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CoBpeMeHHbIE OAX0/bI K MEANKAMEHTO3HOM
KOPpEeKIMH XopeH mpH 00/1e3HM I eHTHHTITOHA

FO.A. Ceausépcmos, C.A. Karvownukoe

B cTatbe ocBelLeHbl AOCTYMHbIe HA CeroAHALWHNI AeHb NOAXOAbl K MEANKAMEHTO3HOM KOPPEKLMN XOPENYECKMX MMNepKuHe-
30B Npy 601e3HU [EHTUHITOHA C YH4ETOM MMEIOLLIMXCS CBEAEHUI OTHOCUTENIbHO 6e30MacHOCTU 1 3HEKTUBHOCTN Ha3Ha4a-
eMbIX JIeKapCTBEHHbIX NPenapaToB, Pe3yibTaToB NPOBOAMBLUNXCS KIMHUYECKMX nccneaoBaHnii. OGCyXaatoTcs nokasaHms n
NnpoTMBOMNOKa3aHus, a Takke NoboyHbIe AEeNCTBUS Pa3INYHbIX FPYMn NpenapaTos, BKYas TUMNYHBbIE U aTUMUYHbIE HEPO-
nentuku, TeTpabeHasunH, 6eH3oavasennHbl, amaHTaauHbl 1 ap. MoayvepkuBaeTcs, YTo AokasaTesibHasa 6a3a no NpPUMeHeHuIo
6onbLUMHCTBA 06CY>XAAaEMbIX MPenapaToB A KOPPEKLMM XOPEN HEA0CTATOYHA, YTO OrPaHNYMBAET COCTaBNEHME KOHKPETHbIX
KIIVHNYECKUX PEKOMEHAALMI, NPY 3TOM Ha3HavyeHne npenapaToB OCHOBLIBAETCS HA MPAKTUHECKOM OMnblTe CheumnanvcTos,
oueHuBarLWwmMx Npoduib 6e3onacHocTn 1 3PEKTUBHOCTU JIEKAPCTBEHHbIX CPeACTB. TeTpabeHasnH ABNSeTCs npenapaTtomM
¢ odpuumanbHo 0ao6peHHbIM NokasaHueM AN KOPPEKLUMN Xxopeu npv 60ne3Hn TeHTUHITOHA, U NPY OTCYTCTBUM MPOTMBOMO-
Ka3aHWi ero creayeT paccMaTpuBaTth Kak CPeACcTBO NepBOro Bbibopa AJis Tepanum 4aHHOMo ABUraTelbHOro pacCTPOMCTBa.

KnioueBble cnoea: 60/1e3Hb [EHTUHITOHA, MMMNepPKNHEsbI, XOpes, KNMHUYECKNe NccnenoBaHns, NoGoYHble AeNCTBMA, TeTpa-

6eHa3vH, HENPONENTUKU.

BonesHb leHTUHITOHA (BIN) — HacneacTBeHHOe Henpoaere-
HepaTuBHOE 3ab0/eBaHNe C ayTOCOMHO-LOMUHAHTHBLIM TUTMOM
HacnefoBaHMs, XxapakTepuayloLleecs pasBuTUEM [BUraTefib-
HbIX, MCUXUYECKUX N KOTHUTUBHBIX HAPYLUEHWA, a Takke psaa
LpYrux paccTpoicTs (Tabnuua), NpUBOASLLEE K CMEPTENbHOMY
ucxopy. Xopes (0T rpey. yopelo. — “nnsicka”) — Hanbonee Spkoe n
XapakTepHoe ABuraTefi.Hoe pacCTPOMCTBO, Habnaaemoe npu
Knaccmyeckonm runepkmHetndeckon cdopme bl Xopenyeckme
rMNepkrHesbl — BHe3arnHble ObICTPble HEPUTMUYHBIE HEMPOW3-
BOJIbHbIE ABUXEHUS, BO3HMKatOLLME BECNOPSA0YHO B pasmy-
HbIX 4acTsx Tena. Ha paHHen ctagum Bl runepkmMHessl UMeroT
HU3KYI0O aMNanTYy M HabMAATCS B AMCTasIbHLIX OTAEnax
KOHEYHOCTEN, MMUMMWYECKOA MycKynaType, s3bike. B ganbHen-
LWEM TMNEepPKMHE3bl HApacTaloT NO amnauTyae U CTaHOBSATCSH
reHepann3oBaHHbIMU, NPU 3TOM 60/1bHON TEPSIET CNOCOBHOCTb
noaaBNsiTb HACUNbCTBEHHbIE ABWXEHWS OaXe Ha KOPOTKOe
Bpems. [MnepknHe3 yCunmneBaeTcs Npu BOMHEHWUU, MUHTEHCUB-
HON YMCTBEHHON [1eATeNIbHOCTY 1 NEPEMEHe NOoJOXEeHUs Tena,
00bIYHO MOJHOCTBIO MCYe3ast BO CHE. Y BOJbHbIX MOSIBASETCS
rpYMacHMYaHbe, HeecTeCTBEHHAs, pasMalLncTast XXecTuKy-
NAUMS, packauMBaloLLAsaca U “NpUTaHLOBLIBAIOLLAA” NOXOAKA,
N3MEHSETCH peyb (CTaHOBUTCH HEPaBHOMEPHOW, MELJIEHHOM,
NPEePbLIBUCTON, CONPOBOXAAETCS NULLIHUMIU 3BYKaMK).

