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Onpenenenue

bone3ns I'entunrrona (BI')) — 92To HacleICTBEHHOE HEYKIOHHO
MPOrpeECCUPYIOIEe  HEWpoJereHepaTUBHOE  3a00JIeBaHUE C  ayTOCOMHO-
JOMUHAHTHBIM  THIIOM  HACJIEJOBAHMS W  IIOJHOM  NEHETPAHTHOCTHIO,
pa3BUBaIOIIEeCs BCIEJICTBUE SKCMAHCUM TPUHYKIECOTHAHBbIX moBTOopoB CAG B
nepBoM 3k30He reHa HTT, yokann3oBaHHOrO Ha KOPOTKOM ILUIEYE YETBEPTOM
XPOMOCOMBI U KOJIUPYIOIIETO O€JIOK T€HTUHTTHH. AyTOCOMHO-IOMUHAHTHBIN THUI
Haclle/IoBaHus 03HaudaeT, uTo (1) nuima 00oero mosa ¢ OJMHAKOBOW BEPOSTHOCTHIO
MoOTyT HOocHTh MyTanuto bI'; (2) BI' MoxkeT nmepenaBaThCsi Kak MO MYXKCKOH, TaK H
10 KeHCKOM nuHuM; (3) KaXIbplii peOEHOK B CEMbE C POJMUTENEM, SIBJISIOIIAMCS
reTepo3uroTHeIM Hocutesnem myrtauuu bI', mmeer 50 % pucka yHacnenoBaHHs
MyTalUu 3TOro 3a0osieBaHUs (B CiIy4yae TOMO3UTIOTHOTO HOCUTENBCTBA MYTallUU
BI' nmocnenusis mepenactcs KaKAoMy MPEACTaBUTEN0 MOTOMCTBa). B Hacrosiee
BpeMs HE CYIIECTBYET OJOOPEHHBIX METO/I0B, MO3BOJISIONINX U3JIEUYUTh, 3aMEJIUTh
WIM OCTAaHOBUTH IporpeccupoBanue bl', ogHako IOMKHOE CHUMITOMATHYECKOE
JIeYEHHUE MALMEHTOB C ATUM 3a00J€BaHUEM MO3BOJISIET YJIYUIINTh KAYECTBO XKU3HU
KaK caMUX ITalIMEHTOB, TaK U YXAKWBAKOUIUX 3a HUMHU JIUL U POJCTBEHHUKOB.

JTHOJIOTUA U NIATOreHe3

bI" pa3BuBaetcs Beienctsue myrtanuu B rene HTT (panee n3BectHoM kak I T-
15), KOTOpPBII PacnoIOKEH B IUCTAIILHOM y4acTKe KOPOTKOTO Iieda YeTBEPTOM
xpoMocoMbl. CyTh MyTallMH 3aKJIFOYAETCS B OKCHIAHCUU (YBEJIIMYEHUHU KOJIMYECTBA)
TPUHYKJICOTUTHBIX TOBTOPOB CAG (LIMTO3MH—a/ICHUH-TYaHUH) B TIEPBOM IK30HE
yKazaHHOTO reHa 6osee 35. Takum o6pazom, Hanmume y cyobexta CAG-1oBTOpOB B
KoamuecTBe 36 u Oosee naxe Ha o HOM U3 autesneit rena HT T Oyner o3Hauath
HOCUTENBCTBO MyTalnu bI'. 3TO mpuBOIUT K TOMY, YTO C MyTaHTHOTO T'€Ha
CUHTE3UpYyeTCs OETOK TEHTUHITHUH C MATOJIOTMYECKON CTPYKTYPOil — U30BITOYHBIM
COJIep’KaHHEM OCTAaTKOB aMUHOKHUCIIOTHI rimyTamMuHa. KpaitHe penko BcTpevaroTcs
CJIy4ad TOMO3UTOTHOTO HocuTenbecTBa MmyTauuu bl'. [IpumedarensHo, 4To
TOMO3UI'OTHOE HOCUTENBCTBO MYTAllUU HE BIUSET 3HAYMMBIM 00pa3oM Ha
KJIMHUYECKHE 0COOEHHOCTHU U Bo3pacT Aelrota bI' mo cpaBHEHUIO ¢ reTepO3UrOTHHIM
HOCHUTEJIbCTBOM.

