Mpunoxerue 1

Be/ICHA OIIeHKa MoKasaresneit peppokuneruku. Metogom RT-PCR
uccienoBansl nonuMopdusmsl rena HFE (C282Y, H63D, S65C)
B TpYIIax TeMOTPaHC(y3UOHHO-3aBUCUMBIX OOJIBHBIX, a TAKXKe
60sbHBIX 0e3 reMoTpaHc(y3uil B anamHe3e 10 Hadasita [IXT u B
rpyIIe KOHTPOJI.

Pesynbrarel. BropuuHas neperpyska >Kelie30M BbISBICHA
cpemu 30% TpaHcdy3HMOHHO-3aBUCHMBIX OOJNBHBIX (B TOM YHCIIE
TsDKeIoH cTenenu y 14,3%), B rpymme 6e3 mpeAecTByIOINX Te-

Motpanchysuit — y 9,4% (nerkoii crenenn). HocurenbcTBo My-
TaHTHBIX ajuienel ortMedeHo y 25 n'y 37,5% coOTBETCTBEHHO.

3akirouenne. Poct yucna remorpaHcdysuil ycyryonser 1s-
JKeCTh CHHJpOMA TIeperpy3ku skenezoM. Hamuuwe meperpysku
JKEJIe30M, B TOM 4HCIIe Y OONBHBIX 0€3 MpeIecTBYIOMUX Ir'eMo-
TpaHc]y3uil, TpeOyeT AalbHEHIIero U3y4eHusl, COMOCTaBICHUs
C MYyTalMOHHBIMH BapuaHTamu HFE, NpOrHO30M, OTBETOM Ha
TEeparuIo.
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OCHOBHBIM METOJIOM Tepanuu OOJBHBIX OOJBLION [-Tanac-
ceMuel SBISEeTCS MPUMEHEHHE THIEPTPaHC()Y3MOHHOTO PEKH-
Ma, OCHOBHBIM OCJIO)KHEHHEM KOTOPOIrO SIBIISICTCS Heperpyska
OpraHu3ma xene3oM. M30bITOYHOE OTI0KEHHUE JKelle3a TPHUBOIHUT
K IUPPO3Y TEUYCHH, caxapHOMY Jua0eTy, KapAHOCKIepo3y U 00-
YCIIOBJIMBAET HEJI0PA3BUTHE BTOPUYHBIX MTOJIOBBIX TIPU3HAKOB.

ey npoBenenust kypcoBoro miazmadepesa (ITA) mpu ta-
JaCCeMUsIX — yBEIUYEHHE 00beMa M YaCTOThI MPOBEICHHUS TE€MO-
TpaHcdy3uil 6e3 OCIOKHEHUH, IPeJOTBPAICHUE WIN YMEHbIIIE-
HUE W3JUIITHETO OTIOKEHHS B OpraHU3Me jKelie3a, ylalleHue M3
KPOBH 3PUTPOLUTAPHBIX, JTEHKOUUTAPHBIX U OEIKOBBIX AHTHUTEI
Y CHI)KEHHE OMACHOCTH Pa3BUTHS PEAKIIMU HAa TEMOTPAHC]y3UH,
a TaKke MPEJOTBpPAIleHNe OTAAICHHBIX MOOOYHBIX I(PPEKTOB
TpaHcdy3uii KpOBU M €€ KOMITIOHEHTOB, CBSI3aHHBIX C UMMYHOCY-
npeccuel, THTOKCUKAIeH.

ITA npoBoISAT OMHOBPEMEHHO C XEJIATOPHOM Teparuei — mpe-
napatom aecdepan (20-25 Mr/kr Macchl Tesa B JICHb B TCUCHUE
5 nHEW HeJenu ¢ MOCIEAYIONIUM JIByX/IHEBHBIM I1EPEPHIBOM).

Brutrouenue [TA B Teparuo 6051bHBIX 00J1b1110# B-Tanaccemueit
MI03BOJISIET TOBBICUTH YHCIO HEOCIOKHEHHBIX TpaHchy3uil B
cpenHeM ¢ 17 (npu npoBenenun remotpancgysuii 6e3 ITA) mo 30.
B pesysbrare yBenuueHUs KOJIMYECTBA TpaHC(Y3Uil KPOBU U €ro
KOMIIOHEHTOB y OOJIbHBIX OOJIBIIION P-TanacceMuei ynaercs 3Ha-
YHUTENILHO TOBBICUTh KOJMYECTBO MEPEIUTON KpoBU 1 GONBHOMY
B rox. [Tpu remotpancdy3usx 6e3 npumenenus [1A cpenHuii 00b-
eM nepenuToil 1 60IPHOMY KPOBH M €T0 KOMIIOHEHTOB COCTABIISIET
5500 mu1, pu Tepanuu ¢ npumeneHuem I1A oH paseH 8500 mu,
JTOXOIIS1 B HEKOTOPBIX ciaydasix 0 11 000 mur.

IIpu remorpancdy3usix, couerarommxcsi ¢ 1A, remMormoonH
OOJBHBIX yIAaeTCsl MOIEPXKUBATh HA ypOBHE B cpeqHeM 96 /i, B
TO BpeMsi Kak y OonbHbIX 0e3 nmpumeHenus [TA — B cpeaem 68 /1.

W3MeHeHnsT KIMHUKO-TEMaTOJIOTHYEeCKUX ITOKa3zaTeneil mpu
npuMmeHenuu ITA y GombHbIX OombLIoi opmoit B-tanaccemun

OTMEYaloTCs CIyCTs 2—3 Mec OT Havyana npuMeHeHus [1A ¢ nanb-
HEeWIINM yITy4IIeHHEeM B MOCIEAYIONIIE MECSIbl IPU MTPUMEHe-
Hun [TA. HabGnromaercsi 3HauuTEIbHOE YMEHBIICHHUE CIIa00CTH,
YTOMIISIEMOCTH, OIBIIIKH, HKTEPHYHOCTH CKIIEP H YKEITYIIHOCTH
KOKHBIX TTOKPOBOB, TOBBIIIAIOTCSI KOHIEHTPALUH SPUTPOLUTOB,
reMonIo0MHA, YMEHbIIAeTCs KOJIMUeCTBO HopMoOmactoB. Ilo-
JIOKUTENNbHAS JTUHAMHKA IMPOJOJDKAETCS B TEUCHHE BCEro Iie-
puona npumenenus [1A. Uepe3 12 mec oT Hauana mpuMEHEHUS
ITA nabnromaercss yMeHbLICHHE Pa3MEPOB IEUEHU U CEIEC3ECHKHY,
OTMEYaeTcsl HCYC3HOBEHHE HEBPOJOTHYECKOH CHMITOMATHKH M
yBeIM4YEeHHE Macchl Tena 6ombpHOro. [TA okas3pIBaeT GIaronpusr-
HOE JeHCTBUE NPAKTUYECKU HAa Bce OMOXMMHUECKHE MOKa3are-
T — KOHLIEHTPAIK OEJKOB IIa3Mbl M OMITMPYOHHA MOHIIKAIOT-
cs cpa3y mocie nepBoro kypca I[TA i mpomomKaroT MOHUKATHCS
B IOCJIEAYIOLIMEe MecAlbl Ipu npoBegeHun [IA — gepes 2-3 u
12 mec. Conepixanne neueHouHbIx pepmento AJIT, ACT, JIAT
1 1IeT0YHOH (ocharazpl HAUMHACT TOHMKATHCS TOIBKO CITYCTS
2-3 mec oT Hauasia mpoBesieHus ITA, nocTurast HAMMEHBIINX 3Ha-
yenuit uepe3 12 mec. Hopmanusyercst mon BiusiaueM 1A u co-
JIep>)KaHie MOYEBUHBI KPOBH, KOTOPasi MOHMKEHA TIPH OOJIBLION
(hopme B-TanacceMu U MOBBIIEHA IPU IPOMEXYTOUHOH (hopme
Oonesnu. JIiHaMHMKa KOHIGHTPAIUMU MOYEBUHBI OTMEYACTCS Ue-
pe3 2-3 mec ¢ momenTa npoBeneHus [1A.

IMpumenenue ITA Hapsany ¢ XemaTtopHo# Tepamueil croco0-
CTBYeT OrpaHMYCHHUIO BBeICHHMs Jecdepala U CyIIECTBEHHO
YCUIJIMBAET BBIBEIEHUE KeJie3a u3 opranuszmMa. Brimouenue [1A B
KOPPEKLUIO 0OMeHa xele3a y O0JIbHbIX 00JIbIIoN B-TanacceMueit
3HAYUTENBHO J(PQPEKTHBHEE MOMOTaeT HOpMalH3alud OOMeHa
JKenesa, 4eM NMPUMEHEHHe OJHOTO JHIIb aechepana. CHKeHNE
KOHIIEHTPALUK XKeje3a y O0IbHbIX OonbIIol B-TamacceMuei Ha-
OiromaeTcst yxe mocie nepBoro kKypca ITA, mpomoipkast MmoHU-
JKaTbcs 1o Mepe npoBeaenus [1A u B oTnaneHHbIe CPOKH — Uepe3
2-3 u 12 mec ot Hayana nposezneHus ITA.

DKcTpaKopnopanbHbie MeTOAbI NPY reMoNuTNYeCKOM Kpuse,
o6ycnoBneHHom gedpuuyntom pepmeHTa rMioKoso-6-pocargerngporeHasbi
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Hedbuuur ¢depmenTa noko30-6-(Gocdarneruporenassl
(I'-6-®M1) — camas pacmpocCTpaHEHHAs HACIEACTBEHHAs JH-
3UMOTaTUs. YMEHbIIeHHE aKTUBHOCTH ['-6-DJ] BiedeT 3a co-
0011 CHIXKEHHE POTUBOOKCHIAHTHON (YHKIIMH SPUTPOIUTOB
7 Kak CIeJICTBHE TEMOJHU3 O] BIUSHUEM IPOBOLUPYIOMINX
(dakTopoB (ymoTpeOieHHE OINpeNeeHHBIX JIEKAPCTBEHHBIX
IpenapaToB WIM MUIIEBBIX NPOAYKTOB, HHpeKIun). ['emonu-
TUYECKUI KPU3 pPa3BHBAETCS Yepe3 HECKOJIbKO YacOB WM He-
CKOJIBKO JHEH Iociie BO3AeHCTBUS MpoBouupyromero ¢axro-
pa. JleueHne Bceraa MpoBOJAT B CTAIIOHAPE, OHO HAIIPABICHO
Ha KYIHPOBaHHE aHEMHUYCCKOTO CHUHApPOMA, OMIHMPYyOMHOBO#
MHTOKCUKAIH, MPOQUIAKTUKY OCJIOKHEHHH W NPOBOAUTCS
o npuHnuny tepanuu JIBC-cuuapoma. CBeneHHs HO IpH-

MEHEHMIO JKCTPAKOPHIOPAIBbHBIX METOJ0B TI'€MOKOPPEKIMU
IPH OCTPBIX TEMOJHUTHYECKHX KpH3aX, OOyCIOBICHHBIX He-
JIOCTATOYHOCTbIO akTuBHOCTU ['-6-DJI, orcyTcTBYrOT. MBI
MpPUMEHSUIH Tu1azMadepes B paHHEM IIepUoJIe Pa3BUTHUS TeMO-
JTUTHYEeCKOro kpu3a npu (asusme (10 OONbHBIX) U TIPH JIeKap-
CTBEHHO-MHIYyIHPOBaHHOM remonuse (12 601bpHbIX), 00ycI0B-
neHHoM nedunutom ¢pepmenta ['-6-OJ[. Bo Bcex ommcaHHBIX
ciIy4asx akTUBHOCTH I[-6-®J] xosebanace B mpenenax 0-3%
oT HopMbl. [Ipounenypy mpoBOAWINM HpPU MEPBBIX MPH3HAKaX
Pa3BUTHS IeMOJIMTUYECKOro Kpusa (4yepe3 6, 2 4, 1 cyT mo-
cie ynorpebiaeHHus B mMuOly 000OBBIX KYJIbTYp) JUCKPETHBIM
LHEHTPU(YKHBIM METOJOM. 3aMelleHue — JOHOPCKas Mia3Ma,
pacTBOpbl KpuctasonnoB. Kpurepuem mis odbema ynamsie-
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