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TPYIHBIN TUATHO3

B yCNnoBMAX COBpPEMEHHbIX AUArHOCTUYECKNX BO3MOXHOCTENM M NOBbIWEHUA YPOBHA 3HAaHUIN Bpayeit Bce
yaue BbIABNAIT 60NE3HM, KOTOPblE paHee CYUTANUCh KpalHe peaKMMU. Hapaay ¢ AoCTUKeHUAMK
(hapMaKoNoruyecKoi NpoMbILWIEHHOCTH, CBOEBPEMEHHAA AMArHOCTUKA U Ha3HaYeHMe afeKBATHOM Tepanum
NO3BOJIAIT BO MHOTMX C/YYasAX COXPAHUTb XKNU3Hb pe6GeHKY 1 3aMeaNnuTb NporpeccupoBaHue 6onesHu.
CTaTbs NOCBALLEHA PEeAKOIA, FeHeTUYECKU 06YCIOBNEHHON NAaTONOrMM U3 rpynnbl NN30COMHbIX GonesHeil,
Hacneayemoi ayToCOMHO-peLeccuBHo, — 6onesHn HumanHa — NMuka, Tun C. Moppo6Ho npeacTasneHsbl
BapMaHTbl KIMHUYECKOro TEYEHMA U METOAbI AUArHOCTUKMN.

Knouessie cnosa: au3ocomuoie 601e3Hu, 601e3Hb HuManHa —
TTuka, mun C, OuazHOCMUKA, KIUHUYECKOe 1MeHeHle, IeueHue,
oemi

ONE3HM HAKOIUICHMA — IPYIIA DPEAKUX TI€HETHYECKH

JETEPMUHUPOBAHHBIX 0OJIE3HEH, OOYCIOBICHHBIX HAPY-

IIEHUEM CUHTE3A JIM30COMHBIX (PEPMEHTOB, KOHTPOIUPY-
IOKUX BHYTPUKIETOUHOE PACIIEIVIEHUE MAKPOMOJIEKYI (ITIMKO-
3AMUHOIVIMKAHOB, [MIMKOJUIIAOB, INIMKOIPOTEUHOB) U BHYTPHU-
JIM30COMHBIM UX HAKOIUIEHUEM, YTO IIPUBOJUT K IIPOIPECCUPYIO-
1IEMy HAPYIIEHUIO (DYHKIMU IOBPEA/ICHHBIX OPraHoB. Hanbonee
YaCTO B MATOJOTMYECKUI TIPOLIECC BOBNEKAIOTCA NEUEHD, CEllE-
3€HKA, LICHTPAJIbHAA HEPBHAA CUCTEMA, KOCTHAA cucTeMa [1-4]. B
pE3yIBTaTE MYTALMM I€HA CHIKACTCA AKTMBHOCTb TOIO WM
uHoro epmenta (1o 10-20% HOPMBI), YTO XAPAKTEPHO VI
MYKOIOJIMCAXAPUJI030B U ITMKOIE€HO30B. B pEKUX CIydanx
HAPYLIAETCA T. H. COPTUPOBKA MOJEKY/ BHYTPH KIETOK. [Tociennee
CBO¥ICTBEHHO O0ne3Hn Humanna — [uka, Tun C (HII-C), koTopas
IPEACTABIAET COOOH C(PUHTOMUENMHOBLIY JIUIIA/I03, PA3BUBAIO-
IIUICA B PESYJILTATE HACIEACTBEHHON HEIOCTATOYHOCTU OENKOB,
YYACTBYIOIIUX BO BHYTPUKJIETOYHOM TPAHCIOPTE JIUIHJOB, U
BTOPHYHOI'O CHIDKCHYA AKTUBHOCTH C(PUHTOMUENMHASEI (10 20%
HOPMBI). 3a60/1EBAHKE HACIEAYETCA TIO ayTOCOMHO-PELIECCUBHO-
My tuny. [enst NPC1 v NPC2 nOKanu3yloTcd B IoKycax 18q11-q12
u 14q24.3. Bonesnb obycnosnena myranuert rena NPCI (95%)
wm NPC2 (4%), B 1% CIy4a€B MOJIEKYIAPHO-TEHETHICCKUIT
JeexT naeHTUOUIIPOBaTh He yaaercd [1-9].

