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No3aHasa KoXXHasa nophupusa y
nayMeHTa Ha reMmoauvanmse.
KnuHnuyeckmn cnyyam

o

J1.. AHnkoHoBa, I'.[l. LlocTka, [1.B. MaBneHko
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Haunbonee yacrbie S ) B &
CBEeTOYYBCTBUTEJIbHbIE bynne3Hble
AepMaTo3bl Y NaLMEHTOB Ha

reMmoamvanuse:

= Mo3aHsAA KoXHaa nopdupus (1,2-18%)

= MceBponopdupua (rnepBoHayasibHO OfMUCaHa
Kak «OyJIIE3HBIN AEPMATO3 EMOANA/TN3A»

DeWitt CA, et al. Dermatological Manifestations of Kidney Disease. NY, 2015
Green JJ, Manders SM. Pseudoporphyria. J Am Acad Dermatol. 2001; 44(1)
Poh-Fitzpatrick MB, et al. ME. Arch Dermatol. 1980;116(2)



NMopdupun

= [lopdupum - rpynna 6one3Hen, B OCHOBE
KOTOPbIX NIEXXUT HEAOCTaTOYHOCTb 1 13 8
(pepMeHTOB, NocneaoBaTesIbHO BK/THOYAOLLIMXCS
B OBMocnHTE3 rema

Phillips JD, Anderson KE. The Porphyrias. In: Kaushansky K. ed.
Williams Hematology. 9th ed. N; 2017
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Cxema cuHme3sa 2ema. [lamozeHemuyeckas knaccugukayusi nopgupuul

CokpaweHus: AIK-C, cuHTeTasa-1 8-ammHoneBynuHoBon kucnotbl; AJIK-[l, pernapatasa d-aMUHONEBYNUHOBOW
uMTO3OJ'I b kucnotbl; MBIr-A, nopgobunmHoreH-gesamuHasa; YPO-C, yponopdmpunoreH lll —cunteTasa; KIl-0,

konponopdupuHoreH-okcuaasa; MM-0, nporonopdmpuHoreHokcupasa, Fe-Xe, heppoxenarasa

Phillips JD, Anderson KE. The Porphyrias. In: Williams Hematology. 9th ed. N; 2017



'eM ABNsSieTCca NPOoCTeTUYECKOMN
rpynnou MHorux 6enkos

[eMornobuHa
MuornobuHa
LiInToxpoMoB: MuTOXOHApUanbHon LIMS, umtoxpoma-450

DepMeHTOB: KaTasa3sbl, Nepokcnaasbl, LMTOXPOM-OKCMAA3bI,
TpynToaHNMpPOosNassl

85%0 rema CMHTE3MpyeTCs B SPpUTPOMUAHDIX KN1eTKaXx,
BKrouaercsa B Hb

3HaunTeNIbHasA 4acCTb OCTaJ/IbHOIoO remMa CUHTE3NpPYyeTCHa B
nevyeHu, npexxae scero — gjid yntToxpomos

NMopdpupnn knaccupmumpyroTca Kak neyeHoYHble Uin
3PUTPONO3TUHECKME B 3aBUCUMOCTH OT NepBUYHOro 6s10ka
6uocuHTe3a rema



NMNo3aHAA KOXXHasA noppupus

= Haubonee pacnpocrpaHeHHas ¢dopma nopdupum B
o6wwen nonynaumm ~1:10 000 uen

= OnwucaHa B 1937 r. BanbaeHcTpeMoM, Kak

= 3aboneBaHne C MHOXXECTBOM KOXHbIX MPOSIBNEHUN, B T. 4.
XapaKTEPHbIX BE3UKYN, 6y, BO3HUKAIOLLMX HA OTKPbITbIX
COJTHLY Y4aCTKax KOXMW.