KnuHnyeckoe TeveHne BT HOCUT HEYKIIOHHO Nporpeccu-
pylowuii xapaktep. Passutve 3aboneeaHusi 00yCNOBIEHO
cneundunyeckon AUHAMUYECKON MyTauMeN — 3KCMaHCWEWN
TPUHYKNEoTUAHbIX noBTopoB CAG  (UMTO3MH-apEeHUH-TYa-
HUH) B 1-M 9K30He reHa Hit, pacnosoXeHHOro Ha KOPOTKOM
nneye 4-n xpOMOCOMbl (IOKyC 4p16.3) 1 KOAMPYIOLLErO CUH-
Te3 6enka reHTUHIT1HA, TOYHble BYHKLMM KOTOPOro 0 KOHLA
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He 1M3BECTHbI [44]. MpeanonaraeTcs, 4TO “AMKUIA”" TEHTUHITUH
(6e3 MyTaLMmM) y4acTBYeT B MPOLLECCax CUHAMNTUYECKON nepe-
[laun; OH Takxe HeobxoauM s HOPMasbHOrO MPOTeKaHus
nocTaMOpuoHanbHOro pasBUTUS U, BO3MOXHO, obnajaer
aHTManoNTOTUYECKMM CBOMCTBOM M MPOTEKTUBHLIM AENCTBU-
€M MPOTUB TOKCUYECKOrO0 MYTaHTHOIO reHTuHrTHa [45]. Ma-
TOOU3NONOrMyeckne MexaHnamel pa3sutna B 4o KoHUa He
N3y4eHbl. TEM HE MeHee CYUTaEeTCs, YTO 6ONbLIOE 3HAYEHNE B
naTtoreHese 3T0ro 3ab0neBaHNs UMEET TOKCUYECKOE e iCTBUE
Ha HePOHbI HaKaNIMBAIOLLLErocs N0 MepPe NPOrpeccrpoBaHmns
3a00neBaHNA MYTAHTHOrO TEHTUHITUHA. YOJMHEHHbIA NOAu-
rYTaMWUHOBBIA Y4aCTOK MOJIEKYIbI FEHTUHITMHA CNOCOBCTBYET
GOPMUPOBAHMIO NATONOMMYECKNX MEXMONEKYNSPHBIX CBA3EN
C psfoM TkaHecneumduyeckux 6enkoB LEHTPasbHOW HepB-
HOM cucTeMbl 1 HaKTOPOB TPAHCKPUMALMK, arperauuy amu-
NonoreHHbIX GeNKoBbIX KOMMIEKCOB B SAPE U LMUTOMNNA3Me,
WHAYKUMN MUTOXOHAPWAMbHBLIX HAPYLLEHWI 1 anonTo3a. Takum
obpasom, BI" aBnseTcs “nonurnytaMmHoBbIM 3abosieBaHneM”,

Hanbonee vacTble knuHuyeckme npossnexmns bI (no [37], ¢ name-
HEHVAMU)

[BuratenbHble HapyLIeHUs
Xopesi, aTeTo3, AMCTOHMS, MOCTYPasIbHbLIE HAPYLLIEHNS,
MVOKJIOHWN, OGPaavKMHE3NS, MblLLEYHAsS PUTUOHOCTb,
OKYJIOMOTOPHbIE PACCTPOICTBA

KorHutusHble HapyLieHns
TpynHOCTY B OpraHn3aLyn CO6CTBEHHOM AEATENBHOCTY,
VNHALMALIN 1 YNOPAL0HMBAHNUN CBOUX MbICTIEN,
KOMMYHMKaLMV C NI0AbMM, @ TaKXKe HapyLIeHNs
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[oTeps Macchl Tena BNaOTb A0 KaxXekcum 1 ap.
Mpouune HapyLwieHus
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TUMUYHBIM NPEeACTaBUTENEM TakK Ha3blBaeMbIX KOHMOpPMaLM-
OHHbIX 60Ne3Hel Mo3ra.