KIACCUDUKALUA

B 3aBUCHMOCTH OT MOJEKYIIPHO-TEHETUYECKOTO Jie(heKTa
BBIIE/SIOT JIBA TWMA 3a00ieBaHuss: 60sne3ub Humanna — ITuka,
tun C, 1-ro Thna u 6one3ub Humanna — [Muxa, tan C, 2-ro TUIa.
[1epBOHAYAILHO BBIAE/IUIH B OTAEIBHYIO (pOpMy 607e3Hb Human-
Ha — [Tuka, tin D, Bersgemyto B u3osarax Hoson Hommangun,
HO B JIUIBHEHIIIEM ObUIO TTOKA3aHO, YTO MPHYHHOK 3TOU (POPMbI
OOJIE3HU TAKKE ABIAIOTCA MyTanuu reHa NPCI [2, 5, 10].
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HIT-C oTHOCHTCS K 9MCITy PEKUX HACTIEICTBEHHBIX O0IE3HEH
00OMEHA BEMECTB. 3200IEBAHUE PACTIPOCTPAHEHO TTIOBCEMECTHO.
Yacrora 3a60mesanng — 1 : 120 000-1 : 150 000 XMBBIX HOBO-
POX/IEHHBIX. Bricokad yactora 60ne3nu HIT-C 1-ro thna otmeve-
Ha CPEI HEKOTOPBIX T'€HETHMYECKUX H30JATOB: (DPAHITY3CKOM
koo Axaaua (Hosag Ulomnanaums), rpynn OefyMHOB B
Uspawre, ncrmanckux nocenenuil 8 Konopago u Hpio-Mekcuko
(CHIA), uto cBa3aHO ¢ 3ppexrom ocHoparen (11, 12].

KNUHUYECKWUE ®OPMbl BOJIE3HU HUMAHHA - MMUKA, TUN C

bone3np MOXET MaHU(ECTHPOBATH B JIOOOM MHEPUOLE
KU3HU — OT BHYTPUYTPOOHOIO JI0 MOKUIOTO BO3PACT4, HO YalIe
npusHakd HIT-C mogBnfgioTcA B paHHEM JAETCKOM BO3PACTE U
OBICTPO TPOTPECCUPYIOT, NMPUBOAA K HAPYMIEHHUIO (DYHKIUI
HOBPEKCHHBIX OPraHOB. TeueHnue OONE3HU U NPOJOILKUTENb-
HOCTb JKU3HU [TALUEHTA BO MHOI'OM 3ABUCAT OT BO3PACTA, B KOTO-
pom npousomen Ae6loT. Beyienssior cneayomuye (opmsr HIT-C:
HEOHATAIBHYIO, MIAACHYECKYIO, O3AHION MIAJCHYECKYIO, IOHO-
IIECKYIO U B3pOCYIO [2, 11-13].

Heonamanvnas gpopma (0e610m 00 3 mec.) XapaKkTepusy-
€TCs Pa3BUTUEM BHYTPUYTPOOHO! BOJAHKY IIOAA. [locie pox-
JIEHUA TPEOOMA/IAET MBIIIEYHAA TUIIOTOHUA U 3a/IEPKKA TICHXO-
MOTOPHOTO PA3BUTHS, KOTOPHIE MPOTPECCUPYIOT U MPUBOJAT K
HAPYLWEHUAM UHTEVIEKTA. [IpUOIM3UTENIBHO B OJIOBUHE CIy4a-
€B OTMEYAIOTCA BHYTPUIICUEHOYHBIN XOIECTA3, JKETYXA U Iela-
TOCIUIEHOMETA/INA, KOTOPBIE C BO3PACTOM MOIYT IONHOCTBIO
UCYE3HYTD. PEIKO HAOMOAAETC MOIHUEHOCHOE TEYCHUE C Pa3-
BUTHEM TSLKEION (POPMBL XOJIECTATUIECKON JKENTYXHU 1 HEOIATO-
IPUATHBIM UCXO/IOM HA IIEPBOM IIOJIYTOAMH JKU3HU OT IIEYEHOY-
HOH HEJIOCTATOYHOCTH. B HEOOJIBIIOM YHCTIE CTY9A€EB PA3BUBACT-
€A IBIXATENbHAS HEJIOCTATOUHOCTS [9, 10, 13].

ITpu mnadenueckoii hopme (3 mec. — 2 200a) OCHOBHBIC
KHrdeckue cumnToMbl HIT-C (TenaTtoCcruieHOMET Ins, 3aepiK-
K4 TICHXOMOTOPHOTO PA3BUTHA, MBIIEYHAS TUIIOTOHNS) TTOSBIIA-




ks

I0TCA HA TIEPBOM TOJly JKU3HU. BOJIBIMMHCTBO IALUEHTOB HUKOITA
HE IPUOOPETAIOT HABBIKY CAMOCTOATENBHOMN XObOBL UHTEIIeK-
TyaJIbHOE Pa3BUTHE OOBIMHO HE CTpajaet. [To Mepe nmporpeccu-
pOBaHUsA GONE3HH NMPOUCXOAUT BOBJIEUEHHE B MATOJIOTMUECKHUI
IPOLIECC MUPAMUIHON CUCTEMBL, IIOCTENIEHHO PA3BUBACTCA CHU-
KEHUE KOTHUTUBHBIX (DyHKIMIA [11].

