-tanaccemusn MpomeXxyToyHas
Wau Manas TanacceMmus B-Tanaccemus

bonbLias
B-Tanaccemus

Bbi3BaHa TAXesnbiM

Bbi3BaHa
HapylweHneM 1 reHa nnu
HapyLeHnem
JIErKUMW HapyLIeHnamm FEHOB Bbi3BaHa
Bbi3BaHa 2 reHoB B-rnobuHa. ' HacsefoBaHNEM

npuMBOAALLMM K .
HapyLlweHunem 1 O6bI4HO TSXKESIbIX HapyLLUEHNN
obpa3oBaHuto

reHa B-rnobnHag XapaKTepu3yeTcs 2 B-rnobunHoBbIX
y NaToN0r M4ecKoro
MeHbLLEN TAXECTbO N0 reHoB9

y Tuna Hb nog
CpaBHEHNto C 60bLLION
o Ha3BaHueM HbE11l
B-Tanaccemunenlo

Ta6bnuua 1. Moatunsl a- n B-tanaccemun®’

KnuHunyeckasa cMMnToMaTUKa

OCHOBHbIM KJIMHUYECKUM MNPOSIBNEHNEM TaslaCCEMUN ABNAETCA aHeMus. TeM He MeHee,
ncxonsa N3 cteneHn gucbanaHca rnobUHOBBLIX Lenen, KIMHNYeCcKas TAXKeCTb U

NOTPEBHOCTb B reMOTPaHCPy3Max Ha (hoHe TaslacceMuii MOXKEeT 3HaYUTeIbHO BapbUpPOBaTh
(PucyHok 5)**.

e Ha 04HOM KOHLUe Anana3oHa KJINHUYECKUX NPOoABJIEHNN HAaX04ATCA nerkme oopmbl
TajnacceMunin, HanpuMep, Manas B-TanaccemMmums, KoTopas B TUMNYHbIX CydasaX
npotekaeT 6eCCMMNTOMHO C Nerkon aHeMmuen nnu 6e3 Hee, BCieACTBUE Hero
NoTpebHOCTb B reMOTPaHCPY3UsAX OTCYTCTBYET .

* B cepeavHe gnana3soHa Haxo4aTCsA BUAbl TajslacCeMUI, Mpu KOTOPbIX He TpebytoTcsa
AW Wb 3NN304MYecKn TpebytoTca remoTpaHcy3nm. 3Ta rpynna TanacceMni
onpenenseTca Kak TpaHCPy3noHHO-He3aBucumble Tanaccemun (NTDT)™. Ha apyrom
KOHLUEe OaHHOro guarna3oHa pacrnosiaralTcs TaxKesible (hopMbl TaslacceMun,
Hanpumep, B-TanaccemMms, Npu KOTopbiX TpebyloTca perynsapHble reMmoTpaHCy3nn.
OTU TasacceMum onpeensarTca Kak TpaHCPY3NOHHO-3aBUCMbIe TaslaccemMuu

(TDT)™.
Image
TDT
TpaHcdy3MOHHO-3aBUCMMbIE TANACCEMUK
Mony4eHne perynapHbIX remoTpaHcdy3uni
BeccumnTomHan Tsxenas

PUCYHOK 5. [IanasoH KJMHNYECKUX NPOsBJeHnn Tanaccemun™



a-TanacceMmusa

Manasa a-tanaccemusa-2

Manas a-Tanaccemus-2 npencrasnaeT cobon coctosiHne 6eCCMMNTOMHOIO HOCUTENIbCTBA
6e3 aHemun’.

Manas a-tanaccemusa-1

Manasa a-Tanaccemmsa-1 He conpoBoXaaeTcAa natoJiorn4eCKnmMmmn Ct)I/I3I/IKaJ'IbeIMVI
cmMnTomMaMu, Nnpm 3ToM aHEMUNA OTCYTCTBYET UJTN ABNIAETCA MWUHUMabHON™.

HbH a-tanaccemusn / bone3sxubs HbH

Mpwu HbH a-Tanaccemun, Tak>xe Ha3biBaemon 6onesHbto remornobuHa H (HbH), obpa3yeTcsa
nmwb 25%-30% oT HopManbHOro kKonnyectsa HbA. HbH npeactasnseTt cobon arperaThbl B-
remMornobnHoOBbLIX Lienei, KoTopble 0CcefatT B LUPKYINPYIOLWNX spuTpounTax. ¥
naumeHTos ¢ 6onesHbio HbH HabnopaeTca cpenHeTsKeNnaa aHeMUsA U MEeHee Bblpa>KeHHbIN
HEe3((EKTUBHBIN SPUTPONO033. KNNHMYeCcKasa KapTuHa HarnoMmHaeT NPoOMexXyTO4HYIo B-

TaslaccemMuto, N NauneHTbl 06bIYHO A0XKMBAKOT A0 B3POC/AOro Bo3pacTta 6e3 notpebHocTn B

reMmoTpaHcdy3nax>.

BoposHKa naopa

BoasiHka nnoga asnsetcsa Hanbonee Tsxenon opmMon a-tanaccemmn. OHa
conpoBoXaaeTcs obpa3soBaHueM ogHon 13 gopM remornobuHa (remornobuH bapTta),
KOTOpPbIN He cnocobeH [0CTaBNATb KNCI0PO B TKaHW. BoasHka nnoaa B 601blIMHCTBE
c/QlyYaeB NMpuBOAUT K rmbenn nnopa.