B HacTosiLLee BpeMS He CYLLEeCTBYET METOLOB U3NEYEHUs
aToro 3abonesBaHuns, NO3TOMY NPOBOAMMOE NleYeHUEe SBSET-
CSl CUMNTOMATMYECKMM U MoAAepXuMBaloLLmMM. HecmoTps Ha
3TO NPUMEHEHNE N3BECTHbIX TePaneBTUHECKMX NOAXOLAO0B MNO-
3BOJISIET NOBbLICUTL KAYECTBO XU3HW NauneHToB [44]. Cnepyer,
0[0HAKO, Y4YMTbIBATb, 4TO OAHO TOJIbKO HAMYME TEX MW WHbBIX
KIIMHWUYECKMX NPOosiBNeHW Bl elle He CRyXuT nokasaHuem K
Ha3Ha4YeHMIO JIEKAPCTBEHHLIX NMPenapaTtoB — Onpenensowmm
B MPUHATUN PELUEHUS O HEOOXOAMMOCTU NeKapCTBEHHOW Te-
panuu SBRSeTCs CTENEHb HAPYLIEHNS afanTaummn nauneHTa u
3aTPYAHEHWUIA MPU OCYLLECTBEHNM NOBCELHEBHOM aKTUBHOCTY
[44]. OokazaTtenbHas 6a3a NpMMEHEHWS NIEKAPCTBEHHbIX Npe-
napatoB npu BI' kpanHe mana, B CBA3KN C YEM UX HA3HaYeHne
yalle BCEero OCHOBLIBAETCH Ha KIMHUYECKOM OMblTe U UMEET
YPOBEHb 3KCNEPTHOro MHeHus [1, 4, 32, 42].

Heobxoanmo oTMeTUTb, 4TO NneveHne B Bcerma nompas-
YMEBAET He TOJIbKO NPUMEHEHNE NEKAPCTBEHHbIX MPenaparos,
HO Takke W HEMEAMKAMEHTO3HYI0 Tepanuio. Xupypruyeckas
KOPPEKLMS XOPeN (MMMIaHTaLmMs 3N1eKTPOLOB C LeNbio Snek-
TPWYECKOW CTUMYNSLMK rYy6OKMX CTPYKTYP nonywapuii 60mb-
LLIOr0 MO3ra) B PYTUHHOW KIMHUYECKOW NPaKTUKe He NPUMeHs-
eTCsl, OrpaHnYeHa nLLb PSAOM KIIMHUYeCcKmx HabntoaeHni [19,
28] n sBnseTCa NpeaMeToM MaHMPYIOLLLErocst 3apy0exHoro
KJIMHWYECKOrO nccnenoBanHmns [25]. HemeamkameHTo3Hoe ne-
YyeHue BKJo4aeT B cebs nevebHyo GpUskynbTypy 1 UHbie pea-
OGUMTALMOHHbIE MEPONPUATUS, NCUXOTEPANEBTUYECKOE BO3-
OencTeue, TpyLoTepanuio, Ioroneanyeckmne 3aHaTus.

HepaBHO m3gaHHble pekomeHzaumm AMEPUKaHCKON aka-
nemun Hesponorum (American Academy of Neurology — AAN)
SBNSOTCS KOMMNETEHTHLIM 0000LLEHNEM PESYNLTATOB KIMHW-
YECKMX MCCnenoBaHnii No koppekuum xopeu npu b [2]. B aTux
pekoMeHJaLusIx 06paLLaeTcs BHUMaHWe Ha HEraT1BHbIN BKNaz,
XOPEenYecKmX rmnepkMHe30B B pasBuTUE NageH NauneHTos,
NMPOrpPECCUPYIOLLYIO NMOTEPIO MACChl Tesia, CHUXEHVEe KayecTsa
XUN3HU 1 GYHKUMOHANBHBIX BO3MOXHOCTEN, HA OCHOBAHWM YEro
COenaH BblBOf, Y4TO “NIeYEHME XOPEN ABNSETCS BXKHOW YaCTbio
BeAeHus naumeHtoB ¢ BI”. Bmecte ¢ TeM Heobxoaumo OT-
METUTb, Y4TO BNIUSIHNE COOCTBEHHO XOPEW HA NEPEYNCIIEHHbIE
nposiBNieHNs 3a60NeBaHNs OCTAETCS A0 KOHLA He SCHbIM [26].
Hwxe npencTaBneH 0630p NekapCTBEHHLIX NPEnapaTos ¢ pas-
JIMYHOW [0Ka3aTenbHON 6a30i, MPUMEHSIEMBIX C LIENbIO KOP-
pekumm xopenyeckoro runepkuHesa npu bl K Hum oTtHocsTea
TeTpabeHa3nH, NpPeacTaBUTENU rpynnbl HEWPONENnTUKOB, a
TaKxe pag ApYrux IekapCTBEHHbIX Npenaparos, Ha3Ha4YaemMblx
B KQUECTBE JOMONHUTENBLHON TEPanuu.

