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peau nMM30CcoMaabHBIX (M-
‘ 30COMHBIX) 60e3Hell oco-

60ro BHMMaHMs 3aCIyXIU-
BaeT 6one3np Humanna - Ilmka
(BHII), oTHOCAmasACA K HOATPYIIIe
churronunupo3os. [Ipu copunronn-
MI03aX NI aKKYMYITUPYIOTCS
B Pa3IMYHBIX OpPraHaX: FOIOBHOM
U KOCTHOM MO3Te, TIe4eHN, Ce/Ie3eH-
Ke, JIETKJX, BBI3BIBAsI VX HOBPEXIe-
Hue [1].
BHIT - sT0 rpynma Hac/lefCTBEHHO
[eTepMMHUPOBAHHBIX (TeHeTUIec-
KIX) MeTabONMYecKMx 3a001eBaHmIT,
IIPY KOTOPBIX CHUHTOMUENVH U PY-

rue $pochomumbl HaKAIIMBAIOTCS
B IM30coMax [2].

JKCKYPC B UCTOPUIO

BrepBble cOCTOsIHNME, COOTBETCTBY-
romee bHIT tuma A, onncan A. Hu-
manH (A. Nimann) B 1914 1., a B
1920-1930-x rr. JI. Iuk (L. Pick)
OIy6/IMKOBasI ZaHHBIE O IIATO/IOTO-
AHATOMUYECKNX U3MEHEHUAX pas-
n4HbIX opraHoB npy BHII [3, 4].

B 1946 r. W.S. Alexander coo06-
mun o cnydae BHII ¢ xanpum-
dbukanmeit HagmOYeYHUKOB [5].
B 1954 r. R.D. Terry u coaBr. onuca-

nmu BHII tuna E (B3pocnbiit nunu-
no3, HanomuHaromuit BHIT) [6].

B 1961 r. A.C. Crocker mpemmoxmn
noppaspenatb bHIT na yeTsIpe Tnma:
A,B,CuD.

B 1966 1. R.O. Brady u coaBrt. o6Ha-
PyXmm B TKaHAX nanyentos ¢ BHII
Tina A IIy60KyI0 HelOCTATOYHOCTD
chuHromMmenHasel. Brocnencrun
QHAJIOTVYHbIe JaHHBIE ObIIN HOIy4e-
Hbl ipy BHIT Tumna B, 4o nossommio
paccmarpusatb BHII tunos C u D kak
OT/ie/IbHbIe HO30JI0TMYecKe (HOPMBI
[7]. C rex nop BHII tuna C cunraercs
60/1e3HDI0 HAaKOIIIEHNsI He CUHTO-
MIENIHA, a XO/ecTepyHa (HapyleHe
TPAHCIIOPTA K/IETOYHBIX JINIINJOB) [8].
ITosguee E.L. Schneider u coasr.
(1978) coobmmmmu o BHII Tuma F
(me60T B HETCKOM BO3pacTe, OTCYT-
CTBJ€ HeBPOJIOTMYECKIX HAPYILEeHWU,
CHJDKEHHas! aKTMBHOCTbD 1 TepPMOJIa-
6unpHOCTD chrHrOMMeNnnHa3sbI) [9].
B Hacrosmee Bpemsa BHII tunos D,
E u F He paccmaTpuBaercs.

PacnpocTpaHeHHOCTb

BHII ortHOCKHTCS K pefkuM 3abo-
neBaHUAM. PacrnpocTpaHeHHOCTD

JddekTBHad hapmarorepanua. 3/2015



BHII tnmos A um B (cymmapho)
B o0mIell NONMYIALUM COCTaBIsAET
IIpMMEPHO OfIMH ciy4ait Ha 250 Tbic.
HaceneHus. Vicknodenne — espen-
amkeHasy (BbIxopubl n3 Boctou-
Holt EBporsr), cpepyt koTopbix BHIT
Tuma A BCTpedaeTcA yalle: ONUH
ciy4ait Ha 40 TbIc. (110 FPYTUM HaH-
HBIM — ORMH cny4ait Ha 100 TbIC.)
[1,2, 10, 11].

Pacnpoctpanennocts BHII tuma C -
ofuH ciny4vait Ha 120-150 Thic. Hace-
JIEHM:, TO eCThb BCTpevaeTcs Yalle,
yem BHII Tunos A u B [1, 2, 10, 11].

Tunbi BHIM v reHeTHYeCKNE
MyTaLun Npu KaXKAOM TuUne

B Hacrosee BpeMs NPUHATO BBI-
nenatb Tpu Tuna bHIT - A, B u C.
Tunbl A u B acconumpoBaHsl ¢ My-
TAI[VSIMI TeHa KICTION TM30COMaIb-
Hoil couHrommennuassl (SMPD1),
atun C - ¢ myranusamy resos NPC1
u NPC2, xopupyromux 6e/oK Kie-
TOYHOI MeMOPAHBI MM PACTBOPHU-
MBIII 6e/I0K-IIepPeHOCUNK TU30COM,
OTBETCTBEHHBIE 32 TPAHCIIOPT XO-
JecTepuHa U JIUIUOB B KIETKaX
(1, 11].