HIT-C B 60-70% cyyaes 06bI9HO MAHUDECTHPYET B O3JHEM
MJI4/ICHYECKOM U PAHHEM JIETCKOM BO3PACTE (HO3OHAAL MAAOCH-
ueckan gopma — 2-6 nem). [1epBbIMH KIMHUYICCKIMU CHMII-
TOMaMH 3TOH (POPMBI SABJAIOTCS MO3IKEUKOBBIE PACCTPOKCTBA
(WIATKOCTD IIPU XOABOE, AU3APTPHUSL, JUCMETPUA), KOTOPbIE OObIY-
HO IIPOAB/IAOTCA B BO3PACTE 3-5 J1eT. B 90% ciryyaes Habmogaer-
€A TENATOCIVICHOMETA/INA PA3NUYHON CTEIEHU BBIPLKECHHOCTH.
[To mepe mporpeccrpoBaHus 60AE3HU (B T. U. IPU IOHONIECKOM
(hOpME) TIPAKTUYECKH Y BCEX MALMEHTOB PA3BUBAETCA BEPTU-
KAJIbHBIA CYNPaHyKIeapHbll orampmonapes [14]. Ha navann-
HBIX JTAIAX IPOUCXOAUT 3aAMEUICHUE IBIDKECHUSA [VIA3HBIX A0JIOK
[0 BEPTUKAIY, IIOCTENEHHO IIPOIPECCUPYIOMIEE /O MOIHOIO
OTPAHUYEHNA BEPTHKAIBHOIO, 4 MHOIAA U TI'OPH30HTAIBHOIO
B30pa. Hepeako OTMEYaeTCa 3aepKKa PEYeBOro passuTuA. B
JAIbHEAMEM HOCTEICHHO YTPAYUBAIOTCA PAHEE IPHOOPETECHHBIE
JABUIATE/ILHBIC HABBIKY, POAB/IAIOTCA UHTE/UIEKTYAILHBIC HAPY-
IIEHNA, PA3BUBAETCA JUCHArud U IU3aPTPUSA, PEXKE JEMUETIHHU-
supyommas nepudepnyeckas nonmueiiponarus [14, 15]. He6naro-
NPUATHBIA UCXOJl PH MO3/IHEN MIIAIEHUECKON (pOpME OOBIMHO
HACTYIIAET B MIEPBYIO JACKAZY KU3HHU [2, 13].

[Ipu tonomeckoii ghopme 6onesrn HIT-C mepBbie CHUMITOMBI
OGBIYHO HOABIBIIOTCS B BO3PACTE OT 6 /10 15 JIET B BI/IE HAPYIICHHS
YCBOCHMA IIKOJIBHOIO MATEPHUANA, ITHCbMA, CHIKCHUA BHUMAHIA,
HAMATH, TUIIEPAKTUBHOIO NIOBE/ICHI, YTO IPUBOJUT K YCTAHOBIIE-
HHUIO HENPABUIBHOIO JIMATHO34. B HEKOTOPBIX CIIy4adx OONE3Hb
MAHU(ECTUPYET € NCUXMATPUYCCKUX HAPYIICHUM, TAKMX KaK
HAPYIIEHKUE NOBEACHIA, MMU30(PPEHONOA0OHBI CUHAPOM, AEIPEC-
cus 2, 11]. B 20% crygaeB HAOMOAAETCA TENACTUYECKAS KATAIUIEK-
CUA: KPaTKOBPEMEHHAA HPUCTYIIOOOPA3HAA YIPATd MBIIIEYHOIO
TOHYCA, IPUBOJAIIAA K ITAIEHHIO GOJIBHOIO O€3 OTEPU CO3HAHMS,
YaIIIE BO3HUKAIONAA Ha (DOHE CWIBHBIX IMOLIMOHAIBHBIX PEAKIINI
(HarpumMep, BO Bpemst cMexa) [16, 17]. Co BpemeHeM mporpeccrpy-
0T MO3KEUKOBBIE PACCTPONCTBA, HOABMIAIOTCA JUCQArKs, AU3ap-
TPUA U yXYAWACTCA MHTE/UIEKTYANIBHOE PA3BUTHE. JaCThIMU CHMII-
tomamu HII-C ABIAIOTCA SKCTPAIMPAMUIHBIE PACCTPOHCTBA B
BUJIE PA3IMYHBIX JUCTOHMYECKUX TMIIEPKUHE30B. B MONIOBUHE
Cy94€B PA3BUBAIOTCA (POKATBHBIE Y/WIH TEHEPATU30BAHHBIE 1IN~
JIEITUYCCKAUE IPUCTYIIBL, TPYAHO NOANAIOMMECH AICKBATHON AHTH-
AMWIeNTHYeCKON Teparvu. Ha mozauux cragusax HII-C Hapacraor
MUPAMUJHBIE HAPYIIEHNA B BUJIE TIOBBIICHUA MBIIIEYHOIO TOHYCA,
OKUBJIEHHA CYXOAKIIDHBIX PE(NEKCOB, TOABIEHNA MATONOrHYE-
CKUX pedIIEKCOB, OyIbOAPHO-TICEB0OYILOAPHOTO CUHPOMA; Pa3-
BUBACTCA CMCHLIMA, ACLCPEOPALIMOHHAA WM JCKOPTUKALMOHHASA
PUTHIHOCTD. [ENATOCIVICHOMETAMA OOBIMHO HE HAOMIOACTCH.
HeGmaronpyaTHbIN UCXOJ, Yallle Pa3BUBAETCA B KOHIIE BTOPOIO —
HAYIE TPETBETO JAECATUNETHS JKU3HHU, OOBIYHO OT HHTEPKYPPEHT-
HbIX HHexumi [16-18].