Okcnpeccus rena HTT mHabmrogaeTcs Bo BceX opraHax M TKaHSX, OJTHAKO B
HanOOJIbILIEH CTENEHN OHA BbIpakKeHa B TOJIOBHOM MO3re U simukax. OyHKIus Oenka
TeHTUHITUHA OCTAETCs 10 KOHLIA HE BBIICHEHHOM, OJTHAKO U3BECTHO, YTO
TeHTUHTTUH, COJICP KA MaTOJIOTUIECKUN TTOJIUTITYTAMUHOBBIN (hparMeHT,
TOKCHUYEH JJI KJIIETOK TOJIOBHOTO MO3Ta M MPUBOIUT K UX MPOTPECCUPYIOLIEH
rubdenu. C maroMopdoaorndeckoit TOUKH 3peHusi, Hanboiee xapakTepHbIM J1st bl
SBJISIETCSI TIOCTETIEHHO HapacTaroIias aTpodus CTPYKTYp MOJIOCATOrO Tela
(XBOCTaTOE SIAPO U CKOPIYMA) € MOCIEAYIOUIUM BOBJICYEHUEM B MATOJOTUYECKUIA
IpOLECC IPYrux 00JacTei roJOBHOIO MO3Ta, BKIIIOUYask KOPY OOJIBIIUX MOTYIIApHil.
[IpumMeuartenbHO, YTO, 1O JaHHBIM HaOo1aTeNbHbIX uccnenoBanuii PREDICT-HD
u TRACK-HD, He3HaunTebHO BhIpaKEHHbIEC KIMHUUECKHUE MIPOSBIECHUS MOTOPHOM



TuC(hYHKINH, KOTHUTUBHBIX U MTOBEJEHYCCKUX N3MEHEHUI HAYNHAIOT MPOSIBISTHCS
y HocuTenen myTanuu bl emé 10 momeHnTa (mpuMepHo, 3a 10 jieT) ycTaHOBIEHUS
KJIMHUYECKOT0 JUarHo3a 3Toro 3a0oieBaHus, a n30upaTelibHas peruoHaIbHas
aTpo(us BelecTBa roJIOBHOIO0 MO3ra HAUYMHAET pa3BUBAThCS yxe 3a 12—15 net no
kinHIYeckoro nebrota bI'. BI' xapakTepusyercs mojHOM NEeHETPaHTHOCTHIO, T.€.
MIPU HAJTMYUU COOTBETCTBYIONIECH MyTaluu 3aboneBanue pazpuBaercs B 100 %
CJIy4aeB, €CJIM CYOBEKT J0KUBAET IO COOTBETCTBYIOIIEro Bo3pacTta. Bo3spact aebroTa
BI' umeet 0OpaTHO PONOPIIMOHATBHYIO 3aBUCUMOCTD 0T KonuectBa CAG-
MOBTOPOB — Y€M UX 00JIbllIe, TEM paHbIIIe MOSBISIOTCS CUMITOMBI 3a00JI€BaHUSI.
Tak, npu Hanmmuuu CAG-3kcniancun B 36—39 nmoTopoBs ne6roT bI' ¢ 6ombIoi
BEPOATHOCTHIO MOXKHO OXKMJIATh mocie 65 jet, a B ciiydae 60 CAG nmoBTopoB u
OoJee BEpOATHEE BCETO pa3BUTHE I0BeHWIbHOU (popmbl BI' ¢ gedroTom B Bo3pacte 20
net u panee. Ha noito roBeHunsHOM hopmel BI', B cpegHeM, mpuxoautcst okosio 5 %
naryueHToB. TakuM 00pa3oM, yIUTHIBAsI, YTO HOCUTENh MYTaIllUA MOXKET HE JTIOKHUTh
10 Bo3pacta ne6rora bI' B cuity unbIx npuunH, GpopmansHo, Hamnure CAG-
DKCHaHCUU B 36—39 MOBTOPOB XapaKTEPU3YETCS HEMOIHOW MIEHETPAHTHOCTBIO.
Bwmecte ¢ Tem, Bennunna CAG-skcniancuu ornpezenser Bo3pact aedtora bI'
npuMepHo Ha 56 % — ocraromasicst BapuadeIbHOCTh MOYKET ObITh CIEICTBUEM KaK
BITUSTHUSI MHBIX TEHETHYCCKUX PA3THUNN (B TOM YHCIIE MO3aUIIN3M H COMAaTHYECKas
HecTabmibHOCTH CAG-TIOBTOPOB), Tak U IeUCTBUS (PaKTOPOB BHEIIHEH cpebl [2].
Takum obpazom, bI" MmoxkeT nedroTUpOBaTh B TIOOOM BO3pacTe —
MPEUMYIIIECTBEHHO, B 3aBUCUMOCTH OT BeanunHbl CAG-3Kcnancuu — u
XapaKTEePHU3yeTCs HATMYMEM y CYOBEKTOB MEPHO/Ia ACUMIITOMHOTO HOCUTEIHLCTBA
myTaruu. Bemnmanaa skcmancun CAG-1moBTOpOB, Kak MpaBuiio, HApacTaeT B
MOCJIEYIONTUX MMOKOJCHUSX, 0COOCHHO TIPH Mepejaue MyTaHTHOTO T'eHa 110
OTIIOBCKOMW JTMHUM — TaK Ha3bIBa€MbIii ()EHOMEH «OTIIOBCKOMU Mepeaaun.
YBenuueHue u3 mokoJieHusl B mokojieHne yrciia CAGIoBTOpOB MPUBOANT K Ooee
paHHEMY MPOSIBICHUIO B KAXJIOM IMOCJIEIYIONEM MTOKOJICHUH CUMITOMOB b’
(beHOMEH aHTUIUTIALINHN ).

