Bupycosiornueckuii 0TBeT Ha NPOTHBOBUPYCHOe JedeHne BI'C-nndexnun npenaparamu
NMPSIMOro NMPOTUBOBUPYCHOTO eiiCTBUA y MAaUMeHTOB ¢ myTauusimMu B rene HFE
MsraukoBa U.B.
benopycckuii rocy1apCTBEHHBIA MEIUIIMHCKUN YHUBEPCUTET

Hayunwiii pyxosooumenv — 0.m.1., npo. Jlykawux C.11.

Bupyc eenamuma C (BI'C) ocmaemcs 3nauumoti enobanbHot npooiemoil 30pasooxpaneus,
nopascas MuIIUoHbL 1tooeti no ecemy mupy. OOHum u3 Gakmopos, 6ruAlwux Ha meyeHue
3a60ne6aHus, AGNAEMC Hapyulenue oOMeHa dicene3d, UYmMoO 6 HeKOMOPbIX CHYYAsX C6A3aHO C
mymayusamu 6 eene HFE. Hccneooeanus, npoeedenHvle 6 35NOXYy mMepanuu npenapamamu
unmepgepona, yKasvleauu HaA OmpuyamenvHoe 6IUAHUe IMUX Mymayuil Ha 3¢gexmusHocms
npoOmMuUBoBUpycHo2o nedeHus. B nacmosawee epems oOna neuenus xpouuueckou BIC-unghexyuu
NPUMEHAIOMCSL  8bICOKOIDDexmuenvie npenapamsl Npsimo20 NpomueosupycHozo oOeticmeus (JII1
1I11]]), oonaxo enuanue HFE-mymayuti Ha ux 3¢pgpexmusnocmes ocmaemcs MaiousyyeHuvim. B xooe
pabomwi nposedena oyenka pacnpocmpanennocmu mymayuil HFE cpeou nayuenmog ¢ xponuueckoti
BI'C-unghexyueii u ux 603M024cH020 GIUAHUA HA UCX00bL Mepanuu. Yacmoma mymayuili cocmasuna
33%, npu smom OocmucHymsie NOKA3amMenu HenocpeoCm8eHHO20 BUPYCOJI02UYeCcK020 omeema
(HBO) y nayuenmos ¢ mymayusmu HFE (98%) ne omauyanuce om makoswix y nayueHmos Oes
mymayuti (96%, p>0,05). [lonyuenHnvie pe3yrbmamsl CEUOEMENbLCMBYIOM O MOM, YMO HAluyue
mymayuii HFE ne oxazvlieaem 3nauumozo eénusnus na sghgexmusenocmo JIII TII1]] npu neuenuu
xpornuueckou BI'C-unghexyuu.

Knrouesvie cnosa: supycnuiii cenamum C; mymayuu HFE; npomueogupycuas mepanus

[lo oumenkam, BO BceM MHpe 58 MWIJIMOHOB YEJIOBEK HMMEIOT XPOHUYECKYIO HH(EKIHIO,
BbI3BaHHY10 BupycoMm remnaruta C (BI'C-undexuus) [1]. [lpumepno y 30—40% u3 Hux Habmona0Tcs
MpU3HAKU HapyIlIeHus oOMeHa keJie3a, MPU 3TOM Y YaCTH MalMeHTOB OJIHOM U3 MPUYUH HOBBIIICHUS
MOKa3aTeyiel SBIAETCS HACIEICTBEHHBIN reMoXpoMartos [2].