B3pocnaa gopma. Cummromsl 6one3nn HIT-C nossisores
HA BTOPOM-TPETBEM JIECATHIETUH KU3HHU, HO MOT'YT BO3HUKHYTh
1 B Bogpacre crapme 50 seT [18]. XapakTepHO MEIEHHO Npo-
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rpeccupymomee  TedeHue O0ne3HU. [IOCTENEHHO PA3BUBAIOTCA
MO3KEUKOBBIE PACCTPOMCTBA (ATAKCHSA, AU3APTPHA, AUCMETPHA),
MBIIIECYHAS JUCTOHUA, PA3NMYHOM CTENEHH BBIPAKEHHOCTH
MHTEJUIEKTYAIbHBIC PACCTPOUCTBA. Hepeako y B3pOC/IbIX 601E3Hb
HIT-C manuectupyer ¢ passuTvA OUIIOJAPHBIX PACCTPOHCTB
[16-18]. [Ipu 31011 hopME SMUNENTHIECCKUE TTPUCTYTIB PA3BIBA-
I0TCA PEJIKO, HE XAPAKTEPHO YBEAMYCHUE CEIC3CHKM M BEPTHU-
KAJIbHBI HAZBAAEPHBIN O(TaNIbMOIIAPES.

AUATHOCTUKA

B Hacrosmee BpeMsA OCHOBHBIMU METOJJAMH JIHATHOCTHKH
HII-C cuuTaroT 6UOXUMUYECKUE TECTBI, TIO3BOJISIONIUE BHIABUTD
HAPYIIEHNE BHYTPUKICTOYHOTO TPAHCIIOPTA U TOMEOCTA3a XOJIe-
crepuna. Hammaune myranumit NPCI - wimu NPC2- TEHOB B COYETa-
HUM C XAPAKTEPHBIMU KIMHWYECKUMU TPOABICHUAMH IOJ-
TBEPIK/IACT IUArHO3. [l M3ydeHNs HOBBIX MYTaIUil HEOOXO/U-
MbI JIOTIONIHUTEIbHBIE HCCTIeAoBanus [1, 2, 5, 6, 9]

Ana ouaznocmuru 001€3HU OUOXUMUUECKUMU MemOo0a-
My TPEOYETC HAIMYME KUBBIX KIETOK (OOBIYHO KYJIBTYPBI
(puOPOOIACTOB KOKH).

B bosie3HuU HAaKoNneHUs — 2pynna pedKux
2eHemuyecKu demepMUHUPOBAHHbBIX 6one3Hell,
00yCN08/1eHHbIX HAPYWeHUeM CUHMe3a
JIU30COMHbIX (hepMeHmMos, KOHMPOAUPYIOULUX
BHYMPUKNeMoYHoe pacuienseHue
MAKPOMOJIeKYN (271UKO3AMUHO2NIUKAHOB,
2/IUKONIUNUG08, 2/IUKONPOMEUHO8)

U BHYMPUNU3OCOMHbIM UX HAKON/IGHUEM,
Ymo npusodum K npozpeccupyroujemy
HapywleHuto (YHKYUU NOBPeXOeHHbIX 0P2aHO8

CaMbIM UyBCTBUTE/IBHBIM M CHELM(HUHBIM METOJOM CUMTA-
I0T TECT ¢ OKPAMMBAHUEM (HIAIUHOM. PUOPOOIACTBI KY/IBTH-
BUDYIOT B Cpeie C OOIBIIMM COAEPAKAHUEM JIANOIPOTEUOB
HU3KOM IVIOTHOCTH, HOCJIE YETO KIETKU (PUKCUPYIOT ¥ OKPALIU-
BAIOT (PUIUIIMHOM. B 85% ciyuaeB («wiaccuyeckuii 6uoxumude-
CKHI (DEHOTHUI) NPU (PIOOPECLEHTHON MUKPOCKOIINHU B UCCIIE-
AYEMBIX KIETKAX OOHAPYKUBAIOT MHOTOYUCIEHHBIE (DIIOOPECLIU-
pylomue  (3aIONTHEHHBIE  XOJIECTEPUHOM) IIEPUHYKICAPHBIE
My3bIPbKH. MeHEe BHIPAKEHHOE HAKOIUIEHUE XOIECTEPHHA OTME-
gaeres B 15% CIydaes («BAPUMAHTHBIN OMOXUMHUYECKMI (DEHO-
TUID). MHTEPIPETUPOBATD PE3Y/IBTATI MUKPOCKOIUU B TAKUX
CIY4a5IX 4aCTO TPYAHO, 4 PE3Y/IBTATE MOIYT OBITh KaK JIOAKHOIO-
JIOKUTENbHBIMH, TAK U JIOKHOOTPULIATENBHBIMU (19, 20].