TeTpabeHasuH

OCHOBHbIM MexaH13MOM AeicTBust TeTpabeHasvHa SBns-
€TCSsl CeNeKTUBHOE U 00paTMMOe UHrMOMPOBAHNE BE3UKYNSP-
HOro mepeHocyrka MOHOamMuHOB (BIA) 2-ro Tuna, KOTOpbIN
LUMPOKO NPeCTaBeH B FOJIOBHOM MO3re (B 4aCTHOCTM, B MOJIO-
caToM Tene) 1 y4acTBYET B LMTOMNIA3MaTUHECKOM TPaHCNopTe

MexaHuam pelicTeus TeTpabeHasmHa (agantposaHo 13 [13]).
JA - nodamuH, [IP - nodbammHoBbIn peuentop, N - nepeHoc-
ynk nodpamuHa, TE3 - TeTpabeHasmnH.

nodamMmHa 1 ero AenOHUPOBAHMMN B CUHANTUYECKMX BE3MKYIaxX
(pncyHok) (BMA 1-ro Tuna npencTaBieH NpenMyLLeECTBEHHO
B nepudeprnyeckmx TKaHsx). TO MPUBOAUT K UCTOLLEHMIO 3a-
nacoB MOHOAQMUWHOB (B TOM 4ucne U godamuHa) 1, Kak cnep-
CTBUE, K PA3BUTUIO TUMOKMHESNMN 1 CHUKEHMIO BbIPXKEHHOCTY
xopeun. Takum o6pas3omM, OCHOBHOW 3addeKkT TeTpabeHasnHa
COOTBETCTBYET TaKOBOMY PE3EPnMHa, HO OTAMYAETCS OT MO-
CNefHEro MeHbLUel nepudepruyeckon akTMBHOCTLIO 1 Gonee
KOPOTKUM AENCTBUEM.

TeTpabeHasnH HEPEOKO paccMaTpyBAETCs Kak npenapar
nepBoro psiaa s KOppekumm xopen y nauneHTos ¢ Bl npu
YCNOBUU OTCYTCTBUS PSAA NPOTMBOMOKA3aHWI, TaknX KakK ae-
npeccusi, cynumaanbHoe nosegeHune, aucdarvs, n BO3MOXHOMN
COMYTCTBYIOLLIE NaToNorumn, Tepanmio KOTOpPow Ob110 Obl KOp-
pekTHee NPOBOAUTL C MPUMEHEHVEM HenponenTrkoB [2]. OH
SBNSETCS eOMHCTBEHHLIM NpenapaToM, 000bpeHHbIM Ynpas-
JIEHVEM MO KOHTPOJIIO KA4eCTBA NULLEBbLIX MPOAYKTOB 1 Meau-
kameHToB CLUA (US Food and Drug Administration — FDA) ans
koppekuun xopen npu bl [50], a Takxe eAMHCTBEHHBIM Npena-
paToMm, MPYMEHEHKE KOTOPOro, COMMAacHO PedynbTaTaM paHao-
MMW3NPOBAHHBIX KOHTPOAMPYEMbIX uccnenoBaHuii (PKU), npu-
BOJMT K 3HAYMMOMY YMEHbLLEHUIO BbIPAKEHHOCTY X0peu. Tak,
B kpaTkocpoyHoMm 12-HenensHom PKWM TETRA-HD ¢ yuyactuem
84 naumeHToB B rpynne TeTpabeHa3nHa (CyToyHas no3a [o-
cturana 100 Mr) oTMeyanochb CHUXEHME CHETa XOPeW Mo yHU-
$rumpoBaHHoOi Lkane oueHky 6onesuu feHTuHrroHa (UHDRS)
Ha 5 6annos npoTtue 1,5 6anna B rpynne nnauebo [21]. OTme-
4anoch Takxe yNyylleHne 1 no wkane obLLero KIMHUYEeCKOro
BneyatneHus (CGI). Mpu npekpalieHun npyuema npenapara
BbIPaXEHHOCTb XOPeW CHOBa yBenuumBanacb. B gpyrom ort-
KPbITOM MCCNENOBAHNM NieYeHNEe TeTpabeHa3HOM B TeUeHMe
80 Hep, MpPUBENO K YMEHbLUEHWIO BLIPAXEHHOCTW XOpPen Ha
4,6 6anna [15]. Heob6x0aMMO OTMETUTb, YTO NPW OJIUTENIHOM
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npumeHeHnn 3P deKTBHOCTL TeTpabeHa3nHa CTaHOBUTCS Me-
Hee BbIPAXEHHOW, HECMOTPS Ha MOBbILLEHME [03bl NpenapaTa
[11,14].