= KOXXHble Nopa)eHnst COYETAIOTCA C NEYEHOYHOM NATONOrMEN
(cTeaTo3, reMmocuaepos, renatut ¢ MMHUMaNbHOW
AKTUBHOCTbIO)

= 3abonesaHue aebiotupyet nocne 30 net
= OAMHAKOBO 4acCToO MOPaXKatTC MY>XXUMH U XEHLLUUH

Waldenstrom J. Dissertation. Acta Medica Scandinavica. 1937
Elder GH. Semin Dermatol.1 1990, 9(1)



Knaccudukauuma nosgHen KoXxxHou nopdpupum

Tvn PdopmMa XapaKTepucTuka
1 NMpuobpereHHaa | > OTCYTCTBYIOT MyTauun reHa yponopupuHoreH-
(cnopaguyeckas) nekapbokcunassol (YPO-A).
80% > |akTnuBHocCcTb YPO-[1 npn 060CTpEeHMn (70/16K0 B
rieqyeHu)
2 HacneacrBeHHaa | > Mytauuu B reHe YPO-A (m3BectHo >105 myTaymv)
(cemenHas) > Hacnepyertcsi Nno ayToOCOMHO-AOMUHAHTHOMY
20% TUNY, OAHAKO NeHeTpauns gedekrta HU3Kag, u'y
6onbwnMHCTBA 60N1e3Hb HE pa3BUBAETCS.
> Y reteposuroTHbix N1y, umerowmnx aedeKTHbIN
reH, konundyecreo pepMmeHTa YPO-[] yMeHbLUEHO
Ha 50% oT N BO BCcex TKaHSX.

He 3aBMCMMO OT TUNa kKaMHnuYeckue cumntombl MNMKI
BbISIBJ/ISIOTCS TOJIbKO NP NafleHUM KaTaZIMTUUECKOMn
akTuBHoctn YPO-[1 <20% OT HOpMaJZIbHOMU

Phillips JD, Anderson KE. In: Williams Hematology. 9th ed. N; 2017
Balwani M, Desnick RJ. Blood. 2012; 120




NMpeapacnonararowme paKkTopbl

> JTaHON

> KypeHue

> HCV-nHdekuma (pacnpoctpaHeHHOCTb 21-92%)

> HacnepcrBeHHbIU remoxpomaTos (10 - 20%).

> DCTpPOreHbl, NpMMeHsieMble C siedyebHou uesnbio

> 70% 3a6boneBwinx nmeror =3
npeapacnonararowmx pakTopos

Jalil S, Grady JJ, Lee C, Anderson KE. Clin Gastroenterol Hepatol. 2010,8(3)
Ryan Caballes F, et al. Liver Int. 2012; 32(6)
Phillips JD, Anderson KE. In.: Williams Hematology. 9th ed. N; 2017



Konunuyectso pepmeHTa YPO-[1 npu 060cTpeHum
OCTaeTca Ha reHeTU4YeCKoOM ypoBHE, HO naaaeTr
ero KatasimTuyecKkas akTUBHOCTDb.

CuutaeTtcs, uTO HakonsieHue Fe B renaToumTax
UrpaeTt BeayLlyro poJsib B NnoAaB/1eHUMN
aKTUBHOCTU (bepmMmeHTa YPO-[1

v 'emocuaepos neyeHn HaxoasaT y 6onbwnMHCTBA naumeHTos ¢ MKIT:
YyacTo 3anachkl Fe noytu BoBoe npesbilaroT N.

v KnuHnyeckmne cMMNTOMbI KOPPENUPYIOT C NOKa3aTeNnsiMn Coaep)KaHus
Fe B opraHuame (peppnTuH, % HacbIWEeHUs TpaHCeppuHa).

v 10-20 % — romo3uroTbl no MyTtaummn HFE (C282Y) co |ypoBHS
rerncmanHa — oTpmuaTesibHOro perynisaTopa BCacbiBaHUS U
LernoHMPOBaHUA Xene3a

v [pyrue Tpurrepbl NpoBOLUUPYIOT CHMXEHUE NpoayKuMn rencuanHa B
rernaToyumMTax n HakonneHue Fe

Ryan Caballes £ Sendi H, Bonkovsky HL. Liver Int. 2012; 32(6)
Ajioka RS, et al. Blood. 2008 Dec 1. 112(12).
Bygum A, NE, et al. Acta Derm Venereol. 2003,83(2)