Takum ob6pasom, mpu BHIT tuma C ot-
CYTCTByeT IIepBUYHBII JedeKT Ka-
tabonusupyounux ¢epMeHTOB.
IaHHBIT TUI 3a00/I€BaHKA B CBOIO
ouepenb MOAPA3AeNAETCS HA IOJ-
tumnsl C1 (95% cnyqaes) u C2 (5%)
(1,2, 10, 11].

Panee (xnaccudpmkanms BHII
1961 r.) paccmarpuBaics u tumn D.
OpHako B XOfie YITIyO/IeHHBIX TeHe-
TUYECKNUX MCCIeAOBAHNI BBIACHN-
nocp, yto BHII Tnma D BuIsbiBaeTcA
TeM ke TeHoM, 4To 1 BHII tuma C
(NPC1).

s Bcex Tunos BHII xapakrepen
ayTOCOMHO-PEeI[eCCUBHBII THUIT Ha-
CTIe[OBAHMsA, TO €CThb [ PasBUTHA
3aboneBaHys1 TpebyeTcs, 4TOOBI 06e
amrenu crenyduueckoro reHa 6uuIn
nospexensl. OO6BIYHO pOAUTEN
TAKVX IALMEHTOB SIB/ISIOTCS HOCHU-
TensAMu 6oje3Hn (y HUX OOHapyXu-
BAIOTCS IIATONIOTMYECKIE MI3BMEHEHIS
TOJIBKO OJJHOII aJIEJIN, IIPY 9TOM BBI-
paboTka K1CIoit ChUHIOMUeTIHASBI
He Hapymaercs) [10].

ITpn BHII tuma A (xmaccuyeckui
MHGAHTU/IBHBIN TUI) HELOCTATOY-
HOCTb KIC/ION CUHTOMUENTNHA3DI
006yCIOB/IEHa MVUCCEHCHO MyTallu-
en [1].

Meauarpus. N2 1

Tema Homepa: opdaHHble 330011683

B 2013 r. H. Galehdari n coasr. 06-
Hapy>XWIN HOBYIO OZHOHYK/ICOTH/-
Hyio fenenuioo B reHe SMPDI, BbI-
sBaBmyio BHII tuma A y pebenka
n3 Vpana [12].

B 2012 r. R. Hua n coasT. omnmuca-
nu fABe HoBble MyTauum SMPDI1
(V36A Bcnenctsue c. 107T>C B 3k-
3oHe 1, N522S BcrmenctBue c. 1565
A>G B 3K30He 6) y IBYX TIAIMIeHTOB
n3 Kuraa ¢ BHII tuna B [13]. Or1a
HedaranbHas MUCCEHCHAsA MyTalVsa
npuBoguUT K 20%-HOMY CHIUDKEHUIO
MM30COMAaNbHON KUCION CHUHTO-
MUENMHA3bl (B yCIOBMAX in vitro)
U COIIPOBOXKIAETCS TelaTOCIIeHO-
Meranueir 6e3 HEBPONOTMYECKUX
nposiBieHui [13].

R. Osaki u coasr. B 2013 r. mpepicTa-
BIUIU JaHHbIE O TONMMOpdu3Me reHa,
IIOZ0OHOTO reHy, 00yCIOBIMBAIOLIe-
my BHII tuna C1, B An0OHCKOJI TTOTTY-
nauvy [14].

B 6ase ganapix OMIM (Online Men-
delian Inheritance in Man — Menpe-
JIEBCKOE Hac/lefloBaHe y YeloBeKa)
BHII tuma A cooTBeTcTByeT #257200
(remetmyeckuit mokyc 11pl5.4),
timna B - #607616 (nmokyc 11p15.4),
tuma Cl - #257220 (nokyc 18q11.2),
tuma C2 - *601015 (moxyc 14q24.3).

3TuonatoreHes

Kucnaa cdmurommenuuasa - nu-
30COMAJIbHBI (pepPMEHT, KOJZUpY-
eMbIil Te€HOM, JIOKa/lIM30BaHHBIM
Ha xpomocoMe 11. Jeduut kucmnoii
cuHTrOMMeIHA3BI COIIPOBOXK/AET-
Cs1 HaKOIUIeHMeM COUHTOMMeTNHA
(mepamMmpHBI Gocdonummn) u gpy-
I'VIX JIMIINAZOB B MOHOLMTAPHO-MaK-
podaranpHoIt cucTeme [1].
Ot/10)KeHMe U HaKOIUIeHUe CUHTo-
MMENVHA B LIEHTPAJbHOV HEPBHO
CIICTeMe BBI3bIBAET IeTeHePATVBHBIN
npouecc npu BHII tuna A. Akkymy-
nsinus chuarommennua npu BHII
TUIa B NpUBOANT K MATOJIOTUM BUC-
LlepaZIbHBIX OPTaHOB, BK/II0Yasd JIeT-
kue [1, 2].