InuIeMHOJIOT S

BI' otHOocuTCs K oOpdaHHBIM 3a00JIeBaHUSM, T.K. €€ pacnpoCTPaHEHHOCTh
coctaBisieT MmeHee 10 ciaydaeB Ha 100 000 nacenenusi. Pactipoctpanénnocts bI' B
Poccuiickon dexepaniii B LEJIOM HHUKOTIa HE OLEHUBAIACH — CYLIECTBYIOT
Pa3pO3HEHHBIE JIUJIEMHOJOTMYECKUE JaHHbIE IO pacnpocTpaHéHHoctd bBIT B
OTHENbHBIX peruoHax Poccun; mpu 3TOM METOMOJOTHS 3THUX HCCIEIOBAHUMN
CYIIECTBEHHO OTJIMYalach JPYr OT Jpyra — TakK, HalpuMep, B OOJBITHHCTBE
HCCea0BaHni nmoaTeepxaaromas auarao3 JJHK-auarnoctuka npoBoiniiach JIUIb B
CAUHUYHBIX ClydasX, 4TO co34aéT puck peructpanuu ¢enokonuii bl
Pacnpoctpanénnocts BT B Mupe wumeer psg ocobenHocrei. Ilo  maHHBIM,
crucTeMaTHYeckoro o030pa W MeraaHanusa Pringsheim et al.,, stor mokasarensb
coctasisieT 5,7 Ha 100 000 Hacenenus B CeBepHoit Amepuke, EBpone u ABcTpanuu,
B TO BpeMs Kak B A3uu pacnpocTpaH€éHHOCTh BI' cymecrBeHHo Huxe — 0,4 Ha 100
000 wnacenenust [8]. ITo maHHBIM cucTemaTHueckoro ob03opa Rawlins et al.,