EcrectBennoe Teuenne BI'C-undeknun xapakrepusyercs: GOpMHPOBaHUEM IUPPO3a MEUEHU
Y TeNaTOLEIUTIONIIPHON KapIUHOMBI, PUBO/IA K MHBAJIUAU3AIMH U CMEPTH NalueHToB. CyIecTByeT
pSI MCCIIeIOBaHMM, MOKa3bIBalOIMX Oosiee ObIcTpoe mporpeccupoBaHue GuOpo3a MpU HATUIHH
MyTauui remoxpomarosa [3]. C nenbro ycTpaHEeHUs: BO3MOXXHOCTH
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IIPOrPECCUPOBAHUS NPEACTABIAETCS aKTyaJIbHBIM JIMMUHALMUSA OJHOTO M3 TPaBMUPYIOLIUX
nedeHb (paKkTopoB - MPOBEJCHUE IPOTUBOBUPYCHOI Tepanuu. B snoxy neuenus xponnyeckonr BI'C-
uHGEKIUH MpenapataMi uHTepdepoHa ObLJIO MPOBEIEHO MHOXECTBO HCCIEOBAaHUI, B KOTOPBIX
n3ydanach 3PQGEKTUBHOCTh NMPOTUBOBHPYCHOW TEPANUK IMPH IMOBBIIICHHBIX TOKA3aTeNIsIX OOMeHa
xkeneza W Hanmuuu Mmytanuil B reHe HFE. buoxumpnueckne mapkepsl Neperpys3ku Kejne3om M
myTtaiun reia HFE Obumi oTpHIaTelbHBIMU MPOTHOCTHYECKUMH (DPaKTOpaMu MPOTHBOBHPYCHOTO
neuenust [4]. B Hactosmiee BpeMs sl JICUYSHHS NanMeHTOB ¢ XpoHumdeckod BI'C-mapexmmn
WCTIOJNB3YIOTCS BBICOKOA()(DEKTUBHBIE JIEKAPCTBEHHBIC MpENapaTsl MPSIMOTO MPOTHBOBHPYCHOTO
nevicteus (JIIT TITIJ]). Omgnako addexrtuBrocts JIIT IITJ] y mamuentoB ¢ BI'C-undekmueit u
myTtanusiMu B reHe HFE panee He uzyuanace.

lenp  paboTBl  ONpEeNeNuTh  HEMOCPEACTBEHHBI  BHPYCOJOTMUYECKHMH  OTBET  Ha
npotuBoBupycHoe nedenue JIIT TIIJ xponnueckoit BI'C-undexnnn y manueHToB ¢ HaIUIHEM
myTtanuii B rene HFE.

Marepuansl 1 METOABI UCCIIEAOBAHUS.

Jln3aiiH 1 y4aCTHUKHU UCCIEIOBaAHUS:

[IpoBeaeHO OTKPHITOE HEPAHIOMU3UPOBAHHOE PETPOCIIEKTUBHOE UCCIIEAOBAHUE C aHATU30M
MEJUIIMHCKOM TOKYMEHTAIlUU MAueHToB ¢ xpoHudeckoil BI'C-undexmueii, cocTosnmx Ha ydere B
yupexIeHuu 3apaBooxpanenus «['opoackas kmuHuueckast vHGEKIHoHHas OonbHUIa T. MuHCKa. B
HccieIoBaHNe ObLTH BKIFOUEHBI MAIMEHTHI )KEHCKOT0 U MY>KCKOT'O TIoJia B Bo3pacte oT 26 10 84 net
¢ XI'C u BI'C-LII, B xpoBH y kKoTOpbIX BhIBIsLIUCH anTUTena kK BI'C u PHK BI'C (ne3aBucumo ot
reHotuna Bupyca). Jlo Hawana neuenus JIII IIITJ[ mpoBoamiaoch reHETHMUYECKOE HCCIEJOBaHHE
(ucronp3oBasiach OyKKaIbHas )KUIKOCTB) JUISl OLICHKH paclpocTpaHeHHOCTH MyTaruei B rene HFE.
Kpurepusimu uckitodeHus ObIIH clieayromue: comyTeTBytomas BUY-unexuus, BUpyCHbII renaTut
B, ayroummyHHbIe 3a00neBaHMs TeueHH. B wuccienoBaHume HE BKIIIOYAIUCH MAIMEHTHI ITOCIHE
TpaHCIUIAaHTAlUM TEYEHW U TM04YeK; MojdydyaBmiue Apyrue npotuBoBupycHsle (He JIIT IIITMI)
MpenapaThl; He IPOXOAUBIINE TEHETUYECKOE TECTUPOBAHUE.