B-Tanaccemusn

Manas B-tanaccemuna / Manasa Tanaccemus

Manasa B-TanacceMmns (Tak>ke Ha3blBaeMas Masias TanlacceMus) obbIYHO NMpoTeKaeT
6eCcCMMNTOMHO C NIerkon aHemuen nam 6e3 aHemmmn®. B KOCTHOM MO3re MOXKeT
HabNoAAaTLCA Nlerkas 3puTpoLMTapHas runepniasus’.

NMnepnnasus

N36bITOYHasA Nposidepaumns HopMasbHbIX KNeTok’.

SpPUTPONOITUH

MpooyLmMpyeMblii MOYKaMU LIUTOKWUH, KOTOPbIA CTUMYAMPYET NpoandepaLmio
3puTpoLmnTOoB®.

IKCTpaMenynsipHbINA

Pacnoso)XeHHbIN 3a npeagesiaMmm MO3roeoro sewectTesa NJinm KOCTHOro Mo3ra’.

MpomMeXxyTo4yHas B-TanaccemMusn



MpomMexyTo4yHasa B-TanacceMmns obblHHO NPOTEKAET MEHEE TAXKEN0 N0 CPAaBHEHUIO C
bonblon B-tanaccemuen. Y aTux nauneHToB HabnwogaeTca bonee nerkasa popma gaHHOro
3aboneBaHns, 1 OHM 4aCTO CNOCOOHLI XUTb 6€3 remoTpaHCcdy3nn. Y MHOrMX NauneHToB
HabnwogaeTcs yposeHb Hb 6-9 r/on, oHM OTHOCUTENBHO XOPOLLO PacTyT N Pa3BMBAOTCSA, U
[O0>XKUBAIOT [0 B3pOCJI0ro Bo3pacTta. B cnyyae BOSHUKHOBEHUSA OCNOXKHEHUA MOTYT
noTpeboBaTbCA reMoTpaHChy3nnN. Y HEKOTOPLIX NMauneHToB ypoBeHb Hb konebnetcsa B
AnanasoHe 5-6 r/an. Y MHOrmx ns Takux 60sbHbIX HabNAATCA HapYLLEHUSA Pa3BUTUS,
Mpu 3TOM BO3MOXHbI AeopMaunn ckeneTa. Ana npefoTBpaleHns 3TUX OC/IOKHEHNI
PEKOMEHAYITCS reMoTpaHchy3nun'’.

FemornobuH E (HbE) / B-Tanaccemus

KnnHnyeckune npossneHnsa HbE / B-Tanaccemumn cxoxun ¢ gpyrumm oopmMmamm
npoMeXxxyTo4yHoun B-TanacceMmmun. Y naumeHToB c B-Tanaccemumen / bonesnbto HbE
KJIMHMYEeCKMe MPOoABJ/IEHNSA XapaKTEepPU3yTCa 3Ha4YNTeNbHON BapnabenbHOCTbIO - OT
NIerkux CMMNTOMOB C HOPMaJjlbHbIM POCTOM U pa3sBuTneM 6e3 noTpebHoCTU B
reMoTpaHcdy3usax 40 TSKeNbIX POPM C Bblpa>KeHHOW aHeMUeNn, HapyLeHNAMN pocTa,
TSXKesbIMU KOCTHbIMU U3MEHEHUSAMU, CMIJIEHOMErannen n TAXKeIon rneperpyskomn xenesom.
Y naunmeHToB C TskesibiMy hopMamm 3abosieBaHUSA MoparKaTCa NPaKTUYeCKN BCe OpraHbl
N TKaHW, MPU 3TOM KJIMHMUYECKME CUMATOMbI MOTyT BbITb CTOJIb XX€ Cepbe3HbIMU, YTO U Y
NaLneHTOoB C TPaHCHY3MOHHO-3aBMCUMON BonbLIO Tanaccemmen'.

bonbwasna B-Tanaccemus

Bonbluas B-TanacceMus NPosiBASIETCSA B Te4eHne nepsbix 6-9 Mmecsues. Y 3TUX NaLNeHTOoB
HabnogaeTcs TSHXKeNas aHeMUs, U1 UM HEOBXOANUMbI MHOXXECTBEHHbIE FreMOTpaHCdy3uUun.
OTCyTCTBME NEYEHUS MOXXET MPUBOANTL K HAPYLUEHUIO POCTa, ANCHYHKLNM MHOFUX
OpPraHoB U Aa)ke rnpexxaespemMeHHon cmepTit’.