pactpoctpanénHocth bI' (Ha 100 000 nHaceneHus) B pa3iauyHBIX PErHMOHAX MUpa
cnenytomas: Azua — 0,4; LlenrpanbHas u Bocrounass EBpona — 2,17; CeBepHas
Awmepuka — 7,33; Okeanus — 5,63; BenukoOputanuss — 6,68; 3anagnas EBpoma
— 3,6. Mcxoas U3 TeKymux npeacTaBieHuit o pacnpoctpanéHHoct bI' B EBpornie, B
Poccun moxuo oxwumate or 3 000 mo & 000 TOJIBLKO CHUMITOMHBIX HOCHUTEJEH
myTtanuu bI'. [IpumedarensHO, 4TO MOMUMO CeMENHBIX ciay4daeB bl cymiecTByror u
NAlMEHThl 0€3 OTATOMIEHHOTO MO 3TOMY 3a00JIEBAaHUIO CEMEHHOro aHaMHe3a, y
KoTOpbiXx MyTtamuss bIT Bo3nmkia de novo. Takuwe ciiydam COCTaBISIFOT, II0
pasznuyHbIM onieHKam, 5—10 % oT o61iero KoiMyecTna naiueHTos ¢ bI'.

Knaccnpuxauus

[IpuHuMas BO BHUMaHHE OCOOCHHOCTHU reHeTHKU BbI', HOCUTEIHCTBO MyTallUd ATOTO
3a00JIcBaHUs MOXET OBITh pa3JieJICHO Ha acUMNOTOMHBIAH (premanifest) wu
cuMnTOMHBIN (Manifest) mepuoabl. ACHMOTOMHBIH TIEPUOJ MOApa3ACIsIeTCS Ha
AOCHMITOMHBIH (presymptomatic), B TedeHHe KOTOPOTo y HOCHTENs MyTaruu bl
HE OTMEYaeTCs HHUKAKUX CYObEKTHUBHBIX, KIMHUYECKUX WM HU3MEPSIEMbBIX
WHCTPYMEHTAJIbHO M3MEHEHMH (kak mpaswmio, 3To 10—15 mer pgo nebrora BI), u
npoapoMaibHblii  (prodromal), KoTophIii  XapakTepusyeTrcs  MOCTEICHHBIM
MOSIBJICHUEM  CJIa00  BBIPAKEHHBIX JIBUTATENbHBIX, KOTHUTHUBHBIX U  (UJIN)
MOBEJCHYCCKUX W3MEHEHWH, HE IMO3BOJIIONIMX IPH 3TOM TOCTaBUTH (POPMAILHO
KJIIMHU4Yeckuil nuartos bl

[lo ximuHMYyeckoMy  ¢GEHOTHIY Ha  OCHOBAaHMUM  IPEBAJIUPOBAHMS
OMpeIeIEHHOTO CUHAPOMA YCIOBHO pa3finyaroT clieayromue popmel bl
1. «Knaccudeckas» runepKuHeTHIeCKasl.
2. Purnnnas:

e (oBeHWIbHAs (BapuaHT Bectdans) — nedrot B 20 JieT 1 paHbIIIe;

® TIO3JHAS: HEPEAKO SBISIETCS CIEACTBUEM ImporpeccupoBanus bl ¢
TpaHcopMareil KIMHUYECKOW KapTUHBI TUIIEPKUHETUYECKOTO CHUHAPOMA B
OpaIuKUHE3UIO0 C IKCTPANUPAMUTHON MBIIIEUHON PUTHAHOCTHIO; MPUMEPHO
y 10 % B3pocnbix mnanueHTtoB Ae0i0T BIT mpoucxoauT ¢ aKWHETHKO-
PUTHUAHOTO CUHJPOMa C MUHUMAaJIbHBIMU MIPOSIBIEHUSIMU XOPEHU.
3. Ilcuxuueckasi (HE UMEET CAMOCTOATEIIBHOTO 3HAYEHHUS U BBIACISAETCA IPU PE3KOM
MIPEBAIUPOBAHUH MICUXUYECKUX CUMITOMOB HaJ HEBPOJIOTUYECKOU
CUMIITOMATHKOM ).