[HeiictBme TeTpabeHasnHa B OTHOLLUEHUM XOpew HeobXo-
AMMO COOTHOCUTbL C BO3MOXHbBIMI HEXeNaTesbHbIMU peakum-
SIMU OT ero NpUMeHeHus. B ynoMsHyTOM Bbille nccnenosa-
Hum TETRA-HD y 91% nauueHToB 13 rpynnbl TeTpabeHasnHa
OTMeYannch HexenartenbHble seneHns (npotne 70% B rpynne
nnaueb0), B YaCTHOCTW, YYBCTBO YCTANOCTU, HAPYLLUEHUE CHA,
6ecnokoicTBO, Aenpeccus, Tpeeora v NapkUHCOHU3M [47].
B aT0in cBSI3M Hambonee KPUTWYHBIM SIBSIETCS BO3MOXHOE
pa3BuTUE AenpPeccum, MOCKObKY OHa HabmoaaeTcs Ha NPoTS-
XeHun npumepHo 50% Bcero BpemMeHmn TedeHnst 3a0oneBaHus,
accouunmpoBaHa ¢ 60see BbICTPLIM CHUXXEHNEM PYHKLIMOHANb-
HOro craryca v SBNIFETCSH BaXHOW KOMMOHEHTON CHUXEHUS
KayecTBa XM3HM, 0OYCNOBNEHHOr0 HapyleHWeM 300POBbS 1
camouyBCTBMS y maumeHToB ¢ Bl [12, 23, 31]. lenpeccus npu
BI" accoummnpoBaHa Takke ¢ cymumaanbHbIM NoBeaeHnem [24].
Tak, B uccnenoanmun TETRA-HD 6bin 3apernctpupoBaH oanH
cyvuma,. MNpu HabnoaeHUn 3a nauyeHTamm nocie OKOHYaHWs
uccnenoBaHus 6eina 3adrkcrpoBaHa oiHa HeyaBLLAsCs Mo-
NbITKa CyUUMaA U eLle Y 0OHOro CyObekTa 0TMeYanuch CyuLmn-
[lanbHble Naen, HECMOTPS HA TO YTO BCE YYACTHUKU UCCNENO0-
BaHMWs NMoJABEprasnch TaTebHOMY HabMOAEHUIO Ha NpeaMeT
HanM4rs BO3MOXHOI IeNPeccum — B Cily4ae ee KpaiHen Bbipa-
XEHHOCTM CyOBLEKT UCKIIOYANCS 13 UCCNefoBaHNs. ITOT dakT
noayYepkMBaeT BO3MOXHbIE TPYAHOCTM B MPOrHO3MPOBAHMMN 1
npenoTBpalleHny nofgobHbIX CobbITWiA. MprMeHeHne TeTpa-
6GeHasvHa NPUBOAMO0 TaKKe K HEBObLLIOMY CHUKEHMIO DYHK-
umoHanbHoro 6anna no wkane UHDRS, a Takxe HecKonbKo
YXyZLLAn0 nokasaTesb YTeHWsl CNoB B TecTe CTpyna Ha nHTep-
depeHuMIo, YTO SIBNSETCS HEONAronpuUSTHLIM NMPOrHOCTMYE-
CKUM MPU3HAKOM B pelleHnn 3aaad GUHAHCOBOro XxapakTepa
1 cnocobHocTy 6e3onacHoro BoxaeHus asTomobuns [3, 21].
MpumeHeHne TeTpabeHasrHa COMPSXEHO Takke C BO3MOX-
HbIM pa3BuTMEM Ancdarum, KoTopas SBAseTcs GakTopom puc-
Ka acnupauyoHHON NMHEBMOHUM — Hanbomee 4acTol NMPUYUHLI
cmepTy npu Bl [22, 29].

Takum 06pa3om, nerkasi Aernpeccus [0 WM nocne Ha-
yana neyeHnss He SIBNSETCS NMPOTUBOMNOKA3aHWEM K Tepanuu
TeTpabeHa3nHoOM, 0JIHaKO MOXeT noTpeboBaTb COBMECTHOrO
NPUMeHeHns aHTuaenpeccaHTa. TeTpabeHasuH MOXET pac-
cMaTpuBaThCs Kak npenapat Bblbopa A5 KOPPEKLMN XOPEK
Npu OTCYTCTBUW B KIIMHUYECKOW KapTUHE Y NaLUMEeHTa TSXENON
Jenpeccun, McmMxo3a unu arpecCcrMBHOro NoBeaeHns. Ha nosa-
HUX CTagusix 3ab0NeBaHUs, CONPOBOXAAIOLLMXCA aKUHE3NEN,
BbIPAXEHHON MbILLEYHOM PUTMAHOCTBIO /UM CNAaCTUYHOCTIO,
TpebyeTcs 0TMeHa TeTpabeHasnHa, Tak Kak MOCNeaHWUIA yCunm-
BAET BbIPAXEHHOCTb 3TUX CUMMTOMOB.