NomMmumMo aHeMumn npu B-TanacceMmm MOryT NPUCYTCTBOBaATb U Apyrne cUMnTombl. OHN
npenmyLLLeCcTBEHHO KacatoTCa KOCTHOro Mo3ra 1 cesnieseHkun. bes remoTpaHcdy3un aHeMus
BeleT K MMMoKCUmn, CTuMynupyoLien obpasoBaHne 3pUTPONO3TUHA. DTO B CBOIO
CTUMYJINPYET 3KCMNAHCUIO TeMOMN03TUYECKNX TKaHen KOCTHOro Mo3ra. B pesynbTaTe 3TOro
y neten c B-tanaccemmen 6e3 remoTpaHCy3nUin OCHOBHbIM KJIMHNYECKUM CUMITOMOM
ABNAETCHA HapyLweHne pocTa 1 pa3sBuTusa. Kak 3To BUAHO N3 PUCYHKa 6 NPONCXOONT 3p03Us
KOCTEN Nnua n 4epena ¢ obpasoBaHNEM HOBON KOCTHOW TKaHW, YTO CAY>XXUT NPUYNHOWN ONSA
NaToONIOrMYECKUX U3MEHEHWI BHELIHEro Buaa’. Jpyrum cneactenemM HesdeKTUBHOIro
obpa3oBaHUS 3pUTPOLIMTOB B KOCTHOM MO3re siBJISeTCA 3IKCTpaMeayIAPHbIA 3pNTPONO033,
Npu KOTOPOM KJIeTKU KpoBM 0bpasyloTcs B ceneseHke, nevYeHn n NHoraa B imMpaTnyeckmnx
y3nax. 9TO NPUBOAUT K YBEJINYEHUIO AaHHbIX OpraHoB (Hanpumep, renaTtocrnseHoMeranaumn)
(PUCyHOK 6)°.
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PUCYHOK 6. KnHn4eckue nposieneHns B-tanaccemun. Ha nsobpaxeHum cnesa
NPOAEMOHCTPMPOBAHbI KOCTHbIE BbIPOCTHI Ha Yepene. B3gyTue XXnsoTa y Masib4nka Ha
NpPaBoM PUCYHKe 0B6YyC/I0BNIEHO YBEMYEHNEM Ccene3eHKn’

TpaHcdy3moHHO-He3aBucuMasna Tanaccemuna (NTDT)

Tunbl TpaHCc(y3MOHHO-HE3aBUCUMOMW TaslacCeMuUmn

TpaHchy3MOHHO-He3aBUCMMas TajslacceMus nNpeacTtaBnsaeT cobon reTeporeHHyo rpynny
TasacceMuni € pasiniyHbiMM (p€HOTUNAMM I FTEHOTUNAMM, OJHAKO CO CXOXEN
KIMHNYECKON KapTMHOW. B uenom, naunmeHTam C gaHHbIM 3abonesaHnem He TpebyroTca
perynsapHble reMoTpaHChy3nm ona nx XM3Hu, TeM He MeHee, B INN304NYECKUX CnyYaax
MO>XET BO3HUKaTb NOTPeBbHOCTL B reMoTpaHcy3unax (Hanpumep, Npu NHPEKUNAX, BO
Bpems 6epeMeHHOCTU nam Ha 6onee NO3aHUX 3Tanax BCIeACTBME CMJIEHOMEraanm nim
OPYruX OCNOXKHEHUN). Tunbl TanacceMuinn, obbegnHAEMbIX B KaTeropumio TpaHCPY3NOHHO-
He3aBMCUMOWN TanaccemMun skatoHaoT e,

e [lpomMexxyTo4Hasa B-Tanaccemus
e B-Tanaccemuns / bonesHb HbE
e o-Tanaccemmns c remornobmHom H (6onesHb HbH)

FeHoTMn
COBOKYMHOCTb YHacneL0BaHHOW MHOpMaL MK, NPUCYTCTBYIOLLEN B opraHm3me6.

deHOTUN



DKCMpeccus reHoB, NPUCYTCTBYIOLWMNX B OPraHn3Me; HeKOTOpble U3 HUX Bbln
yHac/Ie[l0BaHbl, B TO BPEMS Kak Ha Apyrve MOryT MoBAUATL (hakTopbl BHELWHen cpeab®.

MaTtoreHes TpaHC(Py3NOHHO-HE3ABUCUMOMN TaslaCCeMUm

Kak 1 B c/lydae C MHOTMMU ApYyruMu hbopMamMm TaslacCeEMUM Y NALMEHTOB C
TPaHCHY3NOHHO-HE3aBUCMMOW TanacCeEMUEN Ha O4eHb PAaHHUX 3Tanax XKU3HW pa3BMBaeTCA
Taxxenas aHemMus. NMoMMMo aHEMUN TPAHCPY3MOHHO-HE3aBUCMMas TalacCeEMUSA YacTo
COMPOBOXAAETCA PALOM KJNHUYECKUX CUMMITOMOB, TAaKUX KakK HE3I(PPEKTUBHbIN
3PUTPONO33, NMeperpysKa »Kene3om 1 NoBbllleHHas CKOPOCTb CBEPThIBAHMNS KPOBU.
PacnpoCTPaHEHHOCTb U TAXKECTb 3TUX KJIMHUYECKUX MPOSBAEHNA OTINYAeTCs OT
COOTBETCTBYHOLLINX CUMATOMOB Y MaLNEHTOB C B-TaslacceMuen, U Ha UX Pa3BUTUE BIMSET
psa hakTopoB, BKJOYAA TUM yHAC/e40BaHHOM TPaHCdy3MOHHO-HE3aBUCUMOW TaslacCeMUN,
XapaKTEPUCTUKN CaMmX MNaLMeHTOB 1 NnocseayioLlyio Tepanuio 3abonesaHns'* ™,