OCHOBHBIMU OMOXMMUYECKUMMU
medexramy npu BHII tuma C sB-
NAIOTCA HapylLIeHMe TPaHCIOpTa
XOJIECTEpUHA U €r0 HeJlOCTaTOYHAsA
acTepuuKaus, YTO CIIOCOOCTBYET
HaKOIUIEHUIO C(MHTOMMENIHA U XO-
7ecTepyHa B IM30COMax, a TaKXe
BTOPMYHOE IapIiaIbHOe CHIDKEHNE
aKTMBHOCTU KUCTION cpuHroMuenn-
Hassl [1, 2, 10, 11]. [To MHeHMIO psifa

nCCIeoBaTesiel, BaKHbIM HaTore-
HeTM4YecKuM MexaHusmoM npu BHII
tuna C gBIAeTCS OKUCIUTENbHBIN
ctpecc [15].

06wwme npoaBneHus

IIpn BHII cTpaparoT Te opraHbl,

B KOTOPBIX Hanbojee MHTEHCUBHO

aKKyMynupyeTcst cbuHromMmeny [1,

2, 10, 11]. IIpn mopa>xeHMn pasHBIX

CHCTEM OpTraHM3Ma MMEIT MECTO OII-

pelieNieHHble N3MEHEeHS:

/ HepBHas CUCTeMa: aTaKCUsd, OM-
3aprpus, gucdarus, FUCHYHKIV
6asa/bHBIX TaHI/IMEB (AaHOMAIUM
MO3BI, TIOMIOXKEHUsT KOHEYHOCTEI,
TY/IOBMINA, JIALEBO MUMMKM),
[OpaXXeHue KOPbl  TOMOBHOTO
Mosra (Cymoporu, KOTHUTUBHBIE
EMCPYHKLIUY, [eMeHIN:A), Iopa-
JKEHIe CTBOJIa TOJIOBHOTO MO3ra
(HagbsAmepHDbIT mapanud  B3O-
pa), muccoMHuu (MHBepCHs CHa,
COH/IMBOCTb, Oecconnuna). le-
JacTUYeCcKast KaTarvleKcus (He-
OXUIaHHAS CMabOCTh MM Tajie-
HIUe, IPOBOLMPYeMble CUIbHBIMU
SMOLMAMY, OCOOEHHO CMEXOM)
BCTPEYAETCsI PETKO;

v/ INIeBapuTeIbHasA CUCTEMA: CHU-
JKeHMe aIllIeTUTA, B3AYTHE KUBO-
Ta, abmOMMHAaIbHbIe OO/IM, remna-
TOMeETrajus;

v/ KPOBETBOPHAsI CUCTEMaA: CIIJIEHO-
Meranusi, TPOMOOIUTOTIEHNIS;

/ KOCTHasl CUCTeMa: MCTOHYEHME
KOCTHOJ IUIAaCTMHKY, Aedopma-
s GempeHHON KocTu (IO TUILY
coxa vara), popMUpOBaHMe KPYI-
HBIX TIO/IOCTENl B KOCTHOM MO3Te
T

/ [IbIXaTelbHas CUCTEMA: dYacTble
OCTpble pecrnupaTopHble 3abore-
Bauus [1, 2, 10, 11].

0co6eHHocTu nposBneHui bHI
pa3NUyYHbIX TUNOB

BHII tuma A (naHaHTUIbHAS UK
Kmaccudeckasi ¢popma) mporexaer
Haubomee TsXeno. VIMeHHO pnA
9TOTO THIIAa 3ab0NeBaHMA Xapak-
TepHO Iporpeccupymoliee mopa-
>KeHJe HepBHOI cucTeMbl. [lepBbie
npusHakyu 6one3Hu (06BIYHO re-
[aTO- M CIIIEHOMeTajns) HpOosAB-
JAKTCA Ha NEePBOM IOy >KU3HU
(4aire B HIECTMMECSYHOM BO3pac-
Te). B mepnope HOBOPOXIAEHHOCTH
OHI HeodYeBUAHBI. MoXeT oTMe-
4aThCs JIMILIb 3aTAXKHON XapaKTep

Ny
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¢dusmonornyeckoil (KOHbOramu-
oHHoOII) >xentyxu. [Tomumo renaro-
CIIJIEHOMETA/IuM Y JleTeil BBbIAB-
JsIeTCs YMEepeHHOe yBeludeHle
nuMdaTUIecKnx y3noB. B mcuxo-
MOTOPHOM pas3BUTNUU IAI[VIEHTOB
CHayajla OTMedYaeTcsA 3aflepikKa,
3aTeM ABHBIT perpecc. IIpu atom
Bce 6ormee OYEBMJHBIMU CTaHO-
BATCA [IBUTATe/IbHbIE HApYLICHN,
TOXORAIINe TO CHACTUYECKOTO IIa-
panuya, ¥ OTCTaBaHuUe B ICUXUYeC-
KOM pa3BUTHU, IPENATCTBYIOIee
aJleKBaTHOV KOMMYHMKAaIMU C OK-
pyxatomum mupowm [1, 2, 10, 11].
K.N. Vykuntaraju u coasrt. (2012)
omucamy BHII tuna A ¢ nposBnenn-
SIMM B BUJI€ OJIHOCTOPOHHETO TPEMO-
pa [16].

BHII tnma A cTpeMuTeNnbHO IMpo-
rpeccupyet, ¥ HalleHThl YMUPAIOT,
MHOTTA He JOCTUTHYB paHHEro JIeT-
ckoro Bospacta (mo 85% 60mbHBIX
He IOKMBAIOT 10 18 Mecs1eB).
CunTaercs, 4TO IPU3HAKM TOpaXKe-
Hus nerkux npu BHII Tuna A 6onee
TUOMYHBL [ TNalLVeHTOB, MO-
CTUTIIVX 3penoro Bospacra. Tem
He MeHee PEHTTeHOIOTMYecKye Ipu-
3HAKU 3a00/1€BaHUS B BUJE CETYATOI
IIepecTPOVKM JIETOYHOTO PUCYHKA
U/WNM OYaroBble TEHV HU3KON UH-
TEHCUBHOCTY MOTYT OOHaPY>KMBaTh-
¢ B TPYAHOM U paHHEM JIeTCKOM
Bospacre [1, 2, 10, 11].

BHII tuna B (BucuepanpHas mian
XpoHMdecKas popma) XapaKTepusy-
eTcst 6osee yMepeHHBIMM TIPOsIBIIE-
HUSAMMI 1 1e6I0TOM B 60rTee cTapiiemMm
BO3pacTe VN 110 HOCTVDKEHUM CO-
BeplIeHHONeTuA. Tun B He cunra-
eTCsl HeJIPOHOIATIYeCKOI GOopMOIl
3aboneBaHuss. OCHOBHBIE CHUMII-
TOMBI — TeNaTOoCIHIeHOMeTanus,
3ajiep)kka QU3UIECKOro U MCUXO-
MOTOPHOTO Pa3BIUTHA, @ TAKXKe Hapy-
IIeHMsI JIETOYHOI PYHKIUM (JacThie
pecnimparopHsle 3aboneBanus). le-
IaToMeranus MoXKeT TpaHcpopmu-
poBaThCA B NUPPO3 MEYEHM, HE VIC-
K/II0YeHa BEPOSATHOCTb Pa3BUTUSA
MIOPTA/IbHON I'MIIePTEH3UM U aCLIUTa.
B pape cny4aeB BTOpUMYHBINA TUIIED-
CIUIeHM3M TpebyeT IIpOoBeleHMN Jac-
TUYIHON VIV TIOTHOM CIVIEHSKTOMU.
Heo6x00uM0 TOMHUTb, YTO CIIJIEH-
9KTOMMsI CIIOCOOHA MHAYI[MPOBAThH
IporpeccupoBaHue JerOYHON Ia-
TOJIOTYMY, @ 3HAYUT, YCYTYOIATD TA-
KecTb 6onesun [1, 2, 10, 11].

a HOMepa: OpGaHHble 3a00n1eBaHuA

CHmxeHue jeroyHoit puddysun,
00YCIOBIEHHOE Y pAfa MAIVIEeHTOB
a7bBeONAPHON MHUIbTpanMell,
CTAHOBUTCS OYEBUJIHBIM B CTaplIeM
ILEeTCKOM BO3pacTe WIM IO JOCTU-
JKEHUU COBEPIIEHHONETUA. Y HEKO-
TOPBIX MaLMEHTOB K 15-20 rogam
BO3HMKAIOT Cepbe3Hble Npobie-
MBI C JibIXaHUeM (HMU3KUIL ypo-
BeHb PO,, AucmHO? mpu Harpyske,
OpOHXOIIHeBMOHUM, POpPMUPOBa-
Hue nerounoro ceppua). [Ipu BHII
Tuna B HeBponormyeckue nposisie-
HJIS1 CPaBHUTEIBHO PEfKIL, XOTS Y He-
KOTOPBIX IAIMEeHTOB BCTPEYAIOTCS
TaKue marojorndeckue GpeHoOMeHbl,
KaK MaKy/ia ¢ BUJJOM «KpacHOJ BUIL-
HEBOJT KOCTOYKI», Tepudeprdeckas
Heiipomarus [1, 2, 10, 11].

H. Pavla-Pereira u coasrt. (2005)
IIPEAIIONOXKIIIY, YTO MEXJY Heilpo-
BUICLIepa/IbHOM (TUIT A) U 9MCTO BYIC-
nepanpHoi (tun B) dopmamu BHIT
cymiecTByeT (PeHOTUIIMIECKUIT KOH-
TUHYYM, & IPOMEXYTOYHBII THII 60-
JIe3HM covyeTaeT B cebe KIMHUYECKIe
npossnennsa bHII tunos A u B [17].
BHII tuma C mMoxxeT me6oTuUpoO-
BaTh B M060M BO3pacTe: M3BeC-
THBl C/Iy4ayl IOABJICHMA CUMI-
TOMOB 3a00JIeBaHMA B T'PYLHOM
BO3pacTe, B pasjIMyHbIE MEPUOJibI
IDEeTCTBA, a TAaKXe M0 HOCTVDKeHUN
copepmenHoneTns (0-55 ner).
Tem He MeHee nebOOT 3a00/IeBaAHMS
00BIYHO HabII0/IaeTCsI B CpeHEM
(3-8 net) n mosguem (10-15 ner)
meTckoM BospacTe. Kimaccnueckn-
MM HEBPOJIOTMYECKUMMI IIPOsIBIIE-
Husmu BHIT tuma C cumrawTcs
BEPTUKANbHBIN HaJbAlePHBIN
napanud B3opa, gucharus, fu-
3apTpus u arakcusa. Kpome toro,
OTMedaeTCs Mporpeccupylomas
KOTHUTUBHAA JUCPYHKIMA, OpU-
BOZAIIAsA K Pa3BUTHIO JeMEHLVI.
AKKyMynALnusA TUINLOB B IIeYeHN
U Ccelle3eHKe IPUBOAUT K pasBU-
TUIO TE€MATOCIIEHOMeTaNny, 6oee
BBIPa)KEHHOI B paHHEM JIeTCKOM
Bo3pacTe. Y HOBOPOXXJEHHBIX
MO>KeT OTMe4aTbCs xonecras. Kmn-
HMYecKe NPOsIBIEHUs IOJTUIIOB
C1 n C2 mpaKTH4ecKy He pas3nnya-
otcA (1, 2, 10, 11].

Kak mpaBuio, Ha HNpOTAKEHUU
nepBbIX €T XM3HU getu ¢ BHII
tna C pa3BUBAIOTCA HOPMAa/lIbHO,
HO B Ja/IbHeJIIeM y HUX IOABIA-
I0TCS HNPU3HAKU IPOTpeccupy-

I0IIer0 HeVPOJEereHepaTUBHOTO
npouecca [1].

M. Stampfer u coasrt. (2013) cuura-
10T KOTHUTVUBHBII JeULUT U KOOp-
[VHATOPHbIE HAPYLIEHUSI PAHHUMMU
nupnkaropamu BHII tuma C [18].
M.C. Patterson u coast. (2013), oc-
HOBBIBAsICh Ha JaHHBIX MEX[yHa-
POIHBIX PETMCTPOB MALMEHTOB, Ja/I1
nozpobuyio xapakrepuctuky BHIT
tuma C [19].

IlnarHocTuka

CerofHsi CyI[eCTBYeT MHOXXECTBO
71abOPAaTOPHBIX TECTOB, [IO3BOJISIO-
mux BbiABUTH BHII B pasnmunbx
KIVMHMYeCKUX cutyanusax [1, 2, 10].
Tak, paspaboTaH MeTOJ] aHTEHATAIb-
HOTO OIpefe/IeHNsI aKTMBHOCTH KIC-
7071 cpUHrOMUENNHA3El B KY/IbTYpe
aMHIOLIMTOB, @ TAKXKe B BOPCMHKAX
xopuoHa. Eme ofuH ZOCTyIHBIN
MeToJ AMarHocTuku 3aboinesa-
HUA — MONEKYIApHbI ananus JTHK
B ¢eTanbHbIx KiaeTKax. [Ipm BHII
tuna C (C1 u C2) onpepensor My-
TAHTHBIE T'€HbI B ITyIIOBMHHOI KPOBU
IIOfia.

K puarHocTudeckum IpusHaKam
BHII Ttumna A, moMuMo CHU>KeHUS
AKTUBHOCTU COUHTOMMETNHA3DI
B JIEMIKOIIUTaX KPOBU U KYJIbType
$nbpo6IACTOB KOXU, OTHOCATCS
HOBBbIIIEHNE AKTUBHOCTU Iede-
HOYHBIX (EPMEHTOB U TUIEPIN-
nupeMus, a Tak>Ke Hajau4ue Kie-
ToK Humanna — ITuka (meHuCTHIX
KJIETOK) B JIeMIKOLUTAaX mepudepn-
YeCKOil KpoBM U 6momrarax Koc-
THOTO MoO3ra. IIpu BBINOTHEHUN
9/IeKTPOHHON MMKPOCKOIIUY B LIN-
ronnasme KneTok Humanna - IInka
00HapyXMBAOT HOTUMOPQHBIE
MeMOpaHO3HbBIe CTPYKTYpbl (co-
CTOAIME U3 TPAaHYIAPHBIX TeJel).
ITo pesynbraTaM aHamMsa KPOBU
OTMedYaeTcs aHeMUs yMepeHHOI
BBIPAXXEHHOCTU ¥ TPOMOOLUTO-
NeHNA, MarHUTHO-PE3OHAHCHON
tomorpadun (MPT) - cHmxeHne
ob1eit Maccel Mo3ra, atrpodus be-
JIOTO BellecTBa OONBIINX TTOTYIIA-
puil, yMepeHHas BEeHTPUKYIOMera-
VST, IPUBHAKHN JeMUeTNHU3AINN
B 3aTBUIOYHBIX JJO/ISIX. B OT/ie/IbHBIX
Cy4asx y MaljMeHTOB NPY BBIIOJ-
HEHUM 3neKTpomuorpadum pe-
TUCTPUPYIOT CHUKEHNUE CKOPOCTU
IIpOBefieHN A MMITY/Ibca o nepude-
pudeckum Hepsawm [1, 2, 10, 11].

JddekTBHad hapmarotepanua. 3/2015



[Tpu BHII tuma B Habmomatorcst ma-
60paTOPHO-MHCTPYMEHTA/IbHbIE U3-
MEHEHVs, aHAJIOTMYHbIE ONCAHHBIM
BblIlle, a PEHTTEHOJIOTMYECKOoe JC-
CJIefloBaHIe OPraHOB IPYHHOIN KIIET-
K TO3BOJISET BBIABUTD B JIETKUX
MHO>KeCTBEHHbIe 09ary NHPUIbTpa-
mun. OKoHYaTenbHbIN guarno3 bHIT
tuna B cTaBsAT mocme oOHapyKeHMs
B KOCTHOM Mo3re crenndnaeckmx
knmetok Humanna - Iluka. ITocnen-
HMe Tak)Xe XapakTepHbl anda bHII
tuma C [1, 2, 10, 11].
TpaguumoHHbIe METOAbI [Juar-
vHoctuku BHII tuma C Bkaroyva-
IOT TUCTOIATOMOTUYECKUI aHaNTNU3
acmypara KOCTHOTO MO3Ta, McCrle-
JOBaHMe OMOITaTa TIeYeHN U KOXKI,
(b1yopecieHTHYIO U 97eKTPOHHYIO
MMKPOCKOIINIO, a TaKXe MCcCe-
noBaHue screpuuKanuUm Xomec-
TepuHa. B mocnenHee Bpems Bce
Jarile /151 CKPYHMHTA MCIIO/Ib3YeTCs
TECT Ha OIpefie/ieHIie OKCICTePOria
B IU1a3Me KpoBMU. JJaHHBIN MeTabo-
JIUT SBJIAETCS NMPORLYKTOM OKNC-
JIeHMs XOJlecTepyuHa U crenuduy-
HbiM Mapkepom BHII tumna C. Kaxk
ykassBalor K. McKay Bounford
u P. Gissen (2014), HOBble METOMBI
OMATHOCTUKM C MCIIONIb30BAHUEM
Macc-CIeKTPOCKONNM /s OIpefie-
JIEHUS IPOYKTOB MeTabomm3ma Xo-
jlecTepuHa B OmipKariiieM 6yayiieMm
CTaHyT PyTVHHBIMU TeCTaMU IpU
BHII tuma C [20].

IIpn BHII tuna C pgmarHos mop-
TBEPXKAETCs B C/Iydae BBIABICHIS
XapaKTepHON MyTaluy WIN CIIe-
U(UIECKOTO OKpalIMBaHMUA KYIIb-
Typbl pubpobractos. B 6nonrarax
PasIMYHBIX JIOKYCOB (IeYeHb, cefe-
3€HKa, KOCTHBII MO3T, TOYKM, JINM-
daTyeckue y3ybl, 1erkue, IIafKasd
MYCKy/JIaTypa, MMHJAIMHBI) OOHa-
PY>KMBAIOTCA TMEHUCTbIe KIETKMU
¢ munupgabiMu HIMK-monoxurennb-
HBIMIJ BK/TIOUEHVSIMI. DIeKTPOHHAS
MUKPOCKOISI TI03BOJISIET BBISIBUTH
B HellpOHaX KOHI[eHTpUYeCKue
IUTaCTYHYAThIe Tejla, JaHHbIe BU3Yya-
musanuu (MPT romosraoro mosra) —
CUMMETPUYHYI0 aTPOUI0 KOPHI,
MO3>K€4Ka, TUITOIIIa3MI0 MO3OJIC-
toro tena [1, 2, 10, 11].

B xavyecTBe IMArHOCTUYECKUX OMO-
mapkepos BHII tuma C1 C.V. Cluzeau
 coaBT. (2012) mpeIoKnIn NCIIONb-
30BaTh HA/INUME [IBYX OETKOBBIX CY0-
craHumit (rajeKTuH-3 U KaTerncuH),
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KOTOPBIE OIPEESIOTCS B CBIBOPOTKE
Kposu [21].

B.II. 3b1k0B (2007) cpenyu usMeHe-
HIIIT, OTMEYEHHBIX B XOfj€ 97IEKTPOIH-
1jedasIorpaMMBbl U XapaKTePHbIX IS
BHII tunos A n C, HasBas 3a/iep>KKy
¢dbopMupoBaHNA 6109TEKTPUIECKOI
aKTMBHOCTY MO3T4, JOMIHUPOBaHNE
MeJIJIEHHOBOTHOBOI aKTUBHOCTH Jie-
JbTa- U TeTa-[gualasoHa 4acTOTOI
1,5-3 Iy u 4-6 Iy ammmmrypoit 120-
200 MKB, pemykuuio aanoa—pMTMa,
PerucTpannio OCTPhIX BOMH, MUKOB
M JIOKaJIbHBIX M1V T€Hepann30BaH-
HBIX SMMIENTUIECKUX KOMIIIEKCOB,
IIUK-BOJHY yacToToit 1,5-3 Iy [2].
M.C. Patterson u coasrt. (2012) or-
METIMIN, YTO TIOKA3aTeNny PyTUHHBIX
MabopaTOPHBIX TECTOB, BKJIYAs
CTaHJapTHBIN MeTaboaMuecKuii
CKPUHUHT, OMOXMMUYECKUIT aHA/IN3
KPOBU U MCCIEfIOBaHe HECBSA3aHHO-
ro 6uapy6ouHa, y maryenTos ¢ BHIT
tuna C 06bIYHO He OTKIOHSIOTCH
OT HOpMBIL. B TO ke Bpemsi y Takux
OO/NIbHBIX OTMEYAEeTCHA CHIUKEHIeE
B IIJIa3Me XOJIeCTepMHA HU3KOI
U BBICOKOJI IVIOTHOCTY U TOBbILIE-
HUe YPOBHs TPUITUIEPUOB. AB-
TOPBI IPEAIOIOXKIIIN, YTO YPOBEHD
XOJIECTEPUHA BBICOKOI MIOTHOCTU
006paTHO KOPPENUPYeT C TAXKECTDIO
Omoxmmmdeckoro gpexHoruma [22].
II1pokoe pacIpoCTpaHe e MOy In-
JTa IMaTHOCTIMYECKAs! IIKa/Ia BEPOSIT-
Hocty BHIT tuma C (1ukama Bubypra).
Vapexc menee 40 6a/UI0B IpepIionara-
eT MaJIyio BepOsITHOCTb 3200/IeBaHMS,
ot 40 10 69 6a/7I0B — BEPOSITHOCTD 3a-
6oreBanms, a Bbiiie 70 6aIIoB — BBICO-
KYI0 BepOsITHOCTb [8, 23].

Mporno3 npu bHIN

K coxanenno, mporuos npu BHII
tuna A HebGmaronpusaTHbn. Jle-
TaJIbHBIJ MCXOJ] HacTylaeT B BO3-
pacTe Tpex-ueTbIpeX JIeT, HepeKo —
Ha IIepBOM TOfy KU3HMU [24].

BHII tnmia B xapakrepusyercst 6oree
67arompPUATHBIM IPOTHO30M, I103-
OHUMMU CpoKaMu MaHKdecranuu
U XPOHMYECK)M TeYeHMeM B OTCYT-
CTBJE€ HEBPOJIOTMYECKOI CUMIITOMA-
TUKM, MEHDIIIEN CTENEHbIO IeaTo-
cruteHomeranuu [24].

ITpn BHII tuna C 6e3 cueuundu-
YeCKOJl Tepamuy IPOTrHO3 Hebrma-
TONPUATHBIN: NMALMEHTHl YMUPAOT
IpeXJeBpeMeHHO, dYalle MeXHy
10 u 25 rogamu [24].

Nevenue

Cnenuduveckas rtepanus BHII
Tiuma A moxa He pa3paboTaHa, Ipo-
BOJIMTCS TOIBKO CUMIITOMAaTIY€ECKas
(1, 2, 10, 11]. TpancnmanTanus Koc-
THOTO MO3Ta, KaK 1 OPTOTONMYIeCcKast
TPAaHCIUIAHTAL[US TI€YeHM, IPU ITOM
ture HeapdexTnBHa [25].

IIpu BHII tnna By coBepiiennoner-
HUX IAIVIEHTOB BpauyeOHas TaKTUKa
HaIpaBJiecHa Ha CHIDKEHUE YPOBHA
XOJIeCTepUHA IO HOPMaJIbHBIX 3Ha-
yeHUI (IPUMEHSAIOTCA CTaTUHBI).
B psime ciyuaes nanueHTaM Tpedyer-
Cs1 TPAHCIUIAHTALMS KOCTHOTO MO3Ta
(1,2, 10, 11].

ITonpITKM TpaHCIIAHTALMM aMHU-
OLIMTOB C TePAINeBTIYECKON Le/NbI0
OKasaich besycremHbMu. Vmeror-
CS1 €UHNYIHBIE COOOIIEHNST O TPAHC-
IUTAHTALMK COMU/IHBIX OpPraHoB [1].
Henasno B CIIA 6pimym 3aBepiie-
HbI uccnenoBanus daser I o 3amec-
TUTeNbHOM 3H3uMOoTepanuyu BHII
tumna B. 3ariannpoBaHsl JjabHeltIe
uccrefoBanus ee a¢pdexruBHOCTIH [1].
o HemaBHEro BpeMeHM METO[OB
nedenus BHII tunma C He cymiec-
TBOBano. OOHAKO C IOSBIEHUEM
Ipemapara MUIJYCTAaT CUTyalus
usMeHmnace. B auBape 2009 r. pap-
MaKoJiornyeckas kommanus Actelion
Pharmaceuticals (IlIBeitapus) co-
obuia, 9to Muraycrar (3aBecka®)
HolTy4yu ogobpeHne B cTpaHax Es-
POIIEICKOTO CO03a [Isl JIe4eHMs
IPOTPeCcCUPYIIIMNX HEBPOIOTMYeC-
KUX IPOsABJIEHNI y JeTell U B3poc-
nbix ¢ BHII tuma C. B ToMm ke rony
npemnapar, npousBoguMbiii Almac
Pharma Services (Benukobpuranmus),
ObI/I 3apernCTPUpPOBaH B KaueCTBE
JIEKapCTBEHHOTO CpencTBa B Poccun
(Ne JICP-008892/09, 2009-11-05).
IIpenapar 3aBecka®, ABMARINICA
MHTMOUTOPOM ITIIOKO3UILIePaMUT-
CUHTa3Bl, MpefHa3HaYeH [/ Jie-
YeHMs JIM30COMaJIbHBIX OoesHeit
HaKoIUIeHus (BKm0o4as 60e3Hb
Towe Tuma 1, BHII tuna C u fp.).
Ietsam ot yeTbipex mo 11 yeT fosa
mpemapaTta IOZOMpaeTCcss UCXO[s
M3 IIOLIAfM IOBEPXHOCTM Teja
(> 1,25 M* - 200 mr Tpu pasa B [ieHb,
> 0,88-1,25 m? - 200 mr gBa pasa
B fieHb, > 0,73-0,88 m? — 100 mMr Tpu
pasa B geHb, > 0,47-0,73 m? - 100 Mr
IiBa pasa B JieHb, < 0,47 m> - 100 mr
OIIVH pa3 B JIeHb), AllVIeHTaM CTap-
mwe 12 et — 200 Mr Tpu pasa B [iEHb.
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B xope paHZOMM3UPOBAHHOIO
KOHTPOJMPYEMOTr0 MCCIef0Ba-
Hus Obna pokasaHa 3¢¢exTus-
HOCTb Muriycrara B nedenun BHII
tuna C. Y manmeHTOB, IPUHU-
MaBIIMX MUIIYCTAaT, OTMEYaNnch
yAydlleHY e HEeBPONOTUYeCKOI
CMMIOTOMATUKY U 3aMeJlJieHNe/cTa-
6unusanus sabonesanns [26].

B. Heron u coasr. (2012) npexcra-
BUJIV JAHHBIE O IIPYMEHEeHNM [TpeTIa-
pata murnycrat npu BHII tuna Cy
dpaHIY3CKOI KOTOPTH feTell
(20 maumeHToB ¢ paHHell MHpaAH-
TWIBHOIL, IIO3/IHel MH(AHTIIBHOIN
U I0BeHMIbHOI dopMamu pebiora
6oresHM), yKas3as, 4TO JIeUeHNe CIO-
COOHO YIYYIINTD UK CTaOUN3KPO-
BaTh HEBPOJIOTMYECKIIE TIPOSIBICHIIS

a HoMepa: OphaHHble 3a00M1eBaHuA

3aboneBanus mpu Bcex popmax Je-
61o0Ta [27].

B mocnemHue rofmbl MOABUICA €Il
onuH Metop tepanuu BHII tuma C -
mpemnapar 2-TUApOoKCUIponui-6era-
LMK/IOfeKCTpuHA (IapeHTepaabHas
¢dopma) [28]. B HacTosIee BpeMs
9TOT METOf, IIPOXORUT dasy KIMHMU-
YeCKUX UCIbITaHum [29].

H. Pipalia u coasrt. (2011) [30],
a Taxxe P. Helquist un coasr. (2013)
[31] mpexmomoxuan, 4T0 UHTUOM-
TOpBI TUCTOH-fealneTnnaas (Hampu-
Mep, BOPMHOCTAT — Ipemnapar Ais
JedeHUs KOXXKHOI T-KaeTodHOiT
AUMQOMBI) MOT'YT IPUMEHATHCSH
B mannuatruBHoM nedeHuy BHII
tumna C (g5 3aMefIeHNsI TpoTrpec-
CUpPOBaHMs 3a00I€BAHNS 1 CHIDKE-

HIUST aKKYMYJISIUM XO/TeCTepuHa
B pubpobnacrax).

3aknioyeHue

3a 100 met, mpOIIEALTNX C MOMEHTA
nepsoro onucanua BHII, noasu-
JINCh HOBbIE METOJBI JIMATHOCTUKMA
U JIe4eHNs ITON IPYIIBI 3ab07eBa-
Huit. B Poccun BpipaboTaH Myib-
TUAUCHUIUIMHAPHBIN MOAXON K Be-
neHno nanuentoB ¢ BHII, o gyem
CBUJIETE/IbCTBYIOT MHOTOYMC/IEHHDIE
nyomukanym [32-42]. VI camoe raB-
HOe — TIOSIBUJICSI COBPEMEHHBIN CIIOo-
c06 dapMaKoIOrMYecKoro jgedeHms
BHIT tumna C (mpemapaT MUIIYCTAT),
4YTO KOpPEeHHBIM 00pasoM MeHs-
eT NPOTHO3 U yIy4llaeT KauyecTBO
SKV3HU TIALIMEHTOB.
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