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MepBuyHbIN GUNNAPHDIN
LMpPpPO3 nNeyeHun

IepBuanbiii Guanapubii nuppo3 nevenn (I1BL]) — 310 XpoHuyeckoe Bocna
JieBaHME BHYTPUIIEYCHOYHBIX JKETYHBIX IPOTOKOB Ay TOMMMYHHOTO I'€He3a, TIPH KOTOp
XOIUT MX MOCTENEHHOE pa3pyLIeHHE, Pa3BUBACTCS BBIPAXKCHHBIN BHYTPUMEUCHOUHBIH |
1 (POPMHPYIOTCS LUPPO3 TIEYEHH U TEYSHOYHAS HEAOCTATOYHOCTD (puc. 6.1).

B 1851 r. Addison 1 Gull BnepBbie onucai KTMHUYECKYIO KAPTHHY 3abosieBaHus, N
IIETO C BBIPAXKEHHOH NPOrpeCcCUpyIONIeii KeaTyX0M U OTCYTCTBHEM MEXaHHYECKHUX TP
BO BHCIICUCHOYHBIX JKEIUEBBIBOASIIUX My TsX. B 1950 r. Ahrens ¢ coaBr. npemoxumi
9T0 3a00JIEBAHUE NEPEULHBIM OUNUAPHBIM YUPPO30M Nevenu. XOTS ATO Ha3BaAHUE SBJISET
NPHU3HAHHBIM H IIMPOKO MCIIOJIL3YETCS 0 HACTOSILIErO BPEMEHH, CAMO TI0 cebe OHG
BECbMa CIOPHBIM, MOCKOJIbKY LIMPPO3 HEYEHH Pa3BUBAETCS TONBKO HA MO3MHUX
3abonesanus (Ilepnok L., ymu [Tx., 2002).

6.1. PacnpocTpaHeHHOCTb

3a6onepaemocts [1BL] cyiecTBeHHO KONeGIeTCs B 3aBHCHMOCTH OT PETHOHA, T/Ie MPOBOIHM
Aemuosoruyeckue ueenenosanust. Tak, no ganubiv Nikolaos T. Pyrsopoulos (2009), B CLL
crpanennocts [1BL1 cocrasiser 65,4 ciydast st skeHIyH 1 12,1 ciyuas s My®dus (3
40,2 ciy4ast) Ha 100000 HaceneHust. [To JaHHBIM MeKTYHAPOIHOM CTATHCTHKH YaCTOTA BE
ITBLI konebnercs ot 1,9 cnyyas na 100000 nacenenus B ABcrpanmu o 12,9-24 CITy4aeB E
HaceseHust B BenvkoOpuranuy. He HCKIIOYEHO, 4TO 9TH pasiuuusi CBS3aHbI ¢ HEOTHHAKOR
MOXHOCTSIMH JIaOOPAaTOPHO#H M HHCTPYMEHTAILHOI arHocTuku [TBL], B yacTHOCTH ¢ HEOR
CTBIO MOATBEPXK/ACHHS HarHO3a COBPEMEHHBIM HMMYHOJIOTMYECKHM HCCIIEOBAHUEM.
Io HeBbisicHeHHBIM ipHuMHAM cpen GombrbIX TTBL kenmunbl coctasnsior S0-90
BBIE CHMNTOMbI 3a00/1€BaHHs OOBIMHO TIOABIISIOTCS B BO3pAcTe cTapiie 35 JeT U HHKOR
THCTPUPYIOTCS y IETeH U MOAPOCTKOB.

6.2. dTMONOrnA N NaToreHes

6.2.1. AyTOMMMYHHbIE HapyLUeHNsA

B nacrosiee Bpemst 1101y4eHO MHOTO JOKA3aTeIbCTB Toro, 4ro passurue I1BI] cBs
POKEHHBIMH UMMYHHbIMU HAPYULEHUAMU, TIPUBOSIMMHA K PaspylIEHHIO MEJIKHX BE
HOYHBIX JKETYHBIX NPOTOKOB, HEKPO3Y TENaTOLNTOB, PA3BUTHIO EPHIIOPTAIBHOTO B
(ubposa u popmuposanuio ukpposa neuenu. M3sectHo, Harpumep, 4To y 95% Gonbis
OOHAPY)KMBAIOT BEICOKHE THTPBI AHTHMHUTOXOHIPHATBHEIX anTHTeN (AMA). TToBBIICHS
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MoproueHTpanbHble

CTynquaTbve MOCTOBUAHbIE HEKPO3bl W CeNTbI

HEKpOo3bl

.'\
panbHble 1 :

cenTbl

MopranbHoe BocrnaneHne

MepunopranbHoe
BOCnaneHue

Cxema MopakeHNs BHYTPUNEUEHOUHbIX KeNUHbIX MPOTOKOB 1 renaToLmMToB Npyu NepBuiHOM
4 LMppO3e neyeHun. XapakTepHo MoCTeneHHOoe paspylieHne MekiX BHy TPUMNeyeHOUHbIX
OTOKOB, HEKPO3bl FrenaToLuToB (CTyneHuaTble 1 MOCTOBUAHbIE), pasBUTHE NepunopTab-
HUA 1 GUOPO3a, UTO, B KOHEUHOM CYeTe, BeleT K GOpMMPOBaHIIo LMppo3a neyeHu.

HMPKYTHPYIONIMX aHTUTEN: aHTHHYKIeapHbiX (AHA), aHTHTHPEOH/IHBIX, aHTH-

HBIX, AHTUTHCTOHOBBIX M JIp.

OFHYECKOM HeCieoBaHuH y GonbHbix [TBL] BhISBIsETCS BBIpaKEHHAS MH(HIb-

pIX TIPOTOKOB HMTOTOKCHYecknMH T-mumdormramu 1 CB4-mumpounTamy, 4To

a MX POJIb B [IOBPEIKICHNN SITUTE/IUS BHYTPUIIEUYCHOTHBIX IIPOTOKOB.

we UMMYHHOM cucteMbl B matorenese [1B1] ykasbiBaeT TakxKe J0BOJIBHO 4acTo 00-

CBA3b C JPYTMMH ayTOMMMYHHBIMH 3a00JI€BAaHUSMH, TAKUMH KaK THPEOHIWT,

i aprput, runorupeos, cunapom Illerpena, cucremuas ckieponepmus (CREST-

BIMHO3, CHHAPOM PeifHo, paccTpoicTBa MOTOPHKH IHUIIEBOA, CKISPONAKTHIIM,

A31H).

ee Bpems GONBIIMHCTBO MCCIIENOBaTENeH PU3HACT BaXKHYIO POIb B Pa3sBUTHH

Wil B CHCTEME FeHOB TKaHeBO# coBmecTMocTH denoseka (Human Leukocyte An-

A), pacrionoXeHHbIX B 7 061acTax (JIokycax) 6-i XpOMOCOMBI.

, UTO Ha MOBEPXHOCTH MPAKTUYECKM BCEX KJIETOK OpPraHM3Ma, B TOM YHMCIIE ST~

I% KJIETOK BHYTPHUIIEUEHOYHBIX JKETYHBIX IPOTOKOB, JIOKATU30BAHBI MOJIEKYIIbI MHOTO-
HTHTEHOB TKaHeBoM rucrocoBMecTumoctd HLA, KOTOpbie KOAMPYIOTCS COOTBET-

bl SMUTETHAIBHBIX KIETOK JKEITIHBIX TPOTOKOB. YCTAHOBIEHO, B YACTHOCTH, YTO
memnduunbix s [1BL] aHTHMHTOXOHAPHATBHBEIX aHTHTE! M2 HanpasieHO NPOTHB
2 (E2) nupysaraernaporenassoro kommiekca (PDCE2), pacrnonoeHHOro Ha BHY-
aHe MUTOXOHJIPHH SMUTENHAIBHBIX KIETOK (CM. puc. 6.2). Ero nosiBiienne acco-
 3HAYMTE/LHBIM YBEIMYEHHEM KOJHYECTBA AHTUICHOB TKAHEBOW COBMECTHMOCTH
\-A, HLA-B 1 HLA-C) u II knacca (HLA-DR) Ha MemOpanax GuiHapHOro -
OM Ha TIOBEPXHOCTHU SIUTETHAIBHBIX KJIETOK TAK)Ke IKCIPECCHPYIOTCS MOJIEKYITbI
411 cBOMCTBAME KoMIoHeHTa E2.
pXOHIpHasTbHEIE anThTeNa M2 Kiacca IgM CBA3BIBAIOTCSA C anMKaIbHOMH MeMOpaHo
IX KJIETOK KETUHBIX POTOKOB, Ha MTOBEPXHOCTH KOTOPBIX HAXOAATCS H3MEHEHHbIE
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AHTK-M2

AHTN-M2

~~a{

MupysataeruaporeHasHbIi
KOMIfIEKC

Puc. 6.2. [leiictre cneundpuyHbix ana MBL| aHTUMUTOXOHAPWanbHbIX aHTUTen M2 Hanpasnes
TMB KoMnoHeHTa (E2) nupyBataeruaporeHasHoro komnnekca (PDCE2), pacnonoeHHOro Ha &
Heln MeMbpaHe MATOXOHAPWUIA SNUTENVANbHbIX KNETOK, NOABIEHNE KOTOPOrO acCOLMMPOBAHO
3HaUNTENbHbIM YBENINYEHUEM KONIMYECTBa aHTUreHOB TKaHeBOM coBmecTumocTy | 1 Il knacca &
HLA-B, HLA-C n HLA-DR) Ha membpaHax bunvapHoro anutenus. B pesynbrate pa3BuBaeTCs us
OTBET, KOTOPbIN NPUBOAUT K BOCMANUTENbHOW peakLnn, LUTONN3Y INUTENnanbHbIX KNEeTOK U, |
HOM CyeTe, K NporpeccupytoLiemy paspyLleHnio CUCTEMbI KeNUYHbIX MPOTOKOB.

Oenky — aHTHreHsl TkaneBoit coBmectumoctu (HLA) knacca I1. PazBuBaercs ummy
KOTOPBII MPUBOANT K BOCTIAIIMTEIbHON PEaKIMU, LIMTOIU3Y SMUTEINATbHBIX KIETOK H, B
HOM CY€Te, K POrpecCUpyIOIEMY Pa3pyIIEHUIO CUCTEMBI JKEITYHBIX MPOTOKOB. C
OCHOBHYO POJIb B ITOBPEMK/ICHUH BHYTPHIICUEHOYHBIX JKEJIYHBIX IPOTOKOB UIPAIOT AKTHE
Hble UTOTOKCHYecKHe T-1uM(OLHUTEI, B3aUMOJSHCTBIE KOTOPBIX C AIUTEINATLHBIMH K
JKETYHBIX TIPOTOKOB IIPHUBOAUT K X LIUTOIU3Y. i
B newenn Oombubix [IBI] oGnapyxwuBatorcss CD4-nonoxurensubie PDCE2-cremms
T-xenmepe! (1-ro u 2-T0 THIIOB), CEKPETUPYIOIIKE TPOBOCTIAIMTEIbHBIE IHTOKUHBI (M)
KOTOpBIE TAKIKE CIOCOOCTBYIOT MOBPEMHIECHUIO KJIETOK SIUTEIHS H CTUMYJIUPYIOT MPOLLE
3a. ITpu 9TOM KONIMUECTBO U QYHKLHOHANIBHAS AKTUBHOCTb T-CyIIpeccopoB 3HAYUTENBHO €
BrisicHeH0, 4TO MIMEHHO ITOBBILIIEHHAs aKTHBHOCTH T-XennepoB 1 HoHKKeHHast — T-cymps
XOPOILO KOPPEIHUPYIOT C BHIPAXKEHHOCTBIO BOCIIAIMTEIBLHOTO MTPOLIECCa B TIEUSHH.
TakuMm 00pazoM, UMMYHHOE TOBPEXICHHE XKeMuHbIX npoTokoB npu [1BL] Hamomu
AKI[HIO OTTOP)KEHHS TPAHCIUIAHTATA IIPH Iepecajike KOCTHOTO MO3ra WM BHYTPEHHHX &
(bone3Hb «TpaHCIIAHTAT POTHUB X03sKHa»). [1paBaa, B poiu TpaHCILIaHTaTa BBICTY
SMUTEINATIbHbBIE KIIETKH KETYHBIX IPOTOKOB € U3MEHEHHOU cTpykTypoii HLA-anTure
IMoBpexneHne MENKHX KEITYHBIX TPOTOKOB npu (hopmuposanuu [1B1] npuBoauT Kk
HUIO DKCKpeyuy Jicenyu B KEITUYHbIE KaHAJbLbl M PErypruTaluy jKeirdu oOpaTHO B
(puc. 6.3). U30bITOUHOE KOIMYECTBO TOKCHYHBIX YHOI€HHBIX JKECTYHBIX KHCIIOT, MEJH M
TOKCHYECKHX KOMIIOHEHTOB JKEJIUM B KJIETKAX MEYEHH U DIHUTEIUU JKETUHBIX [TPOTOKO]
JIT K enie OonbIIeMy UX NOBPEKICHUIO, HEKPO3Y U PA3BUTHIO MEPUIIOPTAIBLHOTO B
410 cTUMynupyer pubpobnacTudeckuii nmpouecc ¢ npeodajaHueM CHHTE3a KOJUIare
pacrazoMm. B nanbHeiiniem, eciiM BHYTPUIIEYEHOUHBIH XONECTa3 HE pa3peuaeTcsi, noes
(dopmupyeTcs LUPPO3 TMEYSHU U, B KOHEYHOM CUETe, Pa3BMBAETCS I€YEHOYHOKIETOUHA
CTAaTOYHOCTb.
K coxanenmio, coBpemeHHbIe npejcrapienus o naroreHese [1B1] ne nosponsiror o
Ha MHOTHE Ba)KHBIE BONPOCH! (hopmupoBanus Oonesznu. Ilouemy, Hanpumep, H3MEHEHH
I€HHOM CTPYKTYPbl KJIETOYHBIX MeMOpaH, B TOM YHCJI€ aHTUICHOB TKaHEBOIl COBMECT!
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lenatoyuTbl

MenuHbiin
KaHanew,

MevyeHouHan
apTepuona

MopTanbHas Tpuaga

=f

- MeXpaonbKoBbiii
- KENYHbI NPoTOK

Beteb
NnopTasibHOW BeHbl

Cen]aanblﬁ
i MENYHbLIV MPOTOK
BpeXeHe MeJIKNX XKeN4HbIX MPOTOKOB npu dopmuposaHum MLl npusoauT K HapyLle-
MV XKeNUY B XKeNYHbIe KaHanblbl U Peryprutayum xenum obpatHo B renatount (KpacHble
¥ 3TOM U30bITOUHOE KOIMYECTBO TOKCUUHbIX SHAOTEHHBIX XKENUYHBIX KUCOT U [PYrvX TOK-
JMNOHEHTOB XeNuK B KNeTKax NeyeHn 1 SMUTENINN XenUHbIX NPOTOKOB MPUBOAUT K elle
WX MOBPEXEHMNIO, HEKPO3Y 1 PasBUTUIO NEPUNOPTaNbHOrO BOCMANEHNS, UTO CTUMYIMPYeT
TMYECKNiA NpoLecc.
I
B OCHOBHOM B KJIETKaX JKEJTUHBIX MPOTOKOB M MPAKTHYECKU HE 3aTparuBaeT Apyrue
HH, HECMOTpsl Ha TO, yTo HLA-aHTHreHbl MPUCYTCTBYIOT BO BCEX KIIETKAX BHY-
H0B? [lodyeMy 3TOT Tpolecc BO MHOIO pas vaiie HabIofaeTcsi y JKEHIIUH, YeM
‘Haxkonel, 4To sB/ISETCs MMyCKOBBIM TPUITEPHBIM MEXaHH3MOM M3MEHEHHs aHTUTEH-
_:! Dbl STMUTENNS JKETUHBIX TIPOTOKOB?
BC5 OTBETHTH Ha DTOT MOCJIEAHHN BOIIPOC, MHOTHE MCCIIEA0BATENH TPEITarain CBOK
PUSLEPHBIX (HaKMOPOE, «3aIyCKAIOMINXY» NPOLECC H3MEHEHUST AaHTHIEHHON CTPYK-
i JKETUHBIX TIPOTOKOB. B KauecTBe TakUX TPUITEPHBIX (HaKTOPOB paccMarpuBa-
0CTH, OaKTepUaIbHbIC WM BHPYCHBIE areHTHI, TOKCHHBI, XMMHUYECKHE BEILECTBA
JAKTOPBI OKPYIKaIOILEH Cpe/ibl, UMEIOILHE CTPYKTypHOe cXOACTBO ¢ E2-cyObenunuiiein
HIAPOreHassl U, BO3MOXKHO, nentuaamu HLA-anuturenos II kiacca.
ok 1 Jlx.Jlyma (2002) He uckitrouarot, 4to obHapyxkusaemsie npu [1B1] antumuro-
sble anTuTeNna (AMA) n3HavyanbHO OBUTH HAmpaBIeHbI MPOTHB AHTUTEHOB SHMEPO-
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bakmepuil, TOABIAIOIIMXCS [PH JIATEHTHBIX KHIIEYHBIX U MOUEBBIX HH(ekuax. OHaKS
KM BBISIBJICHHUS TIPENIOTAaraeMbIX HH(PEKIIMOHHBIX areHTOB N0Ka HE YBEHYAIIUCH YCIIEXO0N

BiiusiHME 9K30M€HHBIX SCTPOr€HOB, BEPOSATHO, TAKIKE MOXKET CIIOCOOCTBOBATh Pa
Honesanus, 4To 0OBACHsET nipeodnananne 3abonepaemocty I1BL1 y sxenmun (Pyrsopouk
2009).

He coBceM sicHa poiib HacreAcTBeHHBIX (akTopos B pazsutuu [1BLI, X0t prck BO3E
HUst 3a00J1€BAHUSL CPE/I POJICTBEHHHKOB MEPBOH CTENEHH POJICTBA (MaTh, CECTPA, 104k
[aeT aHaJOTMYHBIN [OKa3aTeNnb B 00MEH NOmyIalnm.

[Mpeanonarator, 4o 3a60J1€BaHHE MOXKET OBITH CBA3AHO C ONPEIETIEHHON NFeHETHYECKD
PACTIONOKEHHOCTHIO K BOBHHKHOBEHHIO HApYIIEHHH HMMYHHOTO CTaTyca, B YaCTHOCTH € §
CTBEHHO OOYCIIOBIEHHOH HEIOCTATOYHON aKTHBHOCTBLIO CYNPECCOPHOrO 3BEHA MMMYH!
cTemMbl, Mex/1y TeM, yacToTra ciydyaeB ceMeinbIx 3a6onepanuii I1bL] nepenuka v He
17%.

3anomHume: B ocHoBe dopmupoBaHus MBL| nexat ayToMMmyHHble HapylueHus, B 95% ciy
COMPOBOXAAIOLMECH MOBbIWEHVEM TUTPa CNeundUUecknx aHmMUMUMOoxXoHOPUabHbIX &
men (AMA M2), nHpunbTpaLumen XenyHbix NMPOTOKOB U NepunopTanbHON TKaHu
T-numdoLnTamn 1 NOBLILIEHNEM aKTUBHOCTU NPOBOCMANUTENbHbBIX LIUTOKUHOB.

[enictere AMA, untoToKCuUeckmx T-nMMGOoLUTOB 1 LIUTOKUHOB Harpas/ieHo NPOTUB KO
Ta (E2) nupyBatgervaporeHasHoro komnnekca (PDCE2), pacnono)XeHHOro Ha BHYTPEHHEV
6paHe MUTOXOHAPUIA SNUTENWANBHBIX KNETOK XeNUHbIX MPOTOKOB, 1 aCCOLMMPOBAHO C YE
HUEeM KOMUecTBa 1 U3MeHeHNeM aHTUreHHoO CTpyKTypbl HLA-aHTUreHOB TKaHeBOWN COE
MOCTU, TaKXKe NOKA/IM30BaHHbIX Ha KNETOYHbIX MeMOpaHax 3NUTeNua XenuHbiX NPOTOKOB.
MIMMyHHOE MOBpEeXaeHMe MEeNKMX XenyHbiX NPOTOKOB MPUBOAUT K HapYLIEHUIO IKCKE
XKenuu 13 rernaToLuToB, YTO NPUBOANUT K HEKPO3Y NeYEHOUHDbIX KNETOK, pasBUTUIO NEPUNOPTE
Horo Bocnanexus, pubposy n nocrerneHHoMy GoOpMMPOBaHUIO LIPPO3a NeYeHu.

6.2.2. Knaccudpukauma mopponornyeckmx usmeHeHun

CymiectByromas B Hacrosiee Bpems kiaccuduxanus ITBLL (puc. 6.4) ocHoBaHa Ha CTa H
MOpP(OJIOrHYECKHX H3MEHEHHI, BRISBIsIEMBIX Npu Guoricuu nedenu. CoracHo 9TOM
Kaluy BeIAEISIOT 4 cTaauu hopMupoBaHus 3abonesanus: 1) cTaaus XpOHHIECKOrO HEE
JIECTPYKTHBHOIO XOJIAHIUTa; 2) CTaust IIponudepauy Xoaanrko U HepUIyKTyIsSpHO
3a; 3) cranusa Gubpo3a CTPOMBI B COYETAHUM C BOCIIATUTEIBLHON MHQUILTpaueH nape
neueHH U 4) cTaius UPpo3a NMeYeHHU. 1

Co3aanue ¥ BHEIPEHUE ITOM KiIacCH(PHUKALUK B KIMHUYECKYIO IPAKTHKY JIMIIHHH Ps
YyepKHUBaeT HeOOXOIUMOCTh 00s3aTe/IbHOH MOpdONOrHyeckoi BepH(pHKalMy JMarHosa
OT KOTOPO#, TIPEkK/IE BCEro, 3aBUCHT BHIOOD ONTHMAJIBHOM TAKTHKH BeJIeHUs OOMBHOTO. |

(byHKIMH TIeYeHH, COCTOAHUE KOMITEHCAIIMM MM JIEKOMIIEHCALMM LIUPPO3a MeYeHH, H
VI MHBIX BHEMEYEHOYHBIX MATONOTMYECKUX TPOSIBICHUH U T.11.

1-1 cragust — xponuyeckuii He2HolHbll Oecmpykmusnblil xonaneum (puc. 6.4, 6).
Gonee paunss cragus popmupyromerocsi [TBL xapakrepusyercst GoKalbHBIM BOC
W JIECTPYKIUEN MEKIOIBKOBBIX M CENTATbHBIX JKEIUYHBIX MPOTOKOB, KOTOPLIE OKP
KaMy BOCTIAIMTENbHBIX MH(HIBTpaTos. [lopranbHble TPAKThI PACIIMPEHBI U HHUILTPH;
uMpOIUTAMH, TIA3MATHYECKHMHA KIIETKaMH, MakpodaraMu u 503uHo(rIaMu. 31ech
00Hapy)UTH c(HOPMUPOBaHHBIEC TUMDOUTHBIE (POITUKYJIbL.

Knetky BOCHAIMTENBHBIX HHOWIBTPATOB HE PACHPOCTPAHSIOTCS HA NapeHXHMY
MHorma oKojio NOpakeHHBIX JKETYHBIX MPOTOKOB 0OHAPYKUBAIOTCS IPAHYJIEMBI, CO
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BO2UA U namozeHe3

MeXp0nbKoBbIN
HKENUYHbBIV NPOTOK

| cTragma

WHdunbTpaums, Bocnanexve
nopTanbHbIX TPAKTOB,
MKeNUHbIX MPOTOKOB

MepunopranbHoe
BOCnaneHue

Tenbua
Mannopwu

MepuayKTynapHbIn

$unbpo3

1 pa3BUTUA MOPPOSOrMUECKIX U3MEHEHWII B NEUYEHMN U KeNuHbIX NpoToKax rpw MBL.
SHblil TPAKT B HOPME; 6 — CTafus XPOHMUYECKOrO HErHOMHOTO [ECTPYKTUBHOIO XONaHIuTa; 8 — CTapns
LK XONAHIVON 1 NEepUAYKTYAApHOro ¢pnbposa. O6bACHEHNE B TeKCTe.



HacnepactBeHHbIN remoOXpomaTos

HacJuieicTBeHHbII reMoXpomMaTo3 (MMrMEHTHBIN IUPPO3 TTedeHn, OpoH30BbIi Auater)
IeHEeTHYECKH Pa3HOPOAHBIX (Tabm. 12.1), HO KIMHHYECKH CXOKHX HACIEICTBEHHBIX -
HHA, IPOSBIAIOIIMXCS HApyHIeHHeM oOMeHa jkeJie3a B OpraHu3Me, ero H30BITOYHBIM HE
€M B TKaHsX BHYTPEHHUX OPraHOB, UTO BBI3bIBAET UX MOBpexaeHue. Hanbomnee yacto i
Csl IeUeHb, MOLKETy04YHAas JKelle3a, Cep/Ille, KOoKa U XKelle3bl BHYTPEHHEH CeKpermnn
Bnepsele kiaccuueckas Tpuajia B BUJE IVIIOKO3YPHU, LHPPO3a MEYEHH W THIEPH
LMK KOXKH ObLia onucana (paniyy3ckum Bpadom Trousseau B 1869 1. B 1889 r. Reck!
NPEUIOKUIT COBPEMEHHBIH TEPMUH «TeMOXPOMATO3» KaK OTPAXKAIOIIHI OfHY U3 OC
Gosie3Hr — HEOOBIUHYIO0 OKpPAacKy KOKH M BHYTpeHHUX opraHoB. B 1996 r. J.N.Fedes
UICHTU(ULMPOBAJIN M'eH KJIACCHYECKOro HACIEICTBEHHOTo reMoxpomarosa (HFE), as
Toporo B no3uuun 282 (C282Y) nanbosee yacTto NPUBOIAT K Pa3BUTHIO 3a00J1eBa
HBIHELIHET0 BeKa ObUIM MAEHTH()ULMPOBAHBI €Ille HECKOJILKO INeHOB, MyTalluy B
JISIFOTCS y 9acTH OOJIBHBIX FeMOXPOMAaTO30M.
HacnencTBeHHbIH reMOXpoMaTo3 — OTHOCHTENBHO YacToe, a M0 HEKOTOPBIM JIaHHE
4acTOe reHeTH4ecKoe 3a00J1eBaHIE C ayTOCOMHO-PELIECCHBHBIM TUITOM HACJIE0BA!
pacnpocTpaHenHoe cpen Oenoro Hacenenus EBponbl u Ameprku (A6aymnaes C.M..
3abonesaemocts gocturaer 1:300. Cpenn appukanues u sxureneit CLIA adpruxancko
XOk/JIeHus 3a00J1eBaeMOCTh He npeBbiaet B cpeaneM 1:3300. YV MyKuuH reMoXpom:
nsercs B 5—10 pas yaliie, yeM y KEeHIIHH,

MonexynapHo-reHeTuueckan Knaccudukauma HacnefCTBEHHOO reMOXPOMaTo3a
(no C.M.A6pynnaesy, 2007)

Femoxpomaros benok DyHKuyma 6enka

HFE-3aBucMbIiA HFE MoBbiwaeT apdUHHOCTL TpaHCheppuHa K ero pevern-
TOPY; BEPOATHO, MOAYIMPYET IKCNIPECCUO rencuanHa

HJV-3aBucumbii lemoloBenvH | MopenupyeTt akcnpeccuto rencugmHa

HAMP-3aBucumblii | lfencupmx CHwKaeT BbICBODOX/EHME »ene3a anNuTenvem Kuey-
HUKa, Makpodaramv 1 KneTkamu niaLeHTbl
Tf R2-3aBucumblil | Peuentop BnuaeT Ha nornoweHue xenesa rernatoLmramm
TpaHcheppu-
Ha 2
DepponopTuH- GepponoptuH | ObecneunBaeT TpaHCNOPT Xene3a Yepes KNeToUHyo
3aBUCUMBIN MembpaHy B 3HTepoumTax, Makpodarax v Knetkax

nnaueHTbl
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ObnbiceHne
. Unppos

AcTeHnYecKuin neyeHu

CUHAPOM

Kapavomvonatus

CaxapHbli
nnabet

17 nepnurmeHTauua
KOXWN

Atpodus anuek,
UMMOTEHL S

2 / ApTponatumn

1. Hanbonee yactble nopaxeHus BHYTPEHHNX OPraHOB NPV reMOXPOMaTo3e.

JOBPEMEHHBIM JIaHHBIM, 0T 85 10 90% ciydyaeB HACIEACTBEHHOTO IeMOXpomarosa 00-
TOMO3HMTIOTHBIM HOcHTeNnbeTBOM MyTanun rena HFE C282Y. B ocranbhbix 10-15%
DOJIEBAHKE Pa3BUBAETCS BCJIeACTBHE Apyrux myramuii (Bellentani S. et al., 1997).

nu eporieiines n 6enoro Hacenenust CILIA pacnpocTpaHeHHOCTb FTOMO3UTOTHOIO
a C282Y rena HFE cocrasmsier 0,2-0,4%, a rereposurorHoro C282Y noaumop-
5 6onee 10%. B Poccuu yactoTa BBISIBIICHHUSI TeTePO3HUTOTHBIX HocuTesnel rena C282Y
BKO MEHbLIIE — 0KOJ0 5%.

eIbHBIN PUCK BO3HUKHOBEHMS I'€MOXPOMATOo3a 110 CPaBHEHHIO ¢ 00Iel nomyssiueii
JIWIIB Y TOMO3HUTOTHBIX MAlMEHTOB, HMEIOLINX B CBOEM I'€HOTHIIE JBa MyTHUPOBaB-

ee BpeMsi pa3iiMyaroT, 10 MeHbIIEH Mepe, MSTh BAPUAHTOB HACIEACTBEHHOIO IeMO-
. B OCHOBE BO3HMKHOBEHHsI KOTOPBIX JIEXKaT MyTallUH Pa3IHYHbIX T€HOB, OTBEYAIOLIHMX
3 BelIKOB, IPUHUMAKOIINX ydacTue B MeTabonuame xeinesa (cM. Tabn. 12.1). Knununue-

[BIICHUSI HTHX BAPHAHTOB BO MHOTOM CXOJIHBI, XOTs U TpeOytoT 11 hepeHupoBaHHOTO
| & IMArHOCTHKE ¥ JIEYCHUIO OObHBIX.
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B xnmHu4YecKo#l mpaxkTuke HauOoJIee YaCTO BCTPEHACTCS HACICOCMBEHHbIU M
muna 1 (HFE), xoTOpbli B MOAaB/IsioneM OOJNBIIMHCTBE CITy4aeB acCOLUMPOBAH &
rena C282Y, conpoBokaaromnieiicss HapyuienueM (pyHKIMU U Jerpajnaipeid Oenka B
CTBEHHOT'O 33 COXPAHEHWE MPOYHON CBSI3HM OCHOBHOIO MEPEHOCUMKA JKene3a — TPa
C €ro peLernTopoM Ha MOBEPXHOCTH KJIETOUHBIX MemOpaH. M3 obuiero uucna 6onsss
CTBEHHBIM IeMOXpoMaTo3oM 85-90% OTHOCATCS K TOMO3HIOTHBIM HOCHUTEISAM
U TOJBKO 4% — K TeTepO3HTOTHBIM.

Jluib y He6GOMbLIOH YacTH GONBHBIX TEMOXPOMATO30M TUMA | BBISBISETCH TaK He
MHUHOpHas MyTanus resa H63D, npu kotopoii Taioke Hapymaetcs GyHkuus 6enka HE
IIECTBEHHO MEHbIIeH cTeneHn, uem npu myrauun C282Y.

3HaunTeNbHO Boree peiko BCTpedaroluiics: cemoxpomamos muna 24 (10Be
myrtareit rena HIV (unorna on o6osHagsaercsi «HFE 2»), OTBETCTBEHHOTO 3a CHHTES 6X
106enuHa, yHacTue KOToporo B Metabonu3me renesa He coceM sicHO. Ilpenmnonmaras
I0BEJIMH COCOOCTBYET COXPAHEHHIO HOPMAIBLHOTO YPOBHS PYroro Oelka — eencuor
B CBOIO 04€pe/ib, THTHOupyeT abcopOLuto jkene3a B KHIIEYHHKE U CIOCOOCTBYET €ro 34
kpocarax. Myrarws rena HJV npuBoauT K HEOCTATOYHO#H BEIPaOOTKE reMOIOBEIIMHA, B
Yero CHIKAETCS TAKIKE IKCIIPECCHsI TeNCHAMHA U yCUITMBAETCS TIOIVIOIIEHHE KeIe3a IHTES

I'emoxpomamo3s muna 25, KOTOPBLI TaK¥Ke pa3BUBAETCS B IOHOLIECKOM BO3PACTE,
tauueit rena HAMP, 0TBEeTCTBEHHOT0 HEMOCPEACTBEHHO 32 CHHTE3 MelCH/IMHA.

Hacnencteennslii eemoxpomamos muna 3 obycnosineH mytaiueii resa 7fR2, ki
CHHTE3 peyenmopa mpancgheppura 2, ofHOH U3 QyHKIMI KOTOPOTO SBISIETCS aKTH
JYKLMH TeTiCUAMHA B OTBET Ha W30BITOK JKesie3a B opranusme. Myranmu rena TfR2
101 CHUIICEHUIO BbIPAOOMKU 2eNCUOUHA, YMO NPUBOOUM K HEOZPAHUYEHHOMY HAKON.
3a 6HYMpU K1Emox.

HacnenctBennsiii eemoxpomamos muna 4 (ayTOCOMHO-IOMUHAHTHBINA TeMOXPOM:
py:KHBaeTcs y naueHTos ¢ myrauusivu B rene SLC40A1, kopupyromiem cuaTe3
6enka gepponopmuna. PeppornopTuH, Kak U3BECTHO, 00ECIIEYUBAET BBIXO/ B KPOBOM
U3 DHTEPOLUTOB, & TAKIKE U3 CHIELUATUZHPOBAHHBIX KI€TOK UMMYHHON CHCTEMBI — M;
JIOKaJIU3YIOIUXCS B IEYSHH, Celle3eHKe U KOCTHOM Mosre. CHuxeHue 31oi ¢
noptuHa B pesynbrare Mytanuid SLC40A 1 npuBOIUT K HAPYILIEHUIO CEKpPELUH
Makpodaramu, X0Ts OTHOBPEMEHHO OTPAaHHYMBACT BCACHIBAHUE JKeJle3a B KHIICYHHK

Cnenyer 100aBUTh, YTO HAC/IEACTBEHHbIH IeMOXpPOMATO3 — JAJIEKO HE eIHH
JIeBaHuUe, MPU KOTOPOM Habmozaercs u30bITOUHOE HAKOIUICHHE JKejle3a B OpraH
Takux 3a00neBaHuil U KIMHHYECKUX COCTOSIHUM, KOTOPBIE OCIIOKHSIIOTCS BTOPUYHE!
TEHHBIM) cunopomom nepezpysku scenezom (CIDK), moryT 6biTh oTHECEHBI ([ep!
BepoB A.O., Maesckast M.B. u ap., 2009):

1. Anemuu:

® TalacceMus;

® cuaepobnacTHas aHEMHUS;

® cuJepoaxpecTuyecKkas aHeMus;

® XPOHHYECKAs FeMOJIUTUYECKAst AaHEMHUSL.

T'emorpancdy3un u napeHTepaibHOE BBEICHUE MTPErnaparoB jele3a (oCTTpaH
CIDX).

U30bITOUHOE CofiepKaHue Kere3a B MOTPediisieMbIX MpoaykTax (anumenTapHbiid CII
Xpouuueckuit BupycHslii renatut B u C.

AnxoronbHast 605I€3HE TIEYEHH.

HeankoronbHbli cTeaTorenarur.

[Mo3auss koxHas MOphUpHs.

CIDX B pesynbrare nopToKaBaJbHOIO IIYHTHPOBAHUS KPOBH.
. Mucmerabomuueckuii CTDK.

10 CIDK npu 3710Ka4€CTBEHHBIX HOBOOOPA30BAHMSIX.

11. YOsxnoadpukanckuii CIDK (remocunepos banry).

g

o .

LN n AW
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pHBIN CIDK.
OTIa3MHUHEMHS.

IeACTBEHHAs aTpaHc(eppuHeMust U JIp.

HOBAaHMM CXOJCTBA KIMHUYECKMX MPOSBICHHH HACIEICTBEHHOIO IEMOXpPOMaTo3a
MHOTHE aBTOPHI /IO CHX [OpP CKJIOHHBI 0003Ha4aTh STOT CHHAPOM TEPMUHOM «GMOpuy-
oxpomamo3svly. Mex/y TeM, HECMOTPS Ha €IMHCTBO OT/EJBHBIX IATOreHETHISCKHX Me-
)8, BE/lYLIMX K MEeperpy3ke OpraHu3Ma jKene3oM, TaKTHKa BeJIeHHs OOJIBHBIX ¢ Hacle-
am remoxpomaroszom W CIDK B GONBIIMHCTBE CIy4aeB CyIIECTBEHHO pa3iuyaeTtcs (CM.
12.5-12.6).

MNMaTtoreHes

SIPHBIE MEXAHM3MbI BO3HHKHOBEHMs M MPOrPECCHPOBaHHMs HapylleHWH meTaboimusma
¥ OOJNBHBIX HAC/IEICTBEHHBIM T€MOXPOMATO30M /0 CHX IOpP M3y4YEHbl HEJO0CTATOYHO.
® TEM, B NOCJIEHHE TOJbl BHIACHEHBI MHOTHE BaXKHBIE JIETAIH 3THX HAPYIICHHH, CBA-
€ reHEeTHYECKH O0YCIIOBJIEHHBIM BhIlazieHneM (yHKIUUH HECKOIbKHMX OENKOB, peryiu-
X MHTEHCHUBHOCTHL oOMeHa xene3a: HFE, TpancdeppuH, TpaHcheppHHOBLIE PELIENTOPEI,
H, TeMOIOBEJIMH U (PeppONOPTHH.

HapyweHun GyHKummn HFE

$0it NpUuMHOI Haubosee pacipoOCTPAHEHHOTO HACJIEICTBEHHOIO reMOXpoMarosa Tuma |
% MyTanus rena C282Y, koqupyroiero cuntes 6enka HFE, xoTopelii urpaer kioueByro
MM MeTa00JIM3Ma JKejle3a B KJIETKaX ITOYTH BCEX OPraHOB M TKAHEH, B TOM YUCIe
_Cep/iia, KOCTHOTO MO3Ta U SHTEPOLMTOB KUILICYHHUKA.

HO, ITO B HOPME B OpraHu3Me MOepIKHBaeTCs Oanane Mex 1y NOCTYIIEHHEM H [OTe-
enes3a. HamoMuuM, 4T0 CyTOYHAast IOTPEOHOCTD B JKeJIe3€ Y B3POCIIOro 3/I0pPOBOT0 Ye/IOBeKa
et ipumepHo 15-20 mr (em. puc. 12.2). Okomno 90% xkenesa, IOCTYNAKOIErO B KOCTHBIH
€ OpraHbl, 9TO HHO02EHHOE Jicene30, 0CBOOOXKIAIOMIEECs TIPH Pacna/ie PUTPOLIUTOB
PETUKYIOHIOTENHABHON CHCTEMBI CENe3eHKH M MEYEHU. DK302€HH0e Jicele30
B OpranmusM ¢ nuieit 06619Ho B Konuuectse 10—15 Mr (YepHBIE TPEYTOIbHUKH), XOTs
>tcs He Gonee 10% ot atoro konmuectsa (1,0—1,5 mr). Keraru, oOb1uHbIE IOTEPU HKe-
ABIISIIOT MPUMEPHO | Mr/cyT. B muine »ene30 B OCHOBHOM HaXOJHUTCsi B OKUCICHHOM
i (Fe?) u BxoauT B cocTaB GeJIKOB HIIH COJel OpraHMuecKuX KUCIoT. B skermyake nox
=M COJISTHOM KHCJIOTBI IPOUCXO/IMT YacTUYHAs HOHHU3anus xkenesa (Fe?") ¢ obpasoBannem
CHOM JBYXBaJE€HTHOM (hOpMBI (KpacHbie TpeyronbHUKH). Tosbko B 3TOM (opme xere30
1bi0 Oenka JIMT-1 BcachiBaeTCsi B KMIIEUHUKE, TPEMMYIIECTBEHHO B IBEHA/LIATHIICPCT-
ixe. TpexsaseHTHOE 3K30reHHoe skeie3o (Fe’'), He Bcocaplieecs: B KHIICYHUKE, BBIBO-
3 OpraHu3Ma B BH/I€ OKHCHBIX COeMHeHHil (Ha pucyHke 12.2 — yepHble TPEYTOIbHUKH).
BIIEEC JIByXBICHTHOE )KelIe30 MOXKET ObITh JIMOO COXpPaHEHO B Mpejenax KICTKH
: heppuTuna, 160 NepeHeceHo Yepe3 bazonarepanbHyIo MeMOpaHy SHTEPOLUTA B KPOBb
IIM ellie OHOTo 6enKka hepponopmuna. 31ech MO ASHCTBHEM MeIbcoaepikalero dep-
PPOKCUIA3BI (uepyﬂomza:wuua) sxene30 okucnsiercs 10 Fe’* u casbiBaercs ¢ mparc-
¥ — ITIHKOTIPOTENHOM, KOTOPbIii ABJISETCSA OCHOBHOM TpaHCcopTHOH dopmoit Fe**. B co-
(heppHHa KeJie30 A0CTaBISETCs 110 CHCTEME BOPOTHOM BEHBI B MEYCHD U /jajiee B Apy-
, TIOTa/iasi, B YACTHOCTH, B TE€MATOMThI M KIETKH KOCTHOTO MO3ra (3puTpobiacTsl).
J0CTHIKEHHH KJIETOK-MHUILEHEH TpaHcheppuH B KOMILIEKCE C IByMsl MOJIEKYJIaMH JKeJie-
€TCS C mpangheppuHo8biM peyenmopom, HaxoIAIUMCs Ha TIOBEPXHOCTHOH MeMGpaHe
(oM. puc. 12.3). OcobenHo HoraTel STUMH PELENTOPAMH KIIETKH MApEHXUMBI TEYEHH, TIIe
MOKeT JIeMOHMPOBATLCS B GOJBLIOM KoudecTBe. IIpouHOCTL CoeMHeHHs TpaHchep-
TpaHc(eppUHOBOIO perienTopa Kak pas u obecneunBaer berok HIE, KOTOPbIH, B CBOXO
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HopmanbHbIi
3pUTPONO33

90%

Fe3* B neueHb

Puc. 12.2. O6meH xenesa B opraHusme (obuasa cxema).

o4epeib, TECHO CBSA3aH ¢ TPAHC(HEPPUHOBBIM PELIENITOPOM U 00/1a/1aeT CrioCOOHOCTBC
CPOJICTBO pelenTopa K HecylieMy »xene3o Tpancheppuny. [Ipuuem 310 cBOicTBO €
IPOSIBIISIET TOJIBKO B TOM CIIy4ae, €ClIM COXPAHSETCs ero acCOIMAlUs ¢ BaXKHBIM C
oM (GakTopoMm — fr-muxpoznobyrurnom. bes atoro dakropa HFE ne moxker moctss
HOPMaJIbHOM JIOKaIM3aluu Ha MeMOpaHe U OBICTPO pa3pyliaeTcs.
OOpa3zoBaBiuiics Ha KIETOYHOW MeMOpaHe KOMIUIEKC — «TpaHcheppuH—TpaHpeps
peuentop» ¢ BKImodeHHbM B Hero HFE u B,-MUKpOrIo0y/IMHOM BIaBIMBACTCS BHYTPS
o0pasyst yriyOienue MemMOpanbl («IMKY»), KOTOpasi MOXKET 3aMbIKAThCSI M OTIIHYPOBE:
MeMOpaHsl (M. puc. 12.3). BHyTpu KieTku obpasyercs my3bIpek (9#0ocoma), B KOTOPOM &
sl yIOMSIHYThII TpaHC(EepPHUHOBBINA KOMILIEKC, aCCOLMUPOBAHHBIH C PElenTOpoM 1 Oemme
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B;-MuKporno6ynuH

/ TpaHcdep-
PVIHOBbI

SHpocoma
TpaHcheppuH + Fe

DMT-1

“@
‘ DepputnH

KneTka-muiueHb

MopTanbHbIi
P (B TOM Yncne renatouunT)

KPOBOTOK

3. YuacTue 6enka HFE B perynauum knetouHoro metabonusma xenesa. O6bAcHeHWe B TeKCTe.

21€ 9TOTO JKelle30 0cBobOKAaeTest OT Tpancheppuna u ¢ nomortabo DMT-1 tpancmopru-
Hepe3 MeMOpaHy HIOCOMBI B IIUTOILIA3MY, T/I€ OHO MCIIOJB3YETCs Ul CHHTE3a JKelle-
pixanyx 6enkoB (reMornoO6uHa, MUOIIO0MHA, LUTOXpoMOB, Fe-conepkamux (pepMenToB
M 0enoHupyemcsi 8 (heppumure, KOTOPbIA COACPIKUTCS MOYTH BO BCEX TKAHIX M OpraHax,
0 B OOIBILIOM KOJIMYECTBE — B [E€YEHH, Celle3eHKe M KocTHOM Moare. [Ty3sipek ¢ TpaH-
3/TpaHeppuH-peLIenTOPHBIM KOMILUIEKCOM BO3BPALLACTCsI K KIETOYHOM IIOBEPXHOCTH, I/1e
JSPPHH BMECTE C COXPAHUBIIMMHCS HA HEM MOHAMH JK€JIe3a, He MONaBUIMMU B [IUTOILIA3-
BOGOKIAETCS OT PELENTOPA ¥ BHOB MOCTYMAET B KPOBOTOK.
ITaloT, 4To B HopMe nmenHo Oenok HFE perynupyer merabonusm jxernesa B KiieTke, moja-
LICBOOOYK/IeHME JKesle3a U3 TpaHC(heppHHa B SHI0COMY M OTCIONA B KJIETOUHYIO LIMTOIIIA3-
L puc. 12.4, a). Y GonbiuvHCTBa OONBHBIX C HACIEICTBEHHLIM F€MOXPOMAaTO30M THNa 1,
sHBIM [aBHBIMH MyTanusimu rena C282Y, orcyrersyer cBa3b HFE u B,-mukporobynuna,
asTare yero myrtantHas opma HFE OwicTpo nerpaaupyer u TepsieT CBOIO CIOCOOHOCTh
THCsl C TPaHC(HEPPUHOBBIM PELIENITOPOM M, COOTBETCTBEHHO, KOHTPOJIMPOBATE BBIXO/ e~
TOCOMBI B LIUTOIIIA3MY KJIETOK (cM. puc. 12.4, 6). bnaronaps stomy HFE-znedununtasie
pHMep, TeNaToOMThl) CTAHOBITCS MEperpyKeHHbIMH kene3oM. [Ipu HacnencTBeH-
sMOXpomatose, Bei3BaHHOM Mytarueit H63D (cm. puc. 12.4, 6), 6enox HFE coxpanser
0 CIIOCOOHOCTB CBSA3BIBATHCS C TPAHC(HEPPUHOBLIM PELIETITOPOM, TOITOMY IeIATOLUTHI
H1eii CTENEeHN CTPAaloT OT NEPErpy3KH KEIE30M.
cnencrBueM mytauuu rena C282Y u nerpanaunu 6enka HFE sBisiercs 3HauuTenb-
pasza Oounbllie, 4YeM B HOPME) yeeaudeHue UHmeHCUBHOCIU NO2/IOUW€HUSL JIcele3d IHTE-
MH M3 IPOCBETA KUIlIeYHHKa. MeXxaHu3Mm 9Toro )eHOMEHa He COBCEM SICEH.
M3BECTHO, BCACHIBAHME JKeJe3a M IOMaJaHue ero B SHTEPOLMUTH! KUIIEYHUKA OCYILEeCT-
| B OCHOBHOM IIPH YYaCTHH CIelHabHOTO Oernka-nepeHocunka (DMT-1) (cm. puc. 12.3).
b yuactust DMT-1 B Tpancnopre sesesa B SHTEPOLUTEI COCTOUT B TOM, YTO Kax/Jast
fa Oeska MepeHoCHT HKele30 TOJILKO OIMH Pa3; CIAEAYIOLHE HOHBI JKelle3a IIEPEHOCT yxkKe
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Puc. 12.4. B Hopme 6enok HFE perynnpyet metabonusm xesnesa B KneTke, NoAaBnsis BbiCBOE
xenesa u3 TpaHcdeppuHa B SHAOCOMY M OTCIOfia B KJIETOUHYIO LuTonnasmy (a). Mpu Ha
HOM remoxpomartose T1na 1, Bbi3BaHHOM MyTaumnamn reHa C282Y, NONHOCTbIO OTCYTCTBYET &
1 B-mukpornobynuHa, B pesynbrate yero mytaHtHaa popma HFE 6bicTpo aerpagupyer
CnocobHOCTL CBA3bIBATLCA C TPAHCPEPPUHOBLIM PELenTOPOM U, COOTBETCTBEHHO, KOHTPOM
BbIXOJ, Kese3a 13 3HAOCOMbI B UMTOMNNasmy Knetok (6). bnarogapsa stomy HFE-gepuumnTHbIE
(HanpuMep, renaToLuTbl) CTAHOBATCA NeperpyKeHHbIMU xene3om. Mpu HacneaCcTBeHHOM
TO3€, Bbl3BaHHOM MyTauven H63D (8), 6enok HFE coxpaHsaeT HeKoTopyio CnocobHOCTb

¢ TpaHcHeppPUHOBBIM PELIeNTOPOM, MO3TOMY renaToLUTbl B MeHbLUENR CTeneHn CTpajaloT oF ¢
KW »Kenesom.