3TUonaTtoreHes no3gHew

nnnnnnn

KOXXHOM nopdupun (g oDy R
| e
= BbigaBneH nHrnbutop YPO-[] - yponopgOMETUH oo
— NPOAYKT YaCTUYHOro okmcnexHms YPO. f’ " e
= Ycnosue 06pa3oBaHNa yponopgpoMeTnHa - Tomle R yanll
NnpUCyTCTBME B renatountax n3bbitka T T e

enesa, KaTanm3npyloLLlero obpasoBaHme

OKUCNUTENbHBIX UHTIMEUTOPOB akTMBHOCTM YPO-[.  ° %’Egmﬂ Te532 fg;‘;“";:;a”%m:mpym

u Pe3yanaT noaaB/iEHUA CbepMEHTa - 6n0|<ana ypornopduprHoreH (8 kapboKCHbHbIX
CUHTEe3a reMa C HaKomnJieHueM nopgupmuHoB pynn) A0 konponopcppyHoreHa (4
) KapOOKCUNbHbIe rpynbl).
(cneundunyHo: yponopdupuHa, KonpornoppupuHa). . Korna neveodas YPO-[l nonasiexa.
= DOTOAKTMBHbIE MONEKYbI MOPPUPUHOB, nopcMpuHbI ¢ 4-8 kapbokcurbHbIMN
HaKOMMBLLMECS B KOXE, aKTUBHO MOr/oWwaroT Pynnamit HakarnvsaioTcs B NEeHi,
v v 3aTeM C KPOBbIO pacnpoCTpaHsTCS B
SHEpPruto B CriekTpe CoSTHEYHbIX Iyden ASIMHOU Apyrve opratbi.
BOJTHbl 400-410 HM. * MopdupuHbI € BbICOKUM
=  DoTOXMMHUYECKME peaKkLmm B nopdrpuHax f:;fﬁ’“?':"f“;;:ﬁ?:;‘;”;:‘;"'x
conposoxaaloTcsa reHepaumnen ROS, BOAOPACTBOPUMbI, BbIAENSATCA C
KOTOpbIE Bbi3bIBAalOT NMOBPEXAEHUSA AepPMbl. MOYOM, @ C HU3KNM
(konponopdcmpuH) - ¢
Phillips JD, et.al.. Proc Nat! Acad Sci USA. 2007 104 (12) Xenbto,/chexanuamu.

Phillips JD, Anderson KE. The Porphyrias. In.: Williams Hematology. 9th ed. N,; 2017
Sassa S. Modern diagnosis and management of the porphyrias. Br J Haematol. 2006,135(3):



No3aHANA KOXHasa nopdupusa y
naLlMeHTOB Ha remogumanmse

YHactoTa - 1,2% (no vicnonb3oBaHus pudoO go 18%)

OCHOBHbI€ NPUYUHDI

= M0 aBJ/IEHME AaKTUBHOCTU nevyeHo4yHou YPO-/
BCNIEACTBME neperpy3kn Fe ns-3a 4acTtbix
reMoTpaHcdy3umn/nNpsimMbiX MHPY3UK Fe ¢ uenbto
NIEYEHNS AaHEMUM

= CHMXKEHHbIN KTMpeHC nopdUprHOB Yepes
MeMbpaHy ananmnsatopa (B 100 pa3 HuxXe KInpeHca
NopMOUPUHOB 310POBbIMM MOYKAMN)

Poh-Fitzpatrick MB, et al. Arch Dermatol. 1980,116(2)
Markova A, et al. Semin Dial. 2012;25(4)
DeWitt CA, et al. Dermatological Manifestations of Kidney Disease. NY, 2015



MeToAbl Nne4yeHUsA CAMNTOMOB No3aHen

KOXXHOU nopdpupun

MeTton NMpenMyuiecrBa Hepoctatku
YcTpaHeHue Tpurrepos
UcTowleHue 3anacoB kese3a
KpoBonyckaHus ~ 450 SddekTnBHbIN. MpeanounTaloT B | HenepeHocnMocCTb

MN KpoBu 1 pa3/2Hen
Ne 3-5

6onbNHCTBE LeHTPOB. Lleneson
ypoBeHb peppuTnHaA — 15 Hr/mn

CTaHAAPTHOro NPOTOKO/A Npw
aHeMuu

Manoob6bbeMHble
kpoBonyckaHua 100-250
mn 1 pa3/2Hepn

Db dhekTnBHbIN. MoaxoanT
6onbHbIM Ha T[] (B couyeTaHun C
pu3al1o )

MpoT1BOMNOKA3aH Npu TSHXENou
aHEMMUU

YpaneHue nopcgpupuvHoB

4-aMMUHOXWUHOJIOHbDI
rmgpoxkcuxnopaxuH 100
Mr, XJIOPOXuH 125 mr (no
12 Tabn.) 2 p./Hen

Yacto npegnouunTatoT, T.K. 6onee
yaobeH 1 gelwleB; anbTepHaTUBaA
pneboToMuaAM; M.bbITb TakxXe
apeKkTnBEH, Kak pneboTomuu.