MNeperpy3ka »xenesoMm y naumeHToB C TPaHChyY3MOHHO-HE3aBUCUMON TaNlaccemMmnen
BO3HWKAET B pe3ysibTaTe HEKOHTponmpyemon abcopbunn xxenesa B KMwevHuke. Mpu
TPaHCPY3NOHHO-HE3ABNUCMMOW TaslacceMun U30bITOK XKesie3a HakananBaeTcs
NPenMyLLLEeCTBEHHO B rernaTtoumnTax, 4To MoXeT cnocobcTBoBaTb pa3BuTUo mnbposa u
UMppo3a NnevyeHu, a Takxe NoTeHUnanbHO NPUBOAUTL K Pa3BUTUIO renaTouesJIto/SpHON
KapumHoMbl. KpoMe TOro, y mnauneHToB C TpaHCHY3NOHHO-HE3aBUCMMOW Tanaccemuen 6es
nevyeHns MoXXeT HabnaaTbCa PUCK Pa3BUTUS CBA3AHHOMO C XeNe30M HapyLUueHUs
hyHKUNK ceppua (naxke 6e3 Npu3HaKoB OT/IOXKEHUS XKere3a B cepaue). Kpome Toro,
CyLWleCcTBYET PUCK Pa3BUTUA CBA3AHHbIX C Xesie30M 3aboneBaHnin SHOOKPUHHBIX Xenes,
NMopakeHui KOCTHOM TKaHW, TpoMb03a 1 TpoMb60o3MbBoIMK NerovHon aptepun'’.

IouvarHos

TanacceMmio MOXXKHO AONarHoCTnpoBaThb Nnpun noMowmn pas3jin4HbIX METOOO0B, BKAtOYaa **.

e AHaMHe3 n obcnenoBaHume

OBLWNIN KNMHNYECKUA aHaIN3 KPOBWU

dnekTpodopes remorsobnHa n BbICOKOIPPEKTUBHAA MNUOKOCTHASA XpoMaTorpadus
(B2XXX)

Pasnn4Hble meTOo4bl BU3yasn3auum

MoneKynapHbIN reHeTU4YeCKUN aHann3

OnddepeHumnanbHaa aMarHocTunka

AHaMHe3 u o6cnepoBaHue

Y pneten c bonblion B-TanacceMmmen MoryT HabngaTbCa cneayowme KINMHNYeckKmne
npossnexmsa‘®.

e Ta)kenasa MUKpounTapHasa aHeMuUs
e Jlerkas »kenTtyxa
e [enaTocnaeHoMeranms

KnnHnyeckmne nposiBAeHnsa y NaumMeHToB C TPaHCHY3MOHHO-HE3aBUCMMOWN TanacceMmnen
00bI4HO pa3BuBatoTCA B 6osiee no3gHem Bo3pacTe (2-6 neT) No cpaBHEHUIO C
TPaHCPY3NOHHO-3aBNCUMOWN TanacceMnen. KnmHn4yeckme CUMMNTOMbI Y NaUNEHTOB C
TPaHCPY3NOHHO-HE3ABNCUMOWN TaslacceMuen 1 TpaHCcPy3MOHHO-3aBUCMMON TanaccemMmen



MOTryT ObITb CXO0XXW, 0AHAKO 0ObIYHO OT/IMYatOTCA bonee nerkmm TeyeHnem >,

AHun3OoUMTO3

KpaliHe BbipaXxeHHas U3MEHYMBOCTb pa3Mepa KJIeTOK, B YaCTHOCTU 3pUTPOLINTOBS,

OOLLUNA KJZIMHUYECKUN aHaJIu3 KPOBMU

Mo pe3ynbTaTaM obLLero KJINHNYECKOro aHaam3a KpoBu y naumneHTos ¢ 6osbLuon B-
Tanaccemmen obbl4HO HabngaeTcs cCHKeHne ypoBHa Hb no 3HaveHuns <7 r/on. Y
naunmeHToB C NpOMeXyTo4YHoW B-Tanaccemumen ypoBHu Hb obbi4HO KonebnioTca B
AnanasoHeoT 7 o 10 r/gn. Mopdonornyeckne nsmMeHeHus, Habntogaemole B Ma3ke
nepugepnyeckon KpoBK, BKJIHOYaAOT MUKPOLMTO3, TMMOXPOMMUIO C MPAaKTUYECKN NOJIHbIM
obecuBe4ynBaHNEM 3pUTPOLUTOB U aHN30LMTO3. MOryT NPUCYTCTBOBATb 3PUTPOLUTHI
naTosiorm4yeckonm opmsbl, Hanpmumep, pparMeHTUPOBAHHbIE NN MULLEHEBUAHbIE KNETKN (C
HebobLWMM KOINYECTBOM remMorsiobrHa B LLEHTPe, YTO AenaeT UX MOX0XKMM Ha MULLEHb), a
TakXe KJeTKN C 3epPHUCTOCTbI0 .

nekTpocgopes remornobmHa m BbiIcOKo3(hheKTUBHAA XXMAKOCTHaA
XxpomMmaTtorpacusa

anekTpodopes Hb n BoXXX ncnonb3yeTcsa ons KOJIMYECTBEHHOI0 U Ka4eCTBEHHOIo
aHanm3a Hb. 9Tn meToabl NO3BONAIOT ONpeaennTb TUM N KOJIMYECTBO reMornobunHa y
nauneHTa. PasnnyHblie BUAbl B-TanacCeEMMN XapaKTEPU3YIOTCA pa3HbIM MaTTEPHOM
pacnpenenennsa Hb. Y naumeHToB ¢ Mmanon B-Tanaccemmen yposeHb HbA o6bl4HO CHUXXEH
WN OTCYTCTBYET Ha (poHe noBbieHns yposHA HbA2 n HbF. BeiseneHne HbH y
HOBOPOXXAEHHbIX MO pe3ysibTaTaM 371eKTpogopesa 4acTo YKa3blBaeT Ha NPUCYTCTBUE a-
Tanaccemun. C opyrom CTOpPOHbI, pe3ynbTaTbl 3nekTpodope3a Hb y B3pocabix nogen c
Masion a-Tanaccemmen obbl4YHO HOpMasbHbI. dnekTpodopes Hb n BOXXX Takxe No3BoNsA0T
BLISBUTb Apyrue oTKAoHeHus Hb, cnocobHble NoBAnsATbL Ha TedeHne B-Tanaccemmmn’®?,