Heirponentuku

B cBfi3M C Tem, 4TO B HaCTOsILLEe BPEMS UCCIeL0BaHUMN
C Hagnexawumm AM3ariHoOM Mno oueHke 3PdEKTUBHOCTU Hel-
PONENTMKOB AN19 KOPPEKUMM Xopen He npoBoamnochb, AAN He
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KacaeTcsl 9TOM rpynmnbl IEKAPCTBEHHbIX MPENapaToB B CBOMX
pekoMeHAaumsx (3a MCKoYEHNeM kio3anuHa). HblHeLwHss
[lokasaTenbHas 6a3a no NPYMEHEHUIO HEPONEenTUKOB Orpa-
HWUYMBAETCS NPEVMYLLECTBEHHO JaHHBIMU HEOOMbLUMX OTKPbI-
ThIX KIIMHUYECKMX UCCNEA0BAHNI (B HEKOTOPBIX M3 HUX UCMOJb-
30BaMCb HEBANMAVPOBAHHBIE OLEHOYHbIE LLKabl, P Uccne-
[loBaHWIA npoBoaunca 6e3 MackmpoBaHWst AaHHbIX (“ocnen-
NeHns”) UAK KOHTPONbHOW rpynnbl, a Takke 6e3 ykasaHus
METOA0B PaHOAOMU3ALMN), OMUCAHWIA KIMHUYECKUX CTy4HaeB 1
PETPOCMNEKTUBHOrO aHanm3a uHdopmMaummn n3 ambynaTopHoi
[OoKyMeHTauuu [26].

OfHUM U3 CNNaHNPOBAHHbIX JOMKHBIM 06Pa30M KIMHMYe-
CKMX UCCNefoBaHuii No NMPUMEHEHNIO HEMPONENTMKOB npu Bl
ABNSIETCS UCCNENOBaHME TManpuaa (3apernctTpuposaH B Poc-
cuiickoin epepauym), aTNUYHOMO HEMPONIENTHKA, HE 3aperu-
cTpupoBaHHoro B CLLIA, ogHako AOCTYMHOMO B Halle CTpaHe.
B 9-HenenbHOM OBOMHOM Cnenom nnaueboKOHTPONNPYEMOM
ncenenoBaHuy ¢ ydactvem 29 naumeHTos ¢ Bl Tmanpua B no3e
3 r/cyT npeB3owen nnauebdo no apHeKTUBHOCTH KOPPEKLM
xopeun [10]. BmecTe ¢ TemM npuMeHeHune Tmanpuaa accoumm-
poBanoch C cefaTBHbIM 3PHEKTOM 1 IKCTPanMpaMuaHbIMm
HexenaTtenbHbIMW peakuusMu, B TO BpeEMS kak 6onee HU3kne
[l03bl 3TOr0 NIEKAPCTBEHHOr0 Npenaparta Obiin MeHee addek-
TmeHbl [10, 18, 43].

PesynbtaThl Apyroro uccnenoBaHus ¢ ydactmeM 6 naum-
eHToB ¢ BbI' nokasanu, 4T0 HEMPONENTUK TPETLErO MOKONEHNS
apununpason (3apermcTprpoBaH B Poccuiickoii Penepaumn)
CcOnocTaBsnM No 3PHEKTUBHOCTA B OTHOLLEHNM KOPPEKLIAN XO-
pew ¢ TeTpabeHas3nHoM, obnazas Npu 3TOM MeHbLLEN CNocob-
HOCTBbIO BbI3bIBATb CEAATUBHLIV 3D dEKT 1 genpeccuio [6].

MopasnsioLLee OeinCcTBrE HEMPONENTMKA NepBOro Nokose-
HWS ranonepuaoa Ha Xopeto Takke CornocTaBnMo ¢ TeTpabe-
Ha3MHOM, 4TO BbII0 MOKA3aHO B MPOCTOM C/IENOM MepPeKpecT-
HOM uccnefoBaHuu ¢ ydactmeM 11 6onbHeIx Bl [17]. Y 3 naum-
€HTOB 13 rpynmnbl TeTpabeHasnHa Oblia KOHCTAaTUPOBaHA TSXe-
nasi Aenpeccus 1 ogHa CymumaanbHas nomnsitka, B TO Xe BPpeMst
y 3 naumeHToB 13 rpynnbl ranonepuaona pa3Buancs, No3gHue
ONCKMHEe3NN.

HakoHeL, B OTKPLITOM 2-HEAENbHOM KIIMHUYECKOM UCCne-
[OBAHMMN aTUMMYHOrO HEMPONIENTMKA ONaH3anvHa ¢ ydacTmemM
9 naumneHToB ¢ BI" Bbina oTMeveHa 3ameTHas ahOEKTUBHOCTb
nocnenHero B YMeHbLLEHUN BbIPQKEHHOCTN XOPenyYeckmx rm-
NepKMHe30B 1 Kak CNeacTBrE YNydLEeHUN Xoae0bl 1 GyHKLMN
MBbILLLL OPOAIMHIBANIbHOM rPYNMbl, YMEHbLUEHUN BbIP@XEHHOCTM
rnasoaBuraTenbHbIX HapyLleHuin [5].

Takum 06pa3om, HECMOTPS Ha HEAOCTATOYHOE KONMYye-
CTBO amMnupuyecknx gaHHbix PKW, koppekuma xopeun npu B
HenponenTukamMu SBASETCS NPEANOYTUTENBHON NPU HANNYKK
y naumeHTa Aenpeccum, arpecCcnBHOro NOBeAEHUs, NCUXoTu-
YECKON CUMMNTOMATUKL A1OO NpuU NpPeanonaraeMoit HU3KoM
NPUBEPXEHHOCTY NaumneHTa nevenuto [7]. MpumerHeHne Hen-
ponenTnkoB npu Bl 0CHOBLIBAETCS Npexae BCero Ha MHOro-
JIETHEM KJIMHMYECKOM OMbITE MPAKTUYECKMX Bpayen. 3ta rpyn-
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na NeKapCTBEHHbIX MPenapaTtoB MOMMMO JIEYEHUSI XOPen 1
NCUXMYECKON CUMMATOMATVKM MONE3Ha Takke Npu KOppeKLmm
CHUXEHNS MaCChl TeNa 1 HapyLLIEeHWI cHa. 9TO 0COBEHHO Npu-
MEHVMO K aTUMUYHBIM HEMPONENTMKaM, B HaCTHOCTU K ONlaH3a-
nuny [30, 40, 48].

HexenaTtenbHble peakumun, NOTEHUMANbHO OrpaHuNyYnBato-
LMe NPYMEHEHNE HENPONENTUKOB, BKIIOYAIOT B Ce6a ANCKM-
HE31K, NAPKMHCOHN3M 1 METaboNMYeCKNiA CUHAPOM. ATUMNWY-
Hble HEMPONENTMKM BTOPOrO MNOKOSIEHNSI B CBA3M C MX JIYHLLIMM
npodpunem 6e30MacHOCTU Ha3HavaloTCa Yalle, YeM Hemnpo-
NEenTVKN NepBoro nokonenus [1]. BmecTte ¢ Tem aTvnuyHbIN
HENPONENTMK KNO3anuH, HECMOTPSI Ha CBOK 3P DEKTUBHOCTb
B OTHOLUEHUM ABUraTeNbHbIX N NMCUXMYECKMX NPOSIBNEHNA BT
NPUMEHSETCS LOBOSIBHO PEeAKO B CBA3M C PUCKOM Pa3BUTUS HA
$OHe neyeHnsa arpaHynouMTo3a 1 HE0HX0AMMOCTBIO MOCTOSH-
HOro KOHTpona dopmysbl Kposw [49].

AmaHTapuH, puny3os, HaOUIoH

B kauectBe anbrepHatvBbl TeTpabeHasumHy AAN yka-
3bIBAET HA BO3MOXHOCTb MPUMMEHEHWSI aMaHTaauHa B [03€
300-400 mr/cyT unmn punysona B gose 200 mr/cyT [2]. Mpe-
napaTbl amaHTafuHa 3aperncTprpoBaHbl B Poccuiickoin Pe-
Jepauuy B 0TAM4Me OT puiy3ona 1 HabunoHa. PekomeHnaaumm
OTHOCUTENbHO aMaHTaMHA OCHOBaHbl Ha pe3ynbraTax ABYX
KIMHMYECKMX nccnenosanmin [2]. Mo gaHHbIM NEPBOrO U3 HKX,
[BOWMHOr0 CNenoro NepekpecTHOro UCcneaoBaHns C yHactmemM
24 cybbekToB, Gann xopen Ha GpoHe Tepanuy amaHTaauHOM
He M3MEHWUNCS, UCXOAS M3 Yero aBTOpbl 06OCHOBAHHO 3aKIIIO-
YUK, YTO UCCNEAOBaBLUMIACS NEKapCTBEHHLIN npenapat He-
9 dekTnBeH B 0THOLLEHNM X0pen [39]. Tem He MeHee 3Haun-
TenbHOe Y1CNO NauMeHTOB B rpynne amaHTaauHa (79%) otme-
UM CYyObEKTVBHOE YIYYLLEHME CBOErO COCTOSIHUS (B rpynmne
nnauebo aToT nokasaTesib cocTaBnan nuwb 25%). YunTbiBas,
4TO NaumeHThl ¢ BIM 4acTo He 3amevdatoT y cebs xopeto, Habnto-
JaBLieecst CyObeKTVBHOE ynyylleHne MOoro 6biTb BTOPUYHBIM
MO OTHOLLEHMIO K aHTUIyTamMaTeprmiyeckomy AeNCTBUIO aMaH-
TaJlMHa Ha HAaCTPOEHMe, yCTanocTb 1 anatuio [26, 33]. Bropoe
nBorHoe cnenoe PKW ¢ nepekpecTHbIM AN3anHOM AJIUTENBHO-
CTbio 4 Hep BkoYano 24 nauvexTa ¢ bl [36]. JleyeHne amaHTa-
AnHoM B Ao3e 400 Mr/cyT accoummpoBanoch C yMEHbLUEHNEM
6anna makcumanbHol xopen no wkane UHDRS Ha 18% (npo-
B 5% B rpynne nnaue6o). B aTux nccneposanusx Habnoaa-
JINCb CRepyloLmMe HexXenaTeNbHble peakuymn: ranoumHaLmm,
3a0bIBYMBOCTb, CMYTAHHOCTb CO3HAHUS, HAPYLLEHWE CHA, aXK-
Tauusa U TPEBOTQ, T.€. ABNIEHUS, XapakTepHbIe ANs KIMHUYECKOM
kapTuHbl BI" [36, 39]. Mo AaHHBIM KOKPAHOBCKOro MeTaaHanmaa
YNOMSIHYTbIX PE3YNLTATOB, MPUMEHEHWE aMaHTaaVHa He BWSI-
eT Ha xopeto npwu Bl [35]. Pag knMHmnyecknx akcnepTtos no bl
HaxoaAT MPYMEHEHNE aMaHTaMHa LLlenecoobpasHbIM 415 Kop-
peKumMn Xopeun, oTMeyast Mpu 3TOM YMepPEeHHbIN ahdekT 3Toro
JIeKapCTBEHHOrO npenapara [7].