D deKkTnBeH B KOMbMHaumn ¢
ApYrMMn MeToaamm

MoHoTepanus
ManoaddeKkTMBHa Npu n3bbiTke
Fe. CtaHpapTHble 003bl U3-3a
renaToTOKCUYHOCTU MOryT
BbI3BaTb MPOTUBOMOOXHbI

appeKT

BbICOKONMOTOUHbIN
rA/remoanacpunbrpayms

bonee apdekTnBEH B yaaneHuu
NAa3MeHHbIX MOPPUPUHOB, YEM

CTaHAapTHbIN ]

[loporon; kak MOHOTepanus
ManoaddeKTMBEH

DeWitt CA, et al. Dermatological Manifestations of Kidney Disease. NY, 2015

Phillips JD, Anderson KE. In: Williams Hematology. 9th ed. N; 2017

Porphyria Cutanea Tarda (PCT). American Porphyria Foundation. http: |/www. porhyriafoundation 2016
Singal AK, et al. Clin. Gastroenterol. Hepatol. Dec 2012; 10(12)

Chou TG, et al. Eur J Dermatol. 2012;22(4)




OnucaHue KJIMHNYECKOoro cnyyas

[NauneHTtka, 1950 r.p., B IX 2010
- Manobbis

= [OSIB/IEHME MY3bIPEN HA TbISIbHOW
NMOBEPXHOCTN KUCTEN PYK,
CaMOCTOSATENbHO BCKPbIBAOLLIMXCS
yepes 2-3 AHS, UCTOHYEHME KOXN
Ha pyKax, nierkoe obpasoBaHue
6one3HeHHbIX CCanH,

= [odB/iEHNE 3eMJ/INCTOIO LUBETA llayneHTka L. , 1950 r.p. TpaBMMpOBaHHas
nua KOXa, HanpshkeHHble ny3bipy go 2,5cv B D
Ha 2 U 5 nanbuax TbiIbHON NMOBEPXHOCTU
NEBOWN KUCTW.

AHaMHe3

« K TomMy BpemeHu B TedeHue 8,5 net '] 8 AL C3rMY mnm. N.U1. MeyHnKoBa
B cBA3U C TT1H kak ncxopa XIH.

« B 2003 npu nnaHoBoM nabopatopHoM obcneaosaHuu BoisiBneH XIMB, B
2007 - XI'C.



llayneHtka LL, 1950 r.p.

Pe3ynbTaTbl 1abopaTOpHO-MHCTPYMEHTApHOro o6cnenoBaHnsa m
MeAMKOMEHTO3HOM TepanMm Ha MOMEeHT AebloTa AepMaTo3a

lToxa3zaresip IX 2010
NenkounTsbl, x10%/Mn 7,75
FremornobumH, r/n 117
XXene3o cbiB.,, MMONb/Nn | 14,8
TpaHdeppuH, MMonb/n | 299
TSAT, % 19,8
deppUTHH, Mr/n 146
ACT, EQ/n 112
ANT, EQ/n 118
Ca/®ocdop, MMonb/n 2,19/1,34
AnbbyMuH, r/n 34,2
[T, nr/mn /8
spKt/V 1,73

Y3/. edeHb yBennyeHa B pa3Mepax
(npaBas gons +4 cm, nesas +3
CM), AU dy3HbIE N3MEHEHUS
NapeHX1MbI Mo TUMY CTEeaTo3a;
ceneseHKka He yBe/nyeHa.

@r4cC. Atpodpuyecknn ractpur.

lMpoBoauMan Tepanus

* On03TUH 6eta 6000 ME /Hep,

 XXene3za (III) rmapokcna, aekcTpaH
100 Mr/Hep,

« AnemeTnoHuH (rentpan) no 800
Mr/CyT BHYTPb KypcaMu.