POuznkajabHoe 00c/Ie10BaHNe

Pexkomenayercss moapoOHO OCMOTpPETh MAlMEHTa Ha NpPEeaIMeT HaIu4yus
pa3IMYHBIX BapHAHTOB JBUTATEJIBbHBIX PACCTPOMCTB: XOpeH (HEPUTMUUHBIE,
OTPBIBUCTBIE, KAXKYIIMECS MPOM3BOJIBHBIMU JIBUJKEHHSA), aTeTo3a (3aMeIJICHHBIE,
M3BHUBAIOIINECS, YEpBEOOpa3HbIC MABIKEHHUsS), Oamumm3ma (pe3kue, pa3MallucThble
JIBWKEHMSI, KAaK IIPAaBUJIO, BOBJIEKAIOIIUE KOHEYHOCTb LEIUKOM), JUCTOHUU
(HEpUTMHUYHBIE MENJICHHBIE MBIIICYHbIE COKpPAILIEHUS, 4YacTO MPUBOASILUE K
(OpMUPOBAHNIO MATOJOTMYECKOW MO3blI), MHUOKIOHYCA (BHE3AIHBIC, OTPHIBUCTHIC
JBYKEHHUS 10 TUITY «yJapa 3JEKTPUUECKUM TOKOM), TApKUHCOHU3MA.

KorauTuBHbIE HapyILIEHNsI BO3HUKAIOT YK€ HAa paHHUX 3Tarax 3a00JeBaHus U
CIIy’KaT IIPAaKTHUYECKH YHMBEPCAJIbHBIM mNposBiaeHueM bI', Bappupys mo csoen
BbIpaXEHHOCTU. B HauOomplneil cTenmeHu CTpajaloT HCTIOJIHHUTEIbHbIC (YHKIUH,
CIOCOOHOCTh IUIAHUPOBATH M OLIEHUBATh JIEWCTBHS, a TaKKe€ HMIYJbCUBHOE
NOBEACHUE. Y MHOIMX NAIUMEHTOB OTMEYAaeTCs 3aMEIJICHHE IICUXOMOTOPHBIX
IIPOLIECCOB, COMPOBOXKIAIOIIECECS anaTHEd, CHWKEHHEM WHHUIMATUBHOCTH U
BHUMaHUs K cebe. OlleHKa KOTHUTUBHBIX HApyIIEHUH MOXET IPOBOAMUTHCS C
NPUMEHEHUEM HEHWPOICUXOJIOTMYECKUX IIKad U TeCTOB. C NPAKTUYECKON LEIBIO
MOKHO TMOJIb30BaThcs MmKaoii MMSE (kpaTkas mIKaja OLNEHKM KOTHUTHBHOTO
CTaTyca), SBJIIOIIECHCS MHCTPYMEHTOM CKPUHUHIA Ha HAJIMYUE JAEMEHIUH, TECTOM
pucoBanus yacoB u mkaoir MOCA (Monpeasbckas ImKaia OIeHKH KOTHUTHBHOTO
cratyca). /JlonoJHUTENbHO MOTYT IPUMEHSTHCA U IPYyTrUe HEUpPONCUXOJIOTUYECKUE
LIKaJIbl, HanpuMep, TecThl CTpyIa, TECT HAa COMOCTaBICHUE CUMBOJIOB U LU(Dp, TECT
noctpoenus nytu u np. Ilo mepe mporpeccupoBanus 3a001€BaHUs KOTHUTHUBHBIE
HapyILIEHUs JOCTUTAlOT CTETIEHH IEMEHLIUU.

IIcuxuueckue HapyuweHus npu blT xapakrepusyrorcs, B IIEpBYKO OuY€pelb,
nenpeccuel u TpeBorod. Takxke y TakuX TMAIMEHTOB HEPEIKO HaOI0aeTCs
pa3gpaXUTEIbHOCTh, KOTOpAasi HWHOTAA SBJISETCS IPUYUHOM  arpecCUBHOIO
nopeAcHus. Pa3BuTue TPEBOTH, Pa3[PaKUTEIBHOCTH, Aarpeccuy, amnaTuu,
nepceBepaiuii, 00CeCCUBHO-KOMITYJbCUBHBIX PACCTPOMCTB MOXKET 3HAYUTEIHLHO
yXyJIIaTh Ka4e€CTBO KWU3HU JIUII, KUBYIIUX BMECTE C TaKUMHU OOJbHBIMU. Pexe y
OoonbHbIXx BI' Moryr HaOmomaTbcs TCMX03bl. Peann3oBaHHBIE CYUIUIBI U
CyuIIMJabHbIE TOMBITKU BcTpewatorcss npu BIT B 4 pasza wamie, yem B oOiei
MOMYJISILUU, U B 5 % CiTy4yaeB ABISIIOTCSA NPUUMHOW CMEPTHU MPU ITOM 3a00JIEBAHHH.
B cBsi3u ¢ 3TuM, npu oOcClieIOBaHUM U OOIIEHUHM C TAlMEHTOM U YJIEHaMH €ro
CEMBbU/YXKUBAIOIUM JIMIIOM CJIEIyeT AaKTUBHO pacCIpalinBaTh O HAJIWYUAU
CYMIMJATIBHBIX MbICIIEH U (WK) AEUCTBUM Yy HOCUTENs: MyTauuu bI'.