Bropoii 1o HH(pOPMATUBHOCTU TECT — U3MEPEHUE CKOPOCTH
00pa3oBaHus 3(Upa XOJECTEPUHA, MH/YIIUPOBAHHOTO JIUIO-
IPOTEMHAMY HU3KOM IJIOTHOCTH, B Ky/IBTYpE (prbpotmactos [19,
20]. B KIETOUHBIX JIMHUAX MAIUEHTOB C «KIACCUYECKUM OUOXU-
MUYECKUM (PEHOTHIIOM» CKOPOCTDb ITCPUPUKALIN XONECTEPHHA
O/IM3KA WM PABHA HYIIO; IIPU «BAPUAHTHOM OMOXUMUYECKOM
(beHOTHIE» HAOMOMACTCA JIETKOE HAPYLICHUE 3TEPUPUKALUN
xonecrepuHa. COOTBETCTBEHHO, PE3Y/IBTAThI TECTA MOIYT OKd-
34TbCs HCOTHO3HAUHBIMU. B TAKUX CTy4asx VI HOATBEPAKICHUA




"

JMATHO32 HEOOXO/INM AHAIN3 TEHETUYECKUX MYTAIUHL. YIUTBIBAS
CJIOKHOCTb, BBICOKYIO CTOMMOCTD U TPYAOEMKOCTb OMOXUMUYE-
CKOTO UCCENOBAHNSA, TIPY MONOKATENLHOH 1TPOOE € (PUITUITUHOM
Y4CTO CPa3y NPOBOJAT aHAMM3 MyTauuit [19, 20].

BHOXMMHWYECKME TECTBl HEJOCTATOYHO HH(OPMATHUBHHI B
CJIy4ae IeTepO3UroTHRIX HocuTenei 6onesnu HII-C: pesyssraTst
NpoOb! € (PUIUIIMHOM IIPU TOM MOIYT OBITh HOPMAJIbHBIMU;
HAOMIONAIOTCA JIETKWE HAPYIIEHNA, CXOHBIE C TAKOBBHIMU B
«BAPMUAHTHBIX> KNETOUHBIX JTUHUAX 20, 21].

HccnenoBanue Ma3koB KOCTHOTO MO3I'd, OKPAIIEHHDIX (DUIIH-
IIMHOM (4 TAKKe 1O [MM3€), TO3BONAET BBIABUTH NIEHUCTHIE KIIET-
KH, 3aM0JTHEHHBIE XOJIECTEPUHOM, CUUTACTCA IKCIIPECC-METOAOM
ckpranHra HIT-C, 0iHaKO HE [J2€T BO3MOXKHOCTH YCTAHOBUTb
OKOHYATENbHBIA AarHo3 20, 21].

[l mpenartansHOi AuarHocTuky HIT-C crnenyer ucnomb3o-
BATb MOJIEKYJIAPHO-TEHETUYECKHI METOZ, [5).

Tucmonozuueckue memoost nPeonoazaom 1ccieioBa-
HUE OMONTATOB TKAHEN C IOMOIIBIO CBETOBOH U JEKTPOHHOI
MUKPOCKOIMY., OOHAPYAUBAIOT XapaKTEpHBIE (HO HecHeludu-
YECKUE) MEHUCTBIE KIETKU U/WIN TOIYObIE TUCTUOLUTHI B KOCT-
HOM MO3I€, CEJIE3CHKE, ICYCHHY, JICTKUX U TIM(DATUYECKUX Y3/IaX
(TIpy CBETOBOM MMKPOCKOIHNH), B HEKOTOPBIX CTY4aAX BBIABIIAL
CKPBITOC TIOPAKEHIE KOKH, CKECTHBIX MBIITIT 1 1713 [16, 22, 23].
OrCyTCTBIE M3MEHEHUI IIPU CBETOBOK MUKPOCKOIIUN HE MCKITIO-
yaeT iarHo3 6one3nn HIT-C (Hanpumep, NposBISIOmEncs Xoe-
CTATUYCCKUM MOPKCHUEM TIEYCHHU Y HOBOPOK/ICHHBIX).