[Ipouenypa uccnenoBanus

AHanu3upoBaiuch UCTOPUU OOJIE3HW M aMOyJaTOpPHBIE KapThl MAaLUEHTOB C XPOHUYECKOU
BI'C-undexumeii. Ilammentam mnepen Hasnadenmem JIIT  TIIIJ mpoBommmace  OIEHKa
pactipoctpaneHHoctu myTanuei B rene HFE (Hu y koro u3 Hux paHee He ObUT BBICTaBJIEH JUArHO3
HACJIEICTBEHHOT0 TeMOXpoMaro3a). 3aTeM Ha3Haydajoch JICYEHHE MPOTUBOBUPYCHBIMU CXEMaMMU:
codocOyBHp/IeAUTIACBUP B KOMOMHAIIMN C pUOABUPUHOM WK 6€3 Hero, coocOyBup/BeanaTacBup,
codocOyBHp B KOMOMHAIIMM C JaKJIaTaCBUpPOM M puOaBUpMHOM wiu 0Oe3 Hero. [lockonbky
WucciaeoBaHUE He ObUIO  paHJOMHU3MPOBAHHBIM, BBHIOOp KOMOWHAIIMM  TIpEnapatoB |
MPOJIOJDKATENIHOCTH JieueHus (12 mmm 24 Hemenu) OCYIIECTBISJICS BpadyaMU B COOTBETCTBHH C
COBPEMEHHBIMM PEKOMEHJIALMSIMU M XapaKTEPUCTUKaMM MAalUUEHTOB. JleueHne mpoBOAUIIOCH B
amOynatopubix ycnoBusix. [locne nasnauenus JIIT II1/] mamueHTH! MOMXKHBI OBLTH IMOCEIIAThH
KJIIMHUKY KaXK/1ble 2 HEJIEJN B TEUCHUE MIEPBOT0 MECSALA, KaK/ble 4 HEAENN A0 3aBEPILICHUS JICUEHUS,
a Takxke uepe3 12 Henmenb, 24 Henmenu U 48 HeAenb MOCHE 3aBEPIICHHS MpPUEMa IOCIEIHETO
npernapata. B KOHTPONBHBIX TOYKax BBIMONHINCH ToiauMmepasHas nenHas peakius (I1LIP),
KIIMHUYECKUH 1 OMOXMMHUYECKHI aHanu3bl KpoBU. CBEACHUS PETUCTPUPOBATUCH MPU KOHTPOJIBHBIX
BU3UTAX.

AHanuzupyemas NOITyJISILHSL TALlUEHTOB

[TarmenTs! ¢ XI'C u BI'C-LI1, koTopble MPpONUIN F€HETUYECKOE TECTUPOBAHNE Ha BO3MOYKHOE
Hanuuue mytauui C282Y u H63D B rene HFE u npotuBoBupycHoe neuenue JIIT ITITI.

Onenka 3 eKTHBHOCTH

B anamm3 apdexrusnoctu JIIT II1/] ObutM BKITFOYEHBI TTAITUSHTHI, MOJTHOCTHIO TPOIIIC IIIHE
Ha3HAYEHHBIH Kypc JedeHHsA. DPQPEKTHBHOCTh OIECHUBAIM IO J0JI€ MAIMEHTOB, JOCTUTIINX
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orcytctBus onpenensiemoir PHK BI'C B kpoBH Ha MOMEHT OKOHYAHUS JIEYEHUSI: HETTOCPECTBEHHBIN
Bupyconoruueckuii orser (HBO). Henocraromme nanusie mo HBO nononHAmuce ¢ momouisro
nanHbIx 1o YBO12 (orcyterBue onpenensemoin PHK BI'C B kpoBu 4epe3 12 Henens mociie npuema
nocinennero JIIT TIIIT), YBO24 (orcyrctBue onpenensemorr PHK BI'C B xpoBu yepe3 24 Henenb
niociie mocnenuero mpuema JII TITTT), YBO48 (orcyrctBue onpenensiemoit PHK BI'C B kpoBu uepes
48 nenenp nocne npuema nociearero JII II1]]) umu ¢ momomnisio nanubix [P no nammuuio PHK
BI'C B xpoBH B 110001 TIepHO 10 8 JIET 1MOociie OKoHYaHus JiedeHus. Cyrpeccrueil BUpyca CUnTaiach
nHeonpeznensemass PHK BI'C B cwiBopoTke kpoBu. PenumauBom cumrtanu, korna PHK BI'C Obuia
HEOIpeIesIIeEMON B KOHIIE JICUEHHs, HO CTaJla ONPENENIAThCSA B IEPHO MEXKIY 3aBEPIICHUEM JIEUEHUS
u 24-i1 Henmened HaOmoneHus; mpopeiBoM — koraa ypoBeHb PHK BI'C BHOBB cTaHOBHMIICS
OIIpeIeNIIEMbIM TIOCJIE CYNIPECCUU BO BPEMs JIEUEHUs; OTCYTCTBHEM OTBeTa — Korja ypoBeHb PHK
BI'C B nepuon neyeHus yBEIMUMBAJICS MOCIIE EPBOHAYATBHOTO CHYXKEHUS.

CraTucTueckuil aHanus

Craructuueckas 00paboTKa JaHHBIX MPOBOAMIACH C UCIIOJIb30BaHKEM makeTa R (Bepcus 4.3).
[Toka3zaTenb Bo3pacTta MpeiCTaBlIeH B BUAE CPEAHErO 3HAUYEHUsS U CTAaHAAPTHOTO OTKJIOHEHUs (m =+
sd), cpaBHeHHE BO3pACTHBIX MOKa3aTeled MeXIy TIpyHIaMH OCYLIECTBISUIOCh C IMOMOMIbIO t-
kputepust CtbrofieHTa. KauecTBeHHbIe JAaHHBIE MPEACTABICHBI B BUAE A0CONIOTHBIX 3HAUYEHUH U
MPOLEHTHBIX cooTHoueHui (n (%)), TabIUIBl CONPSYKEHHOCTH OLIEHUBAIUCH C HMCIIOJIb30BaHHEM
kputepusd Pumepa — Opumana — XantoHa. 95%-i 1OBEpUTEIbHBI MHTEPBAI AJ MPONOPLMH
paccuuThiBasics TOUHbIM MeTo1oM Kitonnepa — [Iupcona. YpoBeHb cTaTUCTUUECKON 3HAYMMOCTH JUIs
MIPOBEPKH TMIIOTE3 OB yCTaHOBIIEH Ha ypoBHe o = 0.05.

Pacrnipenenenue nalueHToB, BKIIOUEHHBIX B UCCIIEI0BAHNE

B uccnenoBanue Obutn BKIIIOYEHBI 227 MAUEHTOB, KOTOPHIM ITPOBOIMIOCH TECTUPOBAHUE HA
Hannuue myTaruii C282Y u H63D B rene HFE. ¥V 75 (33%) u3 HUX ObUIH BBISBICHBI MYTaIlUH, U3
Hux: rereposurotHas C282Y wmyramus - y 17,3%, romosurotnas H63D mytauus — y 9,3%,
rereposurotHast H63D mytanus —y 70,7%, kommaynanas rereposurotras C282Y/H63D myTanus
—y 2,7%. Dddexrtusnocts JIII TII1/] ananm3upoBaIuCh TOJNBKO Y TeX MNAIMEHTOB, KOTOpHIC
3aBepUIMIM IPOTOKOJ JIEUEHMs] U JAajibHeHmiero obcienoBaHus. B ananu3 Obuio BritoueHo 97
MAUEHTOB, KOTOPBIX MPEABAPUTENBHO Pa3esInil Ha 2 TPyNbl: 1-1 rpynna — ¢ MyTalusiMU B T'eHe
HFE (n = 43), 2-1 rpymnma — 6e3 mytanuii (n = 54).

XapakTepuCTHKa MALMEHTOB HA MOMEHT BKJIFOUEHHSI B UCCIIEZIOBAaHUE

['pynmel ObUTH cOTTOCTAaBUMBI IO BO3pacTy (55+15 set B rpymnme ¢ MmytauusMu u 5512 net B
rpymme 6e3 mytarui, p>0,05) u Ha3HaAYEHHBIM CXeMaM MPOTUBOBHPYCHBIX mpemnapatoB (p>0,05):
Codocoysup/Jlequnacsup (19 (44%) nauueHToB B rpyIire ¢ MytanusmMu 1 26 (48%) - B rpymrie 6e3
myTanuii), CopocOyBup B komOuHamu c¢ Jlakmnaraceupom (17 (39.5%) namueHToB B Tpymie c
myTtatusamu 1 19 (35%) - B rpynne 6e3 mytauuit), CopocOysup/Bennaracsup (1 (2.5%) nanuenr B
rpymnme ¢ MmytauusMu u 2 (4%) - B rpynne 6e3 mytanuii), CopocoyBup/Jlenunacsup B komOuHanuu
¢ PubaBupunom (mo 3 (7%) mamuenta B oOeux rpynmax), CodocOyBup B KOMOMHAIMU C
HaxnatacsupoM u Pubasupunom (3 (7%) nanuenra B rpymnmne ¢ MyTtauusmu u 3 (7%) B rpynmne 0e3
MmyTanuil). CTaTUCTUYECKH 3HaYMMBbIEe PAa3JIMn4Ms MEXIY IpylnaMu BblsBIeHbI o noiy (p<0,05): B
Ipynne ¢ MyTalusMU CTaATUCTUUECKH 3HAYUMO Yallle BCTpedaanuch MyKUuHbI (58%) 110 cpaBHEHUIO
¢ xeHuHamMu (42%), B rpy1ine 6e3 MyTaluil CTAaTUCTUYECKH 3HAYMMO Yallle BCTPEUaTHCh )KEHIIUHBI
(65%) o cpaBHeHUIO ¢ My)kunHaMu (35%).

PesynbraThl Hcciae10BaHus.

B niepBoii rpynne nauneHTos (¢ HanuuueM mytanuii B rene HFE, n=43) I1LP uccienoBanue
Ha Hammune PHK BI'C mocne 3aBepmenust neuenuss (HBO) Obuto Bemosuuiau 13 mamueHTOB.
JIBaquaTe MIECTh MALMEHTOB, KOTOPBIE HE SABWINCH s BbIONHEHMS [I1[P Ha MOMEHT OkOHUYaHMs
IpreMa MpenaparoB, MPOJOJKAIM HAOMIOAAThCA U UMENH oTpuuaTenbHbli pesyibTtar [P Ha 12
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(YBO 12), w/ unmu 24 (YBO 24) w/unu 48 uegene (YBO48) mocne 3aBepiieHus jeueHus. Tpu
nanueHTa, Kkotopsle He BbiosHWIM I[P nccnenoBanus B TeueHue 48 Henenpb MOCiie OKOHYAHUS
JIeYeHUs, BHIMOMHWIN ero uepe3 2 roma (n=2) u 8 ner (n=1). Beuay otpunarensuoro III[P
HCCIIeI0BaHMUs JaHHbIE NMalueHThl BKIoYeHs! B aHanu3 HBO. ¥V 1 nauuenrta Habmronancs penuaus
3a00J€BaHUsA: HA MOMEHT 3aBepiieHus jedeHus Oou1 pocturHyT HBO, HOo k 12-if Henene mocie
3aBepienus jeuenns PHK BI'C B kpoBu ctana onpezaensiemoii. 13 BTopoii rpynmsl (MamueHTs 0e3
myTtauuii B reie HFE) IILP uccnenosanme nHa nHanmuuue PHK BI'C nenmocpenctBeHHo mocie
3aBepuienus gedeHus: (HBO) semonnmnmm 20 u3 54 nanuentoB. TpuanaTe Ba MalueHTa, KOTOPhIE
He siBrKCh 175 caaun [11[P Ha MOMEHT OKOHYaHUs prUeMa penapaToB, MPOJ0 KAl Ha0II0AaThCA
u BemonHuiu [P wa 12 (YBOI12) w/unu 24 (YBO 24) w/umm 48 (YBO 48) nenene mocie
3aBepleHus JedeHus. [[Ba manuenta, kotopsie He BbimoiHWIM [P nccienoBanue B TeueHue 48
HEJIedb IOCJIe OKOHYAHUsS JIEYEHUs, BBIOJHUIN €ro 4depe3 2 roxaa. /[Ba mamueHTa, KOTOpbIE HE
BeimostHIIA [1I[P Ha MoMeHT okoHuaHus jedeHus, Ha 12-ii (n=1) u 24 nHemene (n=1) umenu
nonoxutenbHbid pe3ynbTaT PHK BI'C B kpoBu. IlanieHThl, UMEIOIINE OTPULIATEIbHBIA PE3YIbTAT
[P nocne okoHYaHUs Tepanuu, BKIro4eHbl B ananu3 HBO.

ITpu nposenenun ouenku >¢pdextuBHoctu JIII IIITJ] y maumentoB ¢ xponudeckoit BI'C-
uH(peKrei B 3aBUCUMOCTH OT Hanuuus MyTanuii B reHe HFE Obuin monydeHsl crienyromue
pe3ynbTathl. [lons nauuenTos, gqocturmmx HBO, B rpynme ¢ mytamusmu coctasuia 98% (n = 42).
Hons nanmenToB, nocturimx HBO, B rpynmne 6e3 MmyTanumii coctaBuna 96% (n = 52). CtaTucTuuecku
3HAYMMBIX Pa3MUUUil MEeXAy TpynnamMu He ooHapyxkeHo (p>0,05).

3axmroueHue. B uccnenyemoii rpymnmne uyactora mytrauuid C282Y m H63D B reme HFE
cocraBuia 33%. [IporuBoBupycHas s¢dexrunocts JIIT I/ npu xponnueckoit BI'C-undexuun
Ha MOMEHT OKOHYaHUs JIeUueHUs y nanueHToB ¢ Mmytauusmu B rene HFE (rereposurornoit C282Y,
romo- u TrereposurotHoir H63D, kommaymuoit C282Y/H63D) craructudeckd 3HAYMMO HE
orimyaercs ot d¢pexrusHocTH JIIT T[] y marmenToB 6e3 myTanmii (98% 1 96% coOTBETCTBEHHO,
p>0,05).
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Opranunsanus seisiBiaeHusi BUY-undexnnn B Boponexckoi odacTu
Hosukosa B.A.

Boponexckuii rocyiapcTBEHHbIM MeAMIIMHCKNN yHUBepcuTeT nMeHu H. H. Bypaenko
Hayynwiii pyxosooumenv — acc. Cumnux T.H.

Yemanoenenue ouaenoza BHY-ungexyuu  803MOXMCHO  MOAbKO NO  pe3ynvmamam
nabopamopnozo obcaedosanus. ILlenvio uccredosanus A6UNACL OYEHKA 0X6ama HAceleHUs
Boponesiccrkoii obnacmu meduyunckum ocsudemenvcmeosanuem Ha BHY u s¢ppexmusnocmu
svisenenus BU9-ungexyuu. Mamepuanamu nocuysxcuna opuyuanvuas omuemuocms no gpopme Ned
Poccmama «Ceedenus o pesynomamax uccredosanus kpoeu na anmumena Kk BU9y 3a nepuoo 2014-
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