Busyanusauusna

Ba>KHYIO poJib B AMArHOCTUKE, JIeHEeHUN 1 NPOMUIaKTUKE TOKCUYECKOro AeNcTBMs xenesa
y MaLMEHTOB C PUCKOM Meperpyskun Kesie3oM UrpatoT npouenypbl BUsyanmsaumm cepaua v
neYeHun, No3BoAILWME OLEHUTL YPOBEHb xenesa.” ",

Haunbonee 3HauuMbie acnekTbl: T2*-B3BeLLeHHAA MarHUTHO-pPe30HaHCHasA
ToMorpadus

Ona HenpaAMoro nsMepeHns ypoBHSA XXefesa B cepaLe 1 neYyeHU MOXKHO UCMNosib30BaTbh
MarHUTHO-pe30HaHCHYI0 ToMorpadguio (MPT). Ha nsobpaxxeHunsax MPT BU3yannsnpyTcs
MPOTOHbI BOAbI (MONIOXKUTESIbHO-3apsXXEeHHble YaCcTuULbl), MOCKOJIbKY OHU AURYHONPYIOT
OKOJ10 OT/IOXKEHUN XKene3a B TKaHaX. AndpyHanpyrowme NnpoTOHbl MOIYT NPUBOAUTb K
3aTeMHeHunto n3obpaxkeHnsa MPT B cTeneHu, KOTopas NPonopumoHasibHa KOJINYEeCTBY
»Xenesa B TKaHAX. 9Ta CTeneHb onpeaenseTcsa Kak T2* n namepaeTca B MUIIMCEKYHOaX
(Mc). T2* cTaHOBUTCS KOpoYe, TO eCTb U3obparkeHna TeMHeloT bbicTpee nNo Mmepe
MOBbILLIEHUS KOHLLeHTpaLmm xenesa'>.

MonekynspHbIi reHeTU4eCKu aHanums



[narHo3 TasacceMmm Tak>Ke MOXXHO MOCTaBUTb NPY NMOMOLLN MOJIEKYNAPHbIX
reHeTUYeCKNX aHann3oB. OHU MO3BOJIAIOT BbISBUTb PACNPOCTPAHEHHbIE MyTaLIUN
rnobMHOBbLIX FEHOB, KOTOPbIE MPUBOASAT K PA3BUTUIO Pa3/InYHbIX QOPM TaslacCeEMUN.
FeHeTUYeCKoe KOHCY/IbTUPOBAHNE U NpeHaTalbHaA AMArHOCTMKA TakKXXe UCMOoJib3yeTcs y
OTAENbHbIX JIAL Uy Nap 13 rpynnsl pucka'®,

OuncddepeHumnanbHbIn ANArHO3

MoCKONIbKY MUKpPOLUMTaApHasa aHeMUSA MOXKeT BbiTb 00yC/IOB/IEHa U PAOOM OPYTUX MNPUYKH,
HanpuMmep, 4edPnuUnNTOM XKesesa, OTPaBleHNEM CBUHLIOM U BUAAMN aHEMUN MOMUMO
TanacceMmm, MoxXeT noTpeboBaTbCA AasIbHENLLNIA aHAIN3 KPOBWU. PAag AOMONHUTENbHbIX
TEeCTOB MOryT BKJIIO4aTb OLEHKY cpeaHero obbema sputpountoB (MCV) u WwmpunnHy
pacnpeneneHns aputpounTos no o6vemy (RDW). B co4eTaHMM C aHaMHE30M NauneHToB
3TW TeCTbl MOrYT MO3BOJINTb UCKJIIOYUTb HEKOTOPbIE APYrMe NoTeHUuWanbHble NPUYNHbI
MUKPOLIMTapHON aHemMumn®,

OuarHo3 TpaHCc(Py3MOHHO-HE3ABUCUMOMU TaslacCEeMUM

MpomeXxyTo4yHas HbE /

bonesHb HbH
B-Tanaccemus B-Tanaccemus

* O6bI4HO: 8-9
* Jlerkasa popma:
r/onz3
9-12 r/nn20
* CpefHeTsxenas * Bo Bpems
YposHu Hb 7-10 r/pn20 reMoIMTU4eCKmnXx

copma: 6-7 r/nn20

KPW30B: BO3MOXHO
* Taxenada opMa: P

CHWXeHune 0o 3

4-5 r/on2o0
r/nn23
B cnyyae
NaToN0rn4yecKnx
ons Ona 7 TUNNYHBIX
pe3ysbTaToB 0bLero y
anddepeHumansHom 0js o-TanacceMumn
KJIMHNUYEeCKOro aHanmnsa o
AHanus A HK OVNarHoCTUKKN aeneuunn
KPOBW NMPOBOANTCS
y apyruMm hopmamu pa3paboTaHa
reHeTU4yecKnn aHanms .
MaJion TanaccemMunmz4 Gap-PCR25