[TatornomonnyHo g HII-C o6HapyxeHue NOIMMOP(HBIX
[IUTOIUIA3MATHYECKUX BKITIOYCHUI TIPU 3JIEKTPOHHOM MHKPO-
CKOIIMH OUOIITATOB NEYCHHU WU KOXKH, OTHAKO UX BBIABJIAIOT HE
Beerya [5, 16, 22).

Tenemuueckoe uccredoganue sBIAETC 30J0TbIM CTAHAP-
TOM Il OKOHYATENBHON BEPUUKALIMN JUATHO3d, 4 TAKKE I
[PEHATATBHON TUATHOCTUKH |5, 16]. MONEKY/ISPHO-TEHETUYECKOE
uccnesosanue renos NPC1 u NPC2 pOBOJNTCA B CHELUAAIN3U-
POBAHHBIX JIAOOPATOPUAX. B HEKOTOPBIX CIIyYasX VI BBIABICHUSA
myranun NPCI HeOOXOJIUMO BBIIONHUTE KOMOMHUPOBAHHOE
uccnenosanne gHHK u ¢IHK [5, 6, 16, 23],

Boiagnenue nocumeneii u npeHamanvolii 0uazHo3

B ciyvae noprsepxaeHus auarnosa 6onesnu HII-C neo6xo-
JIUMO OCYIIECTBUTD TEHETMIECKOE KOHCYIFTUPOBAHKE TTAITUEHTA:
YTOUHUTD XaPAKTEP 3a00/1CBAHNSA, THII HACIENOBAHNUA, JATh PEKO-
MEH/ALMY 110 IUIAHUPOBAHUIO CEMBU (C IIPOBEACHUEM IIPEHA-
TANIBHON AUArHOCTHKY). JHK pEKOMEHIOBAHO MCCIENOBATL Y
000UX pOAIUTENELL.

[IpeHaTaIbHbIA JUATHO3 MOXKET OBITh YCTAHOBJIEH HAd OCHOBA-
HUU UCCIEN0BAHNA XOPHOHUYECKUX BOPCUHOK HA 10-12-i1 Hep
OepeMeHHOCTU. [IpEANOYTUTENBHBIM CUUTAIOT MOJIEKY/IAPHO-
TEHETUYECKHUI AHAIU3, JUIA KOTOPOTO (B OTIMYUE OT GUOXUMUYE-
CKOJ1 TIPEHATAIBHOMN IMATHOCTHKN) HE TPEOYETCS KY/BTypa Kie-
TOK [5].

Pa3HOpPOAHOCT 1 BapUAOENBbHOCTb KIMHUYECKUX HIPOSIBIIE-
Huit HIT-C B 3aBUCHMOCTH OT BO3PACTa MAHU(ECTAIUN OOYCIIOB-
JIUBAIOT THIIOAMATHOCTUKY OONE3HU. DTO OUEBUIHO HA IIPUMEPE
Hamel crpanbt: Ha Haya1o 2010 & B PO GbIIO AUArHOCTUPOBAHO
BCETO 2 MAIMEHTA C INATHO30M «O00s1e3Hb HuMaHHa — [THKa, TUTT
C> [24], HO 1 B MOCTIEAYIOMEM, HECMOTPS HA MHOTOYHCJIEHHBIE
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MyOJIMKAIIUK IO JAHHOU TEME B MEAUIIMHCKON TIEPHOJMIECKON
JIUTEPATYPE, IPOBEACHUE HAYYHO-TIIPAKTUUECCKUX CEMUHAPOB,
3APETUCTPUPOBAHO BCETO 7 CIy4aeB JaHHOU matonoruu [2, 10,
24, 25). VauTbIBAsA PACIIPOCTPAHEHHOCTD OOIE3HH, OUEBUIHO, YTO
nanueHToB ¢ 6one3Hpio HIT-C B CTpaHe AOMKHO OBITH OObIIe. A
9TO O3HAYAET, YTO OHU B OTCYTCTBUE CHELU(PUUECKON TEPAIUN
HOABEPIAIOTCA PUCKY OBICTPOrO MPOIPECCUPOBAHUAL OOJIE3HH,
WHBAIMJU3ALMN U, CAMOE XYyJLIee, 60JIee PAHHEMY HACTYILIEHUIO
HEOIArONPUATHOIO UCXOZA. B TO BpEMA KAK PaHHEE HA3HAYCHUE
CHENU(DUUECKON TEPAUU TO3BOJIAET 3AMEUIUTD JA/IbHEHIICE
passuTHe 6ONE3HU. B HaCTOAIIIEE BPEMA JTYUIIYIO JJOKA3ATENBHYIO
0a3y 10 3(PPEKTUBHOCTH U OGE30MACHOCTH UMEET JIEKAPCTBEH-
HBII npemapar Muraycrar (3asecka, Actelion Pharmaceuticals
Ltd, [Isefinapus). DT0 €AMHCTBCHHDBIN IIPENAPAT, PA3PELICHHBII
i npuMenenus npu HIT-C. MuriycraT — HeGombIas MOJIeKya
(MMHHOCAXap), KOTOpas KOHKYPEHTHO MHIMOMPYET (DEPMEHT
IVHOKO3WILIEPAMUJ] CUHTETA3Y, KATAIU3UPYIOWYIO MEPBbIA 3TAIl
CHHTE3a TTUKOCUHTOMUIMIOB [26-28], TeM CaMbIM TIOJ[ABIISCT
HAKOIUIEHNE HEMPOTOKCUYHBIX TAHITNO3U0B GM2 1 GM3, nmax-
TO3WILIEPAMUIA M IMOKO3WILEpamMua. B crpanax Espocorosa
(EC), CIIA ¥ HEKOTOPBIX APYIMX MHUIVIYCTAT NPUMEHAIOT JJIA
Jle4eHys OONMBHBIX C JIETKON WM CPESHETSKENON (POpMaMu
6one3nu [ome 1-ro Trna, KOTOPbIM HE TTOKA3aHa 3AMECTUTE/BHAS
Teparmst pepmerTamu [26—28]. MurycTaT 3aperucTpUpOBaH Jyis
nedenust 6onesnn HIT-C B 2006 . B crpanax EC, B 2008 ©. — B
CHIA. B auBape 2009 r. Komuccng EC paciumpuina MOKa3aHuA K
NPUMEHEHMIO MUIJIYCTATA: JICYEHUE NPOIPECCUPYIONUX HEBPO-
normaeckux npossenuit HIT-C y B3pocibix 1 gerent [2].