« ®onunesast KNCNOTa 3 Mr/cyT BHYTpPb

« Ca kapboHaTt no 1 y.n. 2p/cyT



[laymnerHTka LL., 1950 r.p.

« KoHCynbTUpOBaHa Ha Kadeape AepMaToBEeHEpPOsiornm
CrnerMA vm. U.1. MeuHnkosa.
7+ [-3: NMNo3aHAA KoXXHasa nopdupusa (?) Ha poHe XBI
1
O6cnepoBaHMe Ha NnoTeHUuuanbHblie Tpurrepbl MKI

lMokazaresp X-XI 2010
HBsAg ) KorHcynbraynsa MHEpeKyUNOHNCTA.
HBeorlaM 0 JInarHo3s:
co -

9 3aBepwmBLuasacs HBV- nHpekums.

HBcorIgG (+) o o
XI'C ¢ yMepeHHON B1uoxmMmyeckomn

HBe Ab (+) aKTMBHOCTbLIO. Pennukaumm HCV-PHK He
MNUP HBV-AHK (-) BbISIBJIEHO.
aHTU-HCVIgG AT (+)
HCV-PHK (MNLP) -)




i AnddepeHumnanbHbli AMarHos

= [lceBaonopdupus

= [lpyrne noppupun
> KOXXHble apuTponoaTuyeckue noppupum

> OcTpble nopdupun (KOXHbIE NposiBieHnst 6bIBaloT
npu 2-xX dpopmax oCTpbixX nopdupumn - BapueraTHou
nopdupum 1 HacneacTBeHHON Korponopdupumn)

= [lpyrne 6ynnesHbie nopaxeHns KOXu (BOSYaHKa,
nemguHrona v ap.)



CKPUHMHIoBble TECTbI AN AnddepeHUmanbHON ANarHOCTUKM
nopchnpun, NPoABIAIOLNXCA KOXKHbIMU CUMINTOMaMH

Buja noppupuu Oo0mmue Oo0mmue TecTt Ha conep:xkaHue B MoYe 0O-
noppupunbl | noppupunbl B | AJIK u noppoduaunorena (IIbIY)
IJ1a3MblI IPUTPOLMTAX WM TECT ¢ PEaKTUBOM JpJiuxa

Ileuenounwvie Koxcuvie nopgupuu

ITo3aHsAs kokHas noppupusa | Beicokue N (cnerka OTPULIATEIIbHBIN
MTOBBIIICHBI )
IpumponoymuuecKkue KoycHvle nopgupuu

Bpoxknennast Bricokue [ToBbILLIEHBI OTpHULIATEIIbHBIN
IPUTPONOITHYECKASA
nopupus
JPUTPONOITHYECKAS Bricokue [ToBbILLIEHBI OTpHULIATEIIbHBIN
nporonopupus

Ocmpule nopupuu
Bapuerarnas noppupus Bbicokune N +
Hacaencreennas N nnu cnerka N +
Konponoppupus NOBbILWEHbI

Ilcesdonoppupusn
IlceBnonophupus (y N unm crierka N OTpHIATEIIbHBIN

nayueumos Ha 1J])

IIOBBIIICHBI

Porphyria Cutanea Tarda (PCT). American Porphyria Foundation. http. |/www.porhyriafoundation 2016
Frank J, Poblete-Gutiérrez P Best Pract Res Clin Gastroenterol. 2010,24(5):




lNMaynenrtra LU., 1950 r.p.

|
= llccnegoBaHne KpoBu Ha MOPMUPUHbLI BbIMNONHEHO B
g nabopaTtopun HaunoHanbHOro MeauLMHCKOro
nccneposatesnbckoro ueHtpa (HMUL) rematonorum
MuH3gpasa PO

Tecr Pe3y/sibTarsi Hopma
Copep)xxaHune oébmnx 1939,6 HM/n | <10 HM/n
nopUpPHHOB B MNJ1a3Me KPoBU
Copep)xxaHue obLmnx 6,9 MKM/n <1,4 MKM/n
nopUpMHOB B SpUTpoLMTaX




InddepeHumnanbHbii AUAarHo3: IpUTPONoO3TUYECKME

KOXXHble nopdupum
|

dpuTponoaTuyeckas Bpo)>xaeHHas 3puTpono3TuYecKas
nporonopcpupus noppupua (6onesHb NoHrepa)

Camas pacnpocTpaHeHHasi apuTponoaTyeckas nopdupus
[e6loT B paHHeM AeTCTBE: TsHKenas (oTouyBCTBUTENBHOCTb,

NPOSIBMAAETCS MO TUMY COMHEYHOTO OXora - Xryyas 6omb (He * AeGioT B rpyAHOM BO3pacTe: TAkenas KoxHas

KYMIMIPYETCS HAPKOTVKAMU) B MUHYTbI MIOCIIE MOSBIIEHMS HA COMHLE. thoToceHeMbnnmaaLms, cBeTob0A3Hb, reMONNTUYECKAs aHEMNS,
OpuTema 1cHe3aeT Yepes HECKONbKO YacoB/CyTOK, He 0CTaBNAA chneHomeranua. )

py6LI0B. * KoxHble Bea/kymbl, BO3HUKaIOLE N0 AEHCTBUEM CONHI{ NIONAIOTCS,
XpOHUYECKIE U3MEHEHNS; LuenyLIeHIe, aTpodus Koxu, 06pasosaHie BTOPU4HO VHCPULWPYHOTCA C BOBTNIEYEHNEM B BOCTAMUTENbHbIN
MOPLLIYH Ha TIMLIE, Ha PyKAX («CTApYECKas KUCT) AECTPYKTUBHbII POLIECC XPSLIEH, KOCTeHH, 4TO NPUBORUT K OBILMPHIM
[eMonn3 v aHemusl, kak NpaBuro, OTCYTCTBYHOT. pybuam, yBedbaM YL 1 HoCa, yTpaTe narnbLies pyk.

XapaKTepHs! NEYEHONHbIE OCNOXHEHNS KB « HakonneHue nopdmpuHoB B 3y6ax- KpacHoBaTbIiA LiBET,

cbritoopecumpoBaHue npu Bosgenctemmn YO/l

Anderson KE, Bishop DE Desnick RJ. In: The Metabolic and Molecular Basis of Inherited Disease. NY: 2001
Balwani M, Desnick RJ. Blood. 2012; 120
Phillips JD, Anderson KE. The Porphyrias. In: Williams Hematology. 9th ed. N,; 2017



AndanarHo3: OcTpble neyeHo4YHble nophupun

= OcTpas nepemexarowjasn
nopchupus

= HacneacrseHHas
konponopdpupus

= BapueratHasa nopcdupusa

= lMopdupua Bcneacreme
nedvumta AJIK-
aernapartasbl

ml o

cnyvan (%)

1

QBSQSS

YacTtota cumnTomMoB npu
OCTpbIX nopdupunax

f@;’//jyfﬁl
7/

OcTpbie neyeHouUHble NOPPUPUN - KITMHNYECKN NPOSABNSIOTCS
XXM3HEYrpoXkaloLwWw MM BHE3AMHbIMKU NPUCTYNaMW:

= abaoOMMHaNbHbIX 60Nnen (Bos/ieyeHne abJOMUHAE IbHbIX

BEreTatnBHbIX CII/IETEHM) W

= APYrMMyn HeMpoBucLepasibHbIMAU U HEBPOJIOrMYECKUMU
CUMNTOMAMM (71apasinym, CyA0Pory, rcuxosbl U A4p.), Bbl3bIBAEMbIMU
TOKCUYHbIMU 7151 HEDBHOM cvicTembl O-AJTK n nopdhobnnmHoreHoMm

Thadani H, Deacon A, Peters T Diagnosis and management of porphyria, 2000
Anderson KE, et al. In: The Metabolic and Molecular Basis of Inherited Disease. NY: 2001

Balwani M, Desnick RJ. Blood. 2012120

Phillips JD, Anderson KE. The Porphyrias. In.: Williams Hematology. 9th ed. N; 2017



ﬂ NarHoO3., MNMaynerntka LU., 1950 r.p.

NMo3aHAA KOXXHaA noppupusa

XpoHunyecknin rnomepynonedput. XbI1 5(11) (a3otemMmunst, aHemMus,
Koppurnpyembin remoamnanunsom ¢ 01.01.2002.

XI'C c ymMmepeHHOM 6MOXMMHNUYECKON aKTUBHOCTDIO.
NBC. CH III ®K NYHA

LIBB. AucumnpkynsipHas n MeTabonnyeckas sHuedanonatns 2 CT.
(OHMK 2001)

XPOHMYECKUM aTPODPUUYECKNIN raCTpuT.
A-B ductyna ot 01.02.2002

JleyeHyne

> T'nApoKCMxNopoxuH no 200 Mr BHYTPb e/aH;
> MepeknroyeHme pexxuma ' Ha
remoaMaduUbTPaLMIO;

> 3allUMTa KOXMU OT UHCONSILUMMI.

Yepes 1,5 MecC - yny4dllueHne COCTOsHME KOXM Ha pyKax, LBeTa imua.
YMeHblleHa fo3y niakeeHuna Ao 100 Mr 2 p/Hen



AnHamunka Hb (r/n), depputnHa /10 mr/mn, AJIT, Ha3HayeHne npenapaTos
xenesa n pudll u knnHnyeckme nposieneHuns MKIi
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2011-2013 (3ropma) - cumnToMbl oTcyTcTBOBanu. Hb - B npeaenax uenesbix 3HauyeHmt (pudlO +B/B
npenapatbl Fe; npenapatbl Fe oTMeHeHbl B 11-2012 ) ®epputuH - B npegenax 146-207 Hr/n.
—o» C 2013 - 3aTshHKHbIe nepuoabl nosbiweHus AJIT oo 290 EQ/n, ACT — po 659 EAA/n (renTtpan no
——""* 800 Mr/cyT BHYTpb - Kypcamu ot 1 o 9 mec). VIII-2014 - AJIT >150 (anemMeTMoHNH — Kk X-2014
YPOBHM TpaHCaMMHa3 CHMU3MAUCL 40 N).
C 2014 — pe3koe T¢epputuHa >3000 Mr/n (K 3TOMy BpeMeHM nNaumeHTKa 2,5 roga He nony4yana

npenapaTtoB Fe). B IV-2014 oTMeHeHbl npenapatbl pudl10 B CBSA3M C YacTbiMK anu3odamu THb (>120r/n).




2-e obocTpeHue - IX 2014

= OTMETW/Ma BHOBb NOSABIEHNUE HAaNPSXXEHHbIX
6one3HeHHbIX ny3bipen D Ao 2,5 cM Ha
TbI/IbHON MOBEPXHOCTU NPENMYLLIECTBEHHO
NpaBon KUCTHU;

= YyCMJI€éHne NurMeHTauMmm m rmnepTpumnxos -
POCT TOHKUX CBETJ1bIX BOJZIOC Ha JIML\e.

= 2014 - yxyaweHue obuiero
COMaTUYECKOro cratyca 60s1bHOM.

> IV 2014 — ®l1, nocTositHHasa opma

> X 2014 - nepenom npasoro 6eapa, onepauus
3HA0MPOTE3UPOBAHNS Ta30b6eapeHHOoro
CyCTaBa; NOBTOPHas orepaums rno nosoay

BbiBMXa FOSIOBKW 3HAONPOTE3a layneHtka LU, , 1950 r.p.
[MnepTpuxo3 nuua
ﬂequ”e'. npenMyLectBeHHO BUCOYHO-

-FnapokcxnopoxmH 200 Mr BHYTpb 2p/Hep ~ CV/10Bbix 06nacTed u Wek,
rmnepnmrMeHTaunsa KoXXu Jimda
~3MT — MeToa remoanapunbTpaLmm.

~MecTHas Tepanus (PyKopuUMH, NEBOMUKOSb,
MOMarT)



AnHamuka Hb (r/n), depputnHa /10 Mr/mn, AJ1T, Ha3Ha4YeHWe nNpenapaTos
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3-nu npuctyn NKI - X 2016 (4epe3 2 roga)
*[TosiBNeHne ny3blpen Ha Tbi/IbHOW MOBEPXHOCTU KUcTen Ha poHe peppuTuHa 2700 Mr/n
(naumneHTKa >4,5 neTt He nonyyaet npenapatos Fe). B TOM ke MecsiLe - MLeMUYEeCKUH
nHcynbT. AJIT, ACT — N. Hb 116 -134 r/n (npenapatbl pu3l1O He nonydaeT >2 net). 4 -
agekBaTHbIM, ALl - N. K Tepanun anbdakanbumaonom n kapboHatom Ca gobaBneH UMHaKanbLeT.
Jleyenne: rvapokcmxnopoxuH 100 mr 2 p/Heg, ITIA®, MecTHas cuMnToMaTUYecKkas Tepanus.
Perpecc KOXHbIX CUMATOMOB B Te4YeHne MecsLa.



lNMaynentrxa LU. 1950 r.p.

lToxazaresp 2018 XII-2017
Y3MW: [leyeHb He yBeNnu4yeHa, KOHTYpbI
r'emornobuH, r/n 106-140 4YETKME, POBHbIEe, CTPYKTypa HEO4HOPOAHAH,
deppuUTHUH, Mr/n 1491-2039,9 PaBHOMEPHOE MOBbILLEHNE 3XOreHHOCTH;
ceneseHKa He yBesinyeHa, napeHxmma
ACT, EL/n a7 O4HOpOAHaH.
ACT, EO/n 48 AnacromeTpus (pubpockaH) NeyeHm:
(pnbpo3 1 cTeneHun, cteatos 2 CTeneHwu.
Ca, MMOAb/N 1,94 ®IrAC: lactpooyoaeHuT.
docchop, MMonb/n 0,69
KoHcynbTauma MHpeKLMoOHUCTA.
AnbbymuH 41,5 [AnarHo3: XI'C ¢ MMHMManbHON
AT, nr/mn 429 BNOXMMNYECKON aKTUBHOCTbIO, F1
anacrometpus ot 2017).
spKt/V 1,68 ( P )
IKI: OI1, HopmocucTonua, HBIMHIT,
HCV-PHK (NuP) oTpuy YMEpPEHHasa CcUCTonnyeckas Harpyska Ha JIXK.
AT k core (+) Ixo-KrI': yBenndenue JI, octanbHble
AT k S3 + /- OTAEeNbl cepALa He paclumMpeHbl; rnobanbHas
AT k NS4 -) COKpaTVIMOCTb. COXpaHeHa; nasneHue B J1A
He MOBbILLIEHO; HMXHSISA Nosias BeHa He
AT k NS5 (-) paclimpeHa

Fna3Hoe AHO: aHMMOCK/Iep03 CeTUATKN

« Mosiexy/isipHO-reHeTnYeckasa gnarHoCTuKa reMoxpomarosa: mytaumm reHa HFE,
nonnumopdusm C282Y, H63D, 193A>C He obHapy>XeHHb!.



BbiBOAbI

MaumeHTbl Ha '] UMEOT AOMONHUTENBHBLIN pUCK pa3suTus MK
BCNeAcTBUeE:

1) yactoton neperpy3ku Fe (LueneBble YpOBHU eppUTMHA MPU JIEYEHUU
aHemum - 150-500 Mr/n, YTO Bbille PpEKOMEHAYEMbIX B 06LLEN nonynsaummn),

2) HapYyLWeHHOro KimpeHca nopgpupuHoOB.

OTMeHa npenapaToB Fe+pu3lO He Bceraa npeaynpexaaeT AalbHENLLN
POCT (pbeppUTMHA CbIBOPOTKM (rEMOCHAEPO3a), YTO MOXET 6bITb CBA3AHO C
noAaB/eHMEM NPOAYKLUMM rerncuanHa B renatoumTax n3-3a HakonneHus B
HUX NOPPUPNHOBLIX METAOONUTOB.

JleyeHune KpoBOMyCKaHMEM, B T.4. Manioob6beMHbIMKN (heboToOMUAMM
(anbTepHaTMBa - HEBO3BPAT KPOBU N3 CUCTEMbI Nocne ceaHcos []) —
[OOJ/IHKHO 06CY>XAaTbCH B KaXXA0M KOHKPETHOM Cllyyae.

[ MAPOKCMXNOPAXUH B MasbiX 103axX B COYETaHUN C remoanadunbTpaumen
3 deKTMBHbI B KynnpoBaHuu cnmntoMoB (KM u M.6. anbTepHaTMBOM
KPOBOMYCKaHWAM, Korga nocnegHuve npoTMBonokas3aHol

Ryan C, Sendy, Bonkovsky H. Liver Int. 2012; 32(6):880
Ajioka R, et al. Blood. 2008; 112(12): 4723
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Cnacub60 3a BHMMaHue!