ANS naeHTUUKaLum
MyTaLum20




NMpoMeXxyTo4yHas
B-Tanaccemus

HbE /
B-Tanaccemus

bone3Hb HbH

B3XKX
AnekTpocopes

* HbF 10-50% (po
100%)
* HbA2 >4%26

* [lpucyTcTBme un
[HbE n HbA, npwn
5TOM 3Ha4veHuns HbA
konebnioTca B
LUMPOKOM
nanasoHe24

* 3HaYUTesIbHOE
nosbilweHne HbF24

* CHMXeHune
HbA225

* YpoBeHb
remornobuHa
bapTa npwu
poXaeHUn 25%26
* I3amepeHne
OTHOLUEHWNS
CUHTe3a a/B-
rNoONHOBLIX
Luenenzs

Ma30oK KpoBu

e MnkpoumnTo327

e [unoxpomunaz7

* JNANNTUYECKNE 1
KanjesugHble
BPUTPOLINTBI27

* MnKpoLnTO324
* MuweHeBnaHblE
NCMOPLLEHHbIE
KJIETKM
HernpaBUJIbHOW

hbopmbl

* MnKpoLnTO326
* [Mnoxpomunsaze
* [loBbiLLEHME
KOJIn4ecTBa
PETUKYNOLMNTOB26
* Tenbua
BKHOYEHMNA U
3€PHUCTOCTbL26

BapuaHTbl nevYyeHunA

BapuaHTbl le4eHmns TanacCeMUnN BKIIOYAIOT MNOTEHLUMASIbHO paanKasbHble v
noagepXxusatoLlme meToabl Tepanun’®,

e TpaHCMJaHTaLUA reMorno3TU4YEeCKMX CTBOJIOBbIX KJIETOK
e [eMOTpaHCchy3nn

e CeH3KToMUA

e [OpMOHO3aMecTUTesIbHada Tepanusa
e Tepannda xenatopamun »xesesa

TpchnnaHTau,vm remMonoaTnyeCcKumXx CTBOJIOBbLIX KJ1€TOK

TpaHCMNaHTaUMsa FreMOMNo3TUYECKMUX CTBOJIOBbLIX KJETOK SIBNSAETCH eMHCTBEHHbIM
MOTEHLMaIbHO CMOCOBHLIM MPUBECTM K U3@HEHMI0 MOAXO0A0M K Tepanun Tanaccemnm.
BO3MOXHOCTb UCMOJIb30BaHNA 3TOM0 BapuMaHTa Tepanumn orpaHnyeHa CAoXKHOCTbIO
noabopa NoaxoaaLLero oHopa. XoTs B HEKOTOPbLIX Cy4asx bban AOCTUMHYTbI
npeKpacHble pe3ybTaThl, Y NaLUWEHTOB C MOPa)KeHneM neveHun, obycioBAEHHbIM
neperpys3Koin xenesa, pesynbTaTbl Tepanum He cTosb BnaronpuaTHb®,




NemoTpaHchpy3um

YacTble reMmoTpaHChy3nn UrparT KIOYEBYIO POJb A8 XU3HU NauneHToB ¢ 6onbLon B-
Tanaccemmen. HecMoTpsa Ha AOCTUNHYTble yay4dweHns B 06nacTn nogaep>xmpatoLLen
Tepanuu No nosoAy B-Tanaccemmn (CM. PUCYHOK 7), BKJOYaa remoTpaHcdy3nm, 3T Buabl
Jle4eHns MOryT CONPOBOXAATbCA PasBUTUEM OCSIOXKHEHUI. [Teperpy3Ka xene3om
ABNSAETCHA OAHUM N3 OCHOBHbIX OC/IOXKHEHUIN Y NALMEHTOB, NOJIyYaloWwmx reMoTpaHCchy3un.
Y 60/1bHbIX, Nony4vatowmx 6onbwon od6bem TpaHCHy3nin, OCHOBHOW MPUYNHON CMEPTU
ABNATCA 3abonesaHnsA cepaua, BO3HUKaOLWMe B pe3ysibTaTe CBA3aHHOM C TpaHCdy3mamMm
neperpyskun xxenes3om.

Image
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PucyHOK 7. [JocTuxKeHus B obnactu Tepanum B-tanaccemma’

Y maunmeHToB C TPaHCHPY3NOHHO-HE3ABMCMMOW TaslaCCEMUEN Ha PaHHUX CTagnax
3aboneBaHnsa remoTpaHCcy3nn, Kak NpaBuso, yaaetcs nsbexxaTtb, X COXPaHAOT B
KayecTBe pe3epBa 4719 NPUMEHEHNSA B C/lyHae pa3BUTUSA OCNOXKHEHUN. o pesynbTaTaMm
HeOaBHUX NCCIeA0BaHNN Yy MaUWEHTOB, KOTOpPbIE NOAyYanan perynsapHbie nnu
nepnoanyeckme remoTpaHcdysnm, HabnwganoCb MeHbLLEE KOJIMYECTBO OC/IOXKHEHWUN,
00yC/IOB/IEHHbIX XPOHNYECKOWN aHeMnen, Hea(PHEKTUBHBIM SPUTPONO330M 1 FrEMOJIN30M,
BKJIOYAS NNErOYHY0 rMnepTeH3unto n TpoMbo3bl. TeM HE MeHee, Y NAaLNEHTOB, KOTOPbIM
NPoOBOOUINCE FreMOTpaHcdy3um, Habntoganack 6osee BbICOKas HaCToTa OCI0XKHEHUI,
06yCNnoBNEHHLIX Neperpys3komn xenesomMm. Takum obpa3omM, reMoTpaHChy3noHHaa Tepanmsa B
cnyyYae ee npoBeneHmnsa TpebyeT TwaTeNbHOro MOHUTOPUHIa, N ee Heobxoanmo
TWaTeNbHOo noabupaTb Mo NOTPEBHOCTN KOHKPETHOro naumeHTa'™ .

Mpoao/KaeTca coBepLUIeHCTBOBaHNE PYKOBOACTB MO TPaHCMY3MOHHON Tepanun y
NaLUMeHTOB C TPaHCPY3MOHHO-HE3aBMNCMMON Tanaccemmnen. NokasaHns K
reMoTPaHCPy3naM BKIOHAOT?,

e YpoBeHb Hb <5 r/gn

e COCTOAHMA C NpeanosiaraemMbiM OCTPbIM CTPECCOM, CHMXXEHNEM reMornobnHa nnum
KpoBonoTepewn, Hanpumep:

o bepeMeHHOCTb
o Xupypruieckue sMeLlaTesibCTBa



o NHgeKunmn
CHM>XeHune ypoBHSA Hb B co4eTaHMKM C Bblpa>KeHHbIM YBEIMYEHNEM CENEe3EHKN
3agep>xKa pocTa
¢ KOCTHble U3MEHeHMUS
e YacTble reMoinTu4ecKne Kpussbl
Hnskoe Ka4yecTBO XWU3HU
JleyeHune, nepBmnYHasa AN BTOPUYHAA NPOoPunaakTUKa OCN0OXKHEHUN, HAaNpuUMep,
Tpombo30B, 3aboneBaHn cepaLa n 938 HOr

CnneH3KTOMMA

CornacHo nMmerLwmmcs CBefeHNAM XUpyprmyeckoe yaaleHne ceneseHKn nosbilwlaeTt
ypoBeHb Hb Ha 1-2 r/on, n y HEKOTopbIX NauneHToB HabntogaeTcsa 3Ha4YNTEIbHOE
yJydlieHue pocTa 1 pa3Bntus. Tem He MeHee, Yy NMauneHTOoB nocjie CNJeH3KTOMNN
HabnopaeTca 6onee BbiCOKasa YacToTa TpoMbo30B. KpoMe TOro, MHpeKumn y naumneHToB
Mocae CNJEH3KTOMUN XapaKTEPM3YIOTCA BbICOKON CMEPTHOCTbIO (B 0COBEHHOCTN y AeTen ¢
3aboneBaHuAMUM KpoBKn). Taknm obpa3oM, CNIEHIKTOMUIO crefayeT NPOBOAUTL TOJIbKO B
cnyvae KpanHen HeobxoaumocTun'®,

CrJIEH3KTOMMA MOXKeT BbIThb NoKa3aHa NaLneHTaM C eXXerofHon noTpebHoCTLIo B
spuTpoumTax Bbilwe 180-200 mn/kr'e.

lMpoyne nokasaHUsa K CrJIEH3KTOMUN BKJItO4a0T.

e CMMNTOMBbI YBENNYEHUSI CeNe3eHKN C IeMKoneHuen nin TpoMmoéouuToneHuen,
BbI3blBatOLLEN KIMHNYeCKne npobnemsl, HanpmMep, peunansupyoLimne
bakTepuranbHble MHPEKLNN NN KPOBOTEYEHUS.

e CnaeHoMeranmsa ¢ TakMMn CUMNTOMaMm, Kak 601b B BEPXHEM KBaApaHTE XMBOTa WUJn
paHHee YyBCTBO HaCbILWEHNSA (YTO CBA3AaHO C BO3MO>XHbIM Pa3pblBOM CeIe3eHKN).

JlenkoneHus

MaTosIorM4yeckoe CHXeHne Konm4yecTsa NenkounTos®.
TpoMmbouuToneHus

MaToNOrn4yeckoe CHMKeHne Konnyectsa TpomboLmnTos®.
MMnoroHapgusm

HeHaanexallas cekpeLus rnosoBbiX rOPMOHOB.
MapeHTepanbHbIA

O603HavaeT ntobble crnocobbl MPUMEHeHUs NpenapaToB KPOMe NepopasibHOro npuema,
HanpuMep, BHYTPUBEHHbIE, MOLKOXHbIE, BHYTPUMbILLEYHbIE BBEAEHWSA N HaHeCeHNEe Ha
cAnsncTblie 060104k,


https://prod.pro.novartis.com/therapeutical-areas/hematology/myeloproliferative-diseases/istinnaya-polycythemia/cardiologists-and-therapists/secondary-prevention-of-thrombosis
https://prod.pro.novartis.com/therapeutical-areas/hematology/myeloproliferative-diseases/istinnaya-polycythemia/cardiologists-and-therapists/secondary-prevention-of-thrombosis

Ff'opMoHO3aMecTUTeNbHaA TepanuA

HapylueHune pocTa 1 pa3BuTme sSHOOKPUHHbIX 3aboneBaHni, B HaCTHOCTU, FTMNOroHaAn3Ma,
- 3TO TUNNYHbIE OCJIOXKHEHUSA TasacceMnmn. laHHble KINHUYECKe NPosiBAeHNS
BbI3bIBAOTCA KaK XPOHUYECKOW aHEMMEN, TaK N NMeperpy3Kon xesne3om, npm 3ToM Yvalle
OHV pa3BUBalOTCA y NaumneHToB 6osee cTapLuero Bo3pacra’™.

MaumeHTaM ¢ AedMUNTOM FrOPMOHa POCTa, 3a4epP>KKOW MO0BOr0 CO3PEBaHNS UK
HapyLleHneM hepTUABHOCTH, a TakXe C ANCHYHKLMEN LLMTOBNAHON Xefe3bl MOXeT bbiTb
nokasaHa HaJJie)xallas ropMoHo3aMecTuTeNbHasa Tepanua >,

Tepanua xenaTopaMu XKeJse3a

XenaTopHas Tepanus C UCNoIb30BaHNEM XeNnaTUPYIOLNX NpenapaTos, KoTopblie obpasyoT
KOMIJIEKC C >)KEJIE30M U CTUMYJINPYIOT €ro 3Kckpeumto. JaHHas popMa Tepanum MoXXeT
BbIBECTW HECBSI3aHHOE C TPAHCMEPPUHOM XKeNe30, YAa Tk U30bITOK XKene3a N3 KJIeToK 1
noaaepXuBaThb UV BOCCTaHOBUTL 6e30MacHbIN YpoBeHb xene3a™.

Y naumeHTOB 6€3 TpaHCcdy3unin neperpyska »enesom passneaeTcs 6osiee MeasIeHHO Mo
CpaBHEHMNIO C NaLMeHTaMK, Noay4vaLWmMmM perynsapHblie remoTpaHcgy3nmn. B niobom
CJly4ae MOXEeT OCYLLUECTBATLCA MOHUTOPUHI Neperpyskn XKene3oM 1 ee NoTeHUnabHbIN
KOHTPOJIb MPY MOMOLLM XenaTopos »enesa'’.

B oTan4me oT naumeHTOoB € 6onbLION B-TanacceMnen, y KOTOPbIX aHaMHe3
reMoTpaHCAy3Un MOXKET UCMNO0JIb30BaTbCH B Ka4eCTBe MHAMKATOpa 4S9 onpeneneHuns
BPEMEHM Ha4vasa XxenaTopHOW Tepanun, NauneHTam C TPaHCHy3MOHHO-HE3aBNUCMMON
Tanaccemmen Heobxoamm HENOCPEACTBEHHbIVM aHaN3 YPOBHSA »Kesie3a B opraHusMe. Y 3Tux
60MbHbLIX CNefyeT OUEHUTb cogep>kaHume xenesa B neyeHun (LIC) npn nomowm buoncum nnm
(bonee npeano4TUTENBHO) HEMHBA3UBHbLIX METOLOB BU3yanusauunm (Hanpmmep, MPT
nevyeHun; 3To HeobxoaMMo AenaThb Kaxable 1-2 roga)™.

Haubonee 3HauuMble acnekTbl: UccnepoBaHue
THALASSA

XenatopHas Tepanusa ABNSeTCS e AMHCTBEHHbIM BapuUaHTOM, AOCTYMHbLIM A1 CHUXEHUS
YPOBHS XKefne3a B OpraHnu3Me y naumeHToB C TPaHCY3MOHHO-HE3aBUCMMON TalaCcCeEMMEN.
KnnHunyeckoe nccnepgosaHmne THALASSA npenctasnseT cobon nepsoe paHAOMU3NPOBAHHOE
nnauebo-KoOHTpOIMpyEMOE NCCef0BaHMeE NO OLLEeHKE XeNaTOPHOM Tepanuu y nauneHToB C
TpaHChy3NOHHO-HE3aBUCUMON TanacceMumen. lepepasmpokc (M3y4aemMbliin B 3TOM
nccnenoBaHMM npenapaT) - 3TO XenaTop xesesa 414 NepopasibHOro npmeMa 1 pas B CyTKuU
C MOATBepP>XAeHHbIM NpoduiemM 3hpeKTUBHOCTU 1 6€30MacHOCTWN Yy MaLNEHTOB C
aHeMUsaMun, TpebyWwmMMn XPOHNYECKUX reMoTpaHCcdy3nin. B aToM nccnenoBaHnm
nedepasnpokC CTaTUCTUHECKM 3HAYMMO CHUIXKAN NeperpysKy Xesie3oM y nauneHToB C
TpaHCPY3NOHHO-HE3aBMCMMOW TaslacCeMUEn No cpaBHeHUto ¢ naauebo, npu 3Tom obuwas
4acToTa HeXXeslaTesbHbIX SABNeHUN Bblna cxoxa'’.

OcCHOBHas 3afia4va XenaTOPHOW Tepanun y NauMeHToB C TaJlaCCeEMMAMUN 3aKJI04aeTCs B
MOCTOSAHHOM noagep>XaHum 6e3onacHbIX YPOBHEN ene3a. Y NnauMeHToB C TaslacCeMMUAMN
oUEeHMBaIN NPUMEHeHVe NnapeHTepasibHOro xesiaTopa Xxesesa geepokcaMmnHa v
nepopajibHbIX XenaTopoB XeJsesa - fedepunpoHa n gedepasmnpokca. Mo pesynbTaTtam



KJIMHNYECKO oL eHKN Habntoganock ynyyleHne ypoBHS (heppuTuHa CbiIBOPOTKN,
KOHLIEHTPaLMW XKese3a B NMeYeHn, ypoBHSA Xenesa B cepile u BbbxusaeMocTn®*,
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