Jns BI' xapaktepHo Takke CHW)XKEHHME Macchl Tena. Y OOJBIIMHCTBA
MAlMEHTOB 3TO OTMEUAeTCs Ha MO3JHUX CTaausx 3a00JeBaHMS, OJIHAKO B PsjeC
CllyyaeB »dTO MOXKeT HaOmojgatbes M Ha panHux odtanax bI. Ilo wmepe
MPOTPECCUPOBAHUS TATOJIOTHYECKOTO TMPOIIECCa, CHUKEHUE MACChl Tejla MOXKET
JOCTUTaTh Kaxekcuu. B CBs3M ¢ 3TuM, Tpu 00CiIeIOBaHUU MaiueHToB ¢ bI°
HEO0OXOJMMO U3MEPATh UX MACCy Teja, POCT U PacCCUMTHIBATh MHACKC MAacChl Teja
(UMT). Ilporpeccupyroiliee CHUXEHHE MACChl Tella HE COMNPOBOKIAETCS
aHOpEKCHel, Ha000pOT, — dYallle BCEro, y manueHToB ¢ bl anmeTut moBkImIaeTcs.
Henocrarounass kamopuidHOCT, B panuoHe Yy OoiabHBIX ¢ bIT — moBosibHO
pactpocTpaHEHHOE SIBJICHHE W SBISETCS OJHUM U3 (DAKTOPOB TOBBINICHHOMN
cmeptHocTH. [lo manaeiMm Myers et al., 6onee Beicokuit UMT accomumpoBan c



0oJsiee MeIIICHHBIM ITporpeccupoBanneM bI', a B pabore Aziz et al. 6pu10 MOKa3aHo,
yro yem Oonbiie BennunHa CAG skcmaHcuu, TeM ObICTpee TEMIbl CHUKCHHS
Macchl Teja, 4YT0, BO3MOKHO, CBSI3aHO C TUIIEPMETa00JIM3MOM Y TaKUX MAalUEHTOB

I/IHCprMeHTaJILHaH ANArHoCTuKa

PGKOMCHI{YGTCH BBIITOJIHATD 39F-HCCJ’I€I{OB3HH€ IIpH IIOJO3PCHUHU HA HAJTUYIHC
Yy HnanucHTa JSIIHICITUYCCKUX IIPUCTYIIOB. UIaIue BCETO JOTO OTMCYHACTCA Y
IMIanrcHTOB C ,ZI€6I-0TOM 3a00J1¢BaHUs B MOJIOOIOM BO3pacCTc.

MaruutHo-pe3oHaHCHasE ToMmorpadus © PEHTTEHOBCKAas KOMIbIOTEpHas
ToMorpadusi peKOMEHIYIOTCS K MPOBEACHUIO IS OCYIIECTBICHHS JaIbHEHIIEero
JUAarHOCTUYECKOTO MOUCKA IpU oTpuuarensHoM pesyaprare JJHK-rectupoBanus Ha
bI' y nmanmeHnTa co cX0XKUMHU KIMHUYECKAUMU IPOSBICHUSAMMU.