W PazHopodHoCcmb U BapuabenbHocms
Knuruyeckux npoasnenuti HI-C 8 3agucumocmu
om go3pacma maHugecmayuu obycnosausanom
2unoduazHocmuky 6onesnu. Ha Hayano 2010 2.

8 P® 6b1n0 duazHocmuposaHo 8cezo 2 nayueHma ¢
duazro3om «b6ones3nb Humanna - Muka, mun C», HO
u 8 nocnedyrouseM, HeCMOMPA HA MHO204UC/eHHbIe
ny6auKkayuu no daHHol meme 8 MeOUUUHCKOL
nepuoduyecKou 1umepamype, nposedeHue Hay4Ho-
npakmuyeckux ceMuHapos, 3ape2ucmpuposaHo
8ce20 7 cy4aes 0aHHoU namono2uu

[ToCKOMbKY BpeEMs Hauala CHenu(UUecKoil U aleKBATHON
CHMITOMATHYECKON TEPAIINY UMECT PELIAIOMECE 3HAYCHUE I
nporHo3a npu 6onezHu HII-C, BAKHO KaK MOXHO paHbIIE
BBIABUTH OOJIE3Hb — YCTAHOBUTH JUATHO3. JlaHHad mpobnema
noOy/MIa IPYITY UCCIEN0BATENEN BO INIABE C NPO(ECCOPOM
FA. Wijburg K CO30aHMI0 aIrOpUTMA AUATHOCTUKU OOJIE3HN
HIT-C [29].

YueHble OCTaBWIY TIEPE] COO0H CIIEAYIOMUE LIEMY:

1) pa3zpaborarb MPOTHOCTUYECKUI HHCTPYMEHT <«MHJEKC
nopospenus 6onesnn HIT-C» 1 BamuaupoBaTh CHENM(PUIHOCTD 1
YyBCTBUTE/IBHOCTD IIOKA3ATENECH HA OCHOBAHMU dHAIU3A UCTO-
puii 60/1€3HEN ALUEHTOB;

2) pa3paboTarh OAUIBHYIO MIKATY OLEHKM CUMITOMOB U UX
KOMOMHAIIIA /U OLEHKN BEPOATHOCTH Marno3a 6onesnn HIT-C;
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3) pa3paboTaTh MPOCTON HHCTPYMEHT, KOTOPHI MOT OBl
TIO3BOJIUTb BPAYAM PA3/INYHBIX CIIELUAIBHOCTEN, HE 3HAKOMBIM C
npodnemort 6one3nn HIT-C:

B 1OHMMATH OCHOBHBIE CUMIITOMBI U IIPOSIBJICHHU,
B npeanonoxuth y nanuenta 6oae3nb HIT-C Kak BO3MOKHBIN
JMATHO3,