Pekomeraaums AAN oTHOCKTENbHO pyy30/1a OCHOBaHa Ha
HeybGeanTenbHbIX JaHHbIX ABYX ABOMHbIX cnenbix PKN. Mepsoe
N3 HYX — ¢ y4acTmeM 537 naumeHTos ¢ BI' — npopomkanock B Te-

yeHue 3 net [27]. MpumereHne puny3ona B fo3e 100 mr/cyT He
NPUBOAUIIO K M3MEHEHUIO Banna xopew, a Takke OLEHKW Mo-
BEOEHYECKOW, KOTHUTUBHOW Ccdep, YHKLMOHANBHON aKTUB-
HOCTV 1 CTEMEHN HE3ABNCMMOCTU B caMoobcnyxmBaHum. Kak
yKa3aHo B KOkpaHOBCKOM 063ope o1 2009 r., pe3ynstaThl UC-
CNegoBaHUs HEABYCMbICNIEHHO MOka3anu HeahdEKTUBHOCTb
punysona B fo3e 100 mr/cyT B neyeHnm nauneHTos ¢ bl [35].
Bropoe knuHuyeckoe uccneposaHve punysona RID-HD, B
KOTOPOM y4yacTBoBasio 63 cybbekra, NPOAoIKanoch B Teye-
Hue 8 Hen [20]. Habnogaslieecs yny4lleHue cyeta Xopeu no
wkane UHDRS (-2,2) B rpynne puny3ona B fo3e 200 mr/cyT B
cpaBHeHWM ¢ rpynnoii nnauebo (+0,7) HuBennpoBanock nocne
nonpaBkn Ha COMYTCTBYIOLWEE MPUMEHEHNE HEeNpONenTUKOoB.
Bonee TOro, npumMeHeHne puny3ona npUBOAMIO0 K YCTORYMBOMY
1 BbIPQXEHHOMY HapyLLUEHWIO GYHKLMM NeYeHn, B CBA3M C HeM
nccnefoBateny PeKOMeHA0Bany BO3AEPXKaTbCa OT NpUMEHe-
HWS1 AaHHOMO Npenapara B pyTuHHON npakTuke [20]. Mo aTol ke
npuymHe 60NbLIMHCTBO 9KCNepToB B 06nacTn BI' pekomeHayioT
He NPUMEHSTb PUY30/ NPK 3TOM 3a6oneBannn [7].

B pexkomenpaumax AAN paccmaTtprBaeTcs Takke BOMpPOC
NPUMEHEHNS CUHTETUYECKOrO kKaHHabuHomaa HabunoHa. OHK
OCHOBbLIBAIOTCS HA pe3ynbratax OOHOro [ABOWHOro Cnemnoro
PKW ¢ nepekpecTHbIM au3aiiHoM C y4actuem 44 cyObekToB,
KOTOPOEe Npoaonxanoch B TedyeHne 5 Hepn [8]. BmecTe ¢ Tem
HeobX0AMMO OTMETUTb, YTO AaHHbIE 3TOMO MCCNea0BaHNS Oka-
3a/IUCb KpanHe HeOOHO3HAYHLIMU — Pa3HULLA MEXLY rpynnown
HabwoHa 1 rpynnoii nnauebo no LOCTUKEHMIO NEPBUYHBIX KO-
HEYHbIX TOYEK HE BbISIBIEHA.

Mpouune nekapcTBEHHbIE Npenaparbl

KnuHnyeckmx nccnefoBaHuii No U3y4eHWo BANSHUS GeH-
30AMa3ennHOB Ha xopeto npu BIN He nposogunock. OgHako,
no AaHHbIM HEOOMBLLIOIO KONMMYECTBA ONUCAHUIA KITMHUYECKMX
cnyyaeB, MOryT ObiTb 9hdEKTUBHbBI BbICOKME A03bl KOHA3e-
nama [41]. OTOT KOPOTKOAENCTBYIOLLMