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.

MpumeHeHne nnasmadepesa npu 6onblioi B-ranaccemun
banpamanun6einnun 1.2, fagxmnes [.b., Parumos A.A.
Kadepnpa knuHnueckoi TpaHcoysuonorum F/OY BMO Mepsbiin MTMY um. .M. CeueHoBa MuHagpasa Poccun, Mocksa

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

Baiipamanu6ennu 1.3, Parumos A.A., Tapxunes [.6., Canumos 3.J1.
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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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MOH IUIa3MBl CITy’KHIIA BEJIWYHHA CBOOOIHOrO TeMOrIoOnHa
mna3mel (B cpearem 1 OIIIT). Ha ¢oHe npouenypsl JeTOKCHKA-
UM OTMEYCHO 3HAYUTEIbHOE YIyUIIeHHEe OOIIEr0 COCTOSHUS
GOJIBHBIX, CHUKEHHE CHMITOMOB OMIMPYOHHOBOW HHTOKCHKA-
MU (CHIKEHUE KOHIICHTpAK OMIIMpyOrHa /10 BEJTUYHH, KOP-
PUTHPYEMbIX KOHCEPBATUBHBIMU MEPOTPHUATHSIMH B TEUCHHUE
CIIEAYIONIMX CYTOK), HAaOIOAan0Ch mpocBemieHne moun. [le-
PHOI PCKOHBAJICCUCHINH OBbLI CYIIECTBEHHO MCHBIIC, YeM Y
0OJIbHBIX, KOTOPBIM MPU TEMOIUTHYECKOM KPU3€e HE TPUMEHSI-

v 1asMadepes. Hu y onHoro 601pHOTO mociie MpoBeAeHHO-
ro miasMadepesa He pa3BHIIMCh CUMIITOMBI OCTPO# TTOYEUHO
HEA0CTaTOYHOCTH. Y 1 OOJBHOTO MPU reMOJIUTHYECKOM KpU3e
npu (haBr3Me ObLT IPOBENIEH MMOBTOPHBIH ceaHc miazmadepesa
ugepes 1 cyt ¢ ynanenunem OLIIL. IIpoBenennsie uccaenoBaHus
MO3BOJISIIOT PEKOMEHI0BATh BKIIIOYHThH MTPOBEJICHUE M1a3Made-
pe3a Ha paHHHUX CTAIUSIX TeMOJHTHYECKOTO KpU3a MpH Jedu-
ute [-6-DJ1 (ocobeHHO mpu paBuU3Me) B CTaHAAPTHBIH MPO-
TOKOJI KOMIUIEKCHOW MHTEHCHBHOW TEparuH.

CocTaB 1 LUTOKMHNpoAyumpyowaa GYHKLUA KNeToK NpoayKTa apepesa
605bHbIX "M$OMaMM 1 OCTPbIMU NleilKo3aMu

batoposa [1.C., CaxHo J1.B., KptoukoBa W.B., MpoHkunHa H.B., TnxoHosa M.A., Tunesuy A.B., Cepreesunyesa B.B.,
Cusumkosa C.A., Ywakosa I10., OctaHnH A.A., Mocnenosa T.W.

OreY HUW knnHnyeckon nmmyHonorum CO PAMH, HoBocnbnpck; HoBocnbnpcknin rocyaapcTBeHHbIN MEANLMHCKNIA YHUBEPCUTET

Benenne. He u3yueHbl pazinnuusi B CyONONyJISIIIMOHHOM CO-
cTaBe 1 (DYHKIIMOHAIBLHOM aKTUBHOCTH KJIETOK ITPOIYKTOB Cerapa-
1K y OONBHBIX TMM(OMaMH 1 JIEHKO3aMH, CBSI3aHHBIE C ITAaTOTeHE-
30M JIaHHBIX OOJIe3HEH U, COOTBETCTBEHHO, IIOXOIaMH K TEpaIIHu.

Heuan padorbl. CpaBHUTENBHAS OLIEHKA CYONOMYIISIIOHHO-
T'O COCTaBa M IIUTOKUHOBOTO MPOQHIISI KIIETOK MPOAYKTa adepesa
OOJIBHBIX TUM(POMAMHU U JICHKO3aMH.

Marepuaisl n MeToabl. B nccnenosanue BritoueHsl 40 6oib-
HBIX JIUM(pOMaMH B OCTPBIMH Jielikozamu, nomyunBimx ATT'CK B
2010-2012 rr. MccnenoBanbl KIETKH MPOIYKTOB cenapanyi. Mero-
JIbL: IPOTOYHASI IIUTOMETPUSL, IIPOTOUHAS (DIIFOOPUMETPHS.

Pe3yabrarel u o6cy:xaenue. IIponykTsl cemapauuu 060b-
HBIX OCTPBIMU JIEHKO3aMU OTIMYAIUCH 0OJIee BBICOKUM COLEp-
JKaHUEM HauBHbIX T-KJIETOK U PeryisTopHbIX T-KIETOK, ¢ TeH-
JEHIMEH K IOBBIIIEHHOMY COAepKaHWIo T-muMQonuToB, npu
CHIYKEHHOM KOJIMYECTBE I'PAHYJIOLUTOB, a TaKxke 00j1ee BEICOKOH
IIPOBOCHANIUTEIBHON AKTUBHOCTBIO.

3akarouenue. V3zyuenne B3ammocsssu ucxomgos ATT'CK c
0COOCHHOCTSIMU CYOIOMYIISILIMOHHOIO COCTaBa U (hyHKIUOHAIIb-
HOI aKTHBHOCTBIO TPAHCIUIAHTHUPYEMBIX KJIETOK I103BOJIUT BbI-
SIBUTH HOBbIE IPEAUKTOPBI HCXOI0B U 000CHOBATH HOBBIE CTpare-
run onrtumusanuu TI'CK.

AHanus 3a60neBaemMoCcTN XpOHNUYeCKUM numepoungHbIM nerikosom B KpacHosipckom Kpae ¢ 2008-2013 r.
BaxtuHa B./., MpoTtononosa E.B., Mockos B.W., BuHorpaposa E.HO., MapTbiHoBa E.B., OnbxoBuk T.W., OnbxoBckuii U.A., Yyb6aposa C.B.,
lywmn [. C., Aemko W.B., Ocaguaa M.I.

KpacHoapckuin dunvan OrbY fematonornyecknin HayuHbiin LeHTp MHagpasa Poccun; KpacHOAPCKNN rocyAapCTBEHHBIN MEANLIMHCKII YHUBEPCUTET
nm. npod. B.O. BonHo-ficeHelkoro MuH3apasa Poccun; KIBY3 Kpaesas knvHuueckaa 6onbHuua; KIbY3 KMB Ne 7; KTBY3 HMB Ne1.

BBenenue. J[o macrosmero momenta B Kpacnosipckom kpae
HMEJIUCh MPUONU3UTENbHbBIC TaHHBIC 10 YUIETy 3a00JIeBaeMOCTH
OOJIBHBIX, CTPAJAOIINX XPOHHIECKAM JTUM(OUITHBIM JISHKO30M/
muMQomMoit 3 Masbix B-numdornmTos.

Heas padorel. Co3nanue equUHOTO peructpa OOJbHBIX Xpo-
HUYECKHM JTUM(OUIHBIM JIEHKO30M/ITUM(OMON M3 MaIBIX JINM-
¢douuToB. [IpoBeneHue 3MUAEMUOIOTHYECKOTO aHaIn3a 3a00Je-
BaeMOCTH OOJIBHBIX C JaHHOM MAaTONOTHUEH.

Marepuaibl U MeTOAbl. BOCHpUHMYMBBEIM HaceleHHEM
sIBUITHCH skuTesn KpacHosipckoro kpas crapie 18 ner. O0bekTom
MCCIIC/IOBAHMS CTAIN BCE CIIyda 3a00JICBaHNUS, BBISBICHHbIC Ha
OCHOBaHHMHU 00paNIaeMOCTH TTAIEHTOB 3a CIEHaTN3UPOBAHHON

reMaToJIOTHYECKOM TOMOIIBIO, BCero 842 4YenoBeKa — JKEHIUH
355, myxuuH — 487.

Pesyabrarbl. Menana Bo3pacra je0rora 3aboneanus 63 (55—
72) rona, y myxuuH 61 (54—71) ron, y sxeniun 67 (57-74) net. Hau-
Oonee HU3KUIA TIOKa3arelb nepBUYHON 3a0oneBaemMoctr B 2008 . —
1,97%o,, maxcumym™ (4,1%o_ ) B 2011 r. MuHMMabHas CMEPTHOCTD
or XJUI B 2008 1. - 0,17%o_, Maxcumym (0,31 %o_ ) B 2011 1.

3akuiouenne. B cBs3M ¢ ycoBepIICHCTBOBaHNEM Jaboparop-
HBIX METOJIOB JHarHocTuku 3abonesaemocts XJIJI B KpacHosip-
CKOM Kpae yBeJIM4HiIach, B To Bpems kak ¢ 2010 r. HaOmonaercs
YCTOHYMBAsS TSHICHIUS K CTAOMIIN3AIMH TOKA3aTels IePBHYHOM
3a00JIeBaEMOCTH.

nOBTOpHaﬂ afonTUBHaA MMMYHOTepanunAa BTOpPOro peunanBa octporo Muneno6aacTHOro Nleiikosa nocne
TPaHCM/IaHTaAUUW aJI/IOreéHHOro KOCTHOro mo3ra

BorpaHoB PO., MeHaeneesa J1.M., Kysbmuna J1.A,, Tanbuesa U.B,, TanoHosa T. B., O6yxoBa T.H., Bapnamosa C.B., Cynapuvikos A.B.,
MaposunyHnkosa E.H., CaBueHko B.I.

OrbY lfemaTtonornyeckuin HayuHbin LeHTp MuHsgpasa Poccun, Mocksa

Beegenne. OnTumanbHble pe3yabTaThl JIEUEHUsI TOCTTPaH-
CIUTaHTaUOHHOro peuuausa OMJI OblaM HOIYYEHBI [OCIHE
npoBeneHust KypcoB xmmuorepanuu (XT) u mocmemyrommx
tpancdysuii tumdonnto nonopa (TJIM), ogHako OCHOBHOM
IPUYUHOM JIETAJIbHBIX UCXOJO0B SIBISIETCS IPOIPECCUsl OCHOB-
HOTO 3a00JIeBaHHUS.

Ieab padoTsl. M3yuenue 3p(heKTHBHOCTH TOBTOPHOTO MPU-
MEHEHHsI aJIONTHUBHONM UMMYHOTEPAUU B ClIydae JUArHOCTHKU
BTOPOTO MOCTTPaHCIUIAHTAIMOHHOTO pennausa. [Ipu stom num-
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(ouTel TOHOPA IS AAONTHBHONW MMMYHOTEpanuy ObLIH MOJY-
YEHbI OT TOT'O XKE JOHOPA MUEJIOTPAHCIIaHTaTa.

Marepuasbl u MeToabl. Y 6 6oipabIx OMIJI B Bo3pacrte 23—
58 ner (Menuana 31 rox) ObUT IMArHOCTUPOBAH BTOPOH PELUANB
nocne amio-TKM or poacrsennoro HLA-coBMecTUMOro J10HO-
pa. TJI1 ¢ NJI-2 Bemomnasum ocne Kypca XT B mepuon ariazun
(n = 3) wu Ha QoHe ouepenHoit pemuccuu (n = 3). CymmapHoe
koiu4ecTBo nepenautsix CD37-knerok coctasnsuio ot 1 o 41 -
107 (meuana 28 - 107) KIETOK/KT.