B paMKax JaHHOIO MCCIE0BAHUA BCE CUMITOMBI GOJE3HHU
HIT-C 6bU1i pasaeneHsl Ha TPU OCHOBHbIE KATETOPHM: BUCLIEPATIb-
HbIE, HEBPOIOTMYECKUE U IICUXUATPHYECKUE. PEeTPOCIIEKTUBHBIN
AHAJIN3 JIAHHBIX 216 MAIMEHTOB, HATIPABIEHHBIX Ha 06C/IEIOBAHNIE
¢ nopospenreM Ha Gonezup HII-C B 7 wnenrpos Espomnsl n
ABCTpa/IMH, NO3BOMIWT OLICHNTh JUATHOCTHYECKYIO BAKHOCTD KakK-
JI0TO OTIENBHOIO CUMIITOMA U MX COBOKYIHOCTH. [10 pesyibsraram
CTATUCTUYECKOIO AHAIM34, CUMIITOMBI BHYTPU KLKAON KATETOpUN
ObUIN Pa3eeHbl Ha 5 IPYI 1O CTENEHH BEPOSTHOCTH OOJE3HH
HII-C: or nambonee BepOATHBIX (40 GAIUIOB/IYHKT), TAKUX KAK
BEPTHKA/IbHBIN CYIPAHYK/ICAPHbI APAIAY B30PA U T€IACTUYECKAs
KATAIICKCHSL, /IO MAJIOBEPOATHBIX MU JIONONTHUTENbHBIX (1 6amn/
TYHKT), TAKUX KAK TUIIOTOHUSA, CYIOPOrM X MUOKIOHYC. K pruMepy,
aTakcua BCTpevaercss mpuMepHO y 80% IIaMEHTOB C GOJIE3HBIO
Humanna — [uxa, Tun C [1], KAK CUMIITOM B JAHHOM JTOPUTME
oueHeHa B 10 62/U10B (CPEAHUI HHAEKC BEPOSTHOCTH). [To00HbII
CHMIITOM MOKET BCTPEYATHCA TIPM MHOIMX JADYIMX HACHECTBEH-
HBIX OOME3HAX, T. €. CHELU(PUIHOCTD €0 HEBBICOKA. B TO Ke Bpemsa
HEOOBACHAMAA U30MUPOBAHHAA CIVICHOMETAINA, BCTPEYAIOIAACA
npumepHo B 50% ciayaaes 6onesnn HIT-C [20], ABseTca BBICOKO-
CHELM(PUYHBIM CUMIITOMOM 3TOH narosoruu (20 6aUioB).

B pasjiene «BUCIEPATbHBIE CUMITTOMbI> YUUTBIBAIOTCA TAKKE
JlAHHBIE aHAMHE32. HecMOTps Ha BO3MOKHOCTB HOMHOTO Pa3pe-
IIEHUA B TEYEHHUE IIEPBOTO TOAA JKU3HU 3ATSLKHOH JKENTYXH,
TeNaToCIICHOMEr My (B C/Iy4ae UX HaJIU4UA Y NALUEHTOB B
IEPHOJIE HOBOPOK/IECHHOCTH), 3T CUMIITOMBI ABJIAIOTCS BAKHBI-
MU JUIS TIOCTAHOBKH JIHATHO3.

B xofe pa3paboTKH JMATHOCTMYECKOTO AITOPUTMA ObLIA
IPOBE/IEHA OLIECHKA B3AUMOCBA3M CUMIITOMOB. Hanmnuue y manu-
€HT2 OHOBDPEMEHHO CHUMITOMOB U3 KATEIOPHIl «HEBPOIOTHYeE-
CKUE» U «BUCLIEPATBHBIC» MOBBIMAET MPOTHOCTHYECKUN O
HIT-C na 40, KaK 1 COYETAHNE BUCLEPAIBHBIX U IICUXUATPUYE-
CKUX CUMITOMOB. COYETAHUE HEBPOJIOTMYECKUX U IICUXUATPHU-
YECKMX CHUMITOMOB oOleHeHO B 20 0aaioB. JJONOIHUTEILHO
OLICHUBAETCA CEMENHBINA pUCK: 40 OAJI0B — NPU HAIMYUU POJ-
HBIX OPAThEB/CECTEP WM POAUTENEi C 607e3HbI0 HUMAHHA —
[Muxa, Tin C, 20 61108 — JABOIOPOJHBIX OPATHEB/CECTED C JaH-
HOM TIATOJIOTUEN.

CyMMapHas OIeHKA WX HPOTHOCTHYECKUE 6aJuT MO3BOJS-
€T Bpauy pa3paboTaTh TAKTUKY AaJIbHEHIIETO BEACHUA NalH-
CHTQ:

B <40 6amnoB — auarHo3 6one3nu HII-C ManoBeposTes;

B 40-69 62/110B — HEOOXOAUMO JANbHEMIIee HAOMOACHHE,
KOHCY/IBTals B CIELUATU3UPOBAHHOM LIEHTPE /UL IPOBEAECHHU
AU(ePEHINATBHON JUATHOCTUKIY;

B >70 62/U10B — BBICOKAS BEPOATHOCTb 60nesuu HIIT-C, neob-
XO/IIMO CPOYHO HAIPABUTH MAIMEHTA B CHEIMATU3UPOBAHHbIN
IEHT] JUI TUATHOCTUKIL. %
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