Jleyenue

OrtuomnaroreHernueckoe JieueHne bIT (B TOM uyucime mjie aCHMIOTOMHBIX
HOCHUTeNIed MyTaluu 3a0oJieBaHus) HE pa3paboraHo. PexomeHayercs NMpOBOIUTH
MallMEHTAM MEIMKAMEHTO3HYIO TEpaIlnio, HAPABICHHYK HAa CHUMIITOMATHYECKYIO
KOPPEKIMIO JBUTATENbHBIX HapylieHUH, apQGEeKTUBHBIX W  MCUXOTUYECKHUX
PacCTPOUCTB.

st xoppekiuu xopeu npu bI' Pexomenayercst npuMeHeHne TeTpabeHa3nHa
(Ipu OTCYTCTBUHM y MAlMEHTA CyUIIUAAIBHBIX MPOSIBICHUH, qucharuu, ernpeccum,
pPa3IpaXUTEIILHOCTH, arpecCM U WHBIX MPOTHUBOINOKA3aHUM K Ha3HAYCHUIO
TeTpabeHa3uHa).

OCHOBHBIM MEXaHU3MOM JEHCTBUA TeTpaOeHa3WHa SIBISIETCS CEJEKTUBHOE U
oOpaTuMoe MHTHOUPOBAaHUE BE3UKYISIPHOIO MepeHocuYrKa MoHoaMuHOB (BITA) 2-
ro TUMNA, KOTOPbIA INMPOKO MPEACTABICH B TOJIOBHOM MO3re (B YacTHOCTH, B
MOJIOCATOM TeJI€) U YYacTBYET B LIUTOIUIA3MAaTUYECKOM TpaHCIOpTe nodaMuHA U
€ro JEMOHMPOBAaHUU B CHHANTHYECKUX Be3WKyaax. HeoOXOoaMMO OTMETUTH, UTO
IpY ITUTEIHHOM MPUMEHEHNU () (PEeKTUBHOCTh TeTpabeHa3nHa CTAHOBUTCS MEHEE
BBIPKEHHON HECMOTPSI Ha MOBBIIIICHUE 10361 TIpenapara. JleiictBue TeTpabenasnna
B OTHOILIEHUH XOPEU HEOOXOAMMO COOTHOCHTH C BO3MOKHBIMHM HEXEJaTeJIbHBIMU
peakuusiMd OT €ro MPUMEHEHMs: HapylIeHUEe CHa, OECHOKOWCTBO, JEINpeccus,
TpeBora u napkuHcoHusM. Jlenpeccus npu bl accoummpoBaHa ¢ CyHLIMAATbHBIM
noBegeHueM. Takke, o nanueiM PKU, npumeHenue terpabeHa3nHa MPUBOIUIO K
HEOOJIBIIIOMY CHIDKeHMIO (yHKIMOHaimbHOTO Oayia mo mkaine UHDRS, a takxke
HECKOJIBKO ~ YXYAIIAJIO TOKa3aTeiab ureHuss ciaoB B Tecte Crpyma Ha
UHTEPPEPEHIINIO, YTO SBIISIETCS HEOJIAronpUsTHHIM MPOTHOCTUYECKUM MPU3HAKOM
B pelleHnuH 3a7a4 (PMHAHCOBOTO XapaKTepa U CIOCOOHOCTH 0€30MaCHOTO BOXKJICHHUS
apromoOunsi. I[lpuMeHeHue TeTpaOeHa3MHa COMPSIKEHO TAaKXKE C BO3MOXKHBIM
pazBuTHeM Aucaruv, KoTopas sBisieTcss (aKTOpOM pHCKa aCHUpPAlMOHHOU
MHEBMOHUH, OJHOM M3 YacThIX mpuuuH cmeptu npu bI. Takum oOpaszom, nérkas
Jenpeccusl 10 WM MOCJ€ Hadajla JICYEHUs HE SIBISETCS NPOTUBOIIOKAa3aHUEM K
Tepanuu TeTpabeHa3uHoOM, OJTHAKO MOXKET MOoTpeOOBaTh COBMECTHOI'O MPUMEHEHUS
aHTHIenpeccanTa. TeTpaOeHa3uH MOXKET paccMaTpUBAThCA Kak Mpenapar BbIOopa
JUISl KOPPEKUMU XOpeU NpPU OTCYTCTBHM B KIMHUYECKOW KApTHHE y MallMeHTa
TSKEJIOW JIENIPECCUU, TICUX03a WIHM arpeCCUBHOIO noseaeHusa. Ha no3qHux craausx
3a00JIeBaHUs, COMPOBOXKIAIOUINXCS  aKMHE3UEH, BBIPAKCHHON  MBIIICYHON



PUTHUIHOCTHIO U (M) CIIACTUYHOCTHIO, TPEOyeTCsl OTMEHA TeTpaOeHa3nHa, Tak Kak
MOCJIETHAN yCWJIMBAET BBIPAXKEHHOCTh 3THUX CHUMNTOMOB. Ilomumo 3toro,
IpUMEHEHUE TeTpabeHa3uHa MOXKET MPUBOANTD K yJIIMHEHHIO HHTepBaia QTcC, uto
tpebyer OKI'-moHuTOpMHra mnpu mnoabope n03bl npenapara. HaganpHas 1o3a
TeTpabeHa3uHa COCTaBIsAeT 12,5 Mr B CyTKH; yBEJIMYUBAaTh CYTOUHYIO J03Y
(xotopas paznensierca Ha 2—3 npuéma) Pekomennyercs Ha 12,5 Mr ¢ marom B oiHy
HEJEIIO J0 JOCTUKEHUS ONTUMAIbHOIO KIMHUYECKOro 3 dexra (pekomMeHryemast
MaKCHUMaJsbHasl CyTOYHas 1032 — 75 MT).

KiloHazenmaMm OTHOCHUTCS K KOPOTKOJIEHCTBYIOIIMM IIpenaparaM W3 TPYIIbI
OEH30/IMa3eMMHOB U HAmOOJee YacTo MPUMEHSETCS CIENUaINCTaMU B KadecTBE
BCIIOMOTATEIbHOM TEpaIuy MPU HAIWYWAK Yy TAIHMEHTa COMYTCTBYIOIIEW TPEBOTH.
Kionazemnam MoskeT ObITh TaKKe MOJIE3€H NMPU KOPPEKIUA MUOKIOHUM U AUCTOHUU
npu bI', a Taxxke HapylieHul cHa. /[ yMEHbIIEHUS BBIPAXKEHHOCTU Xopeu nipu bI'
IpEeANPUHUMAIINCH IIOITBITKU IIPUMEHEHUSA IIPOTUBOAIIUIICIITUYECKUX
JIEKapCTBEHHBIX MPENAapaToB, TAKUX KAaK JIEBETUPALIETAM U BaJIbIIPOEBasi KUCIIOTA.
O6a sTu npemnapara crocOOCTBYIOT YBEJTUUYEHUIO MACChI Tela U 3()(PEKTUBHBI TaKKe
B OTHOLICHWM MUOKIOHMU mnpu bBI. Bmecte ¢ TeM, ONBIT NMPUMEHEHUS OSTHUX
JIEKapCTBEHHBIX NPENapaToB OTPaHWYEH ONMCAHUEM OTIEIbHBIX KIMHUYECKUX
ciydaeB. BaxHo OTMETUTBH, YTO HE BCErJa HEOOXOAUMO 000 1IEHON YMEHBIIUTh
y MalMEeHTa BBIPAXKEHHOCTh XOPENYECKOTO TUIepkuHe3a. [Ipu pemennn Bomnpoca o
LEJIECO00PA3HOCTH JIEKAPCTBEHHOW KOPPEKLHMHU XOPEU CIEAYET UCXOAHUTh U3 TOTO,
HACKOJIbKO OOpEMEHUTENbHBIM TMIEPKUHE3 SBISAECTCA JUIsl caMoro nanueHta. J[is
Koppekuuu auctonuu npu bl' pexkomennyercsa paccmarpuBarh npuMmeHenue JIOK,
a B psJe CIyuaeB — HHBEKUUU OOTYyJOTOKCHMHA (ImpH (POKAIbHBIX AUCTOHUSIX),
OaksodeH, OCH30/IMA3CTIHHBI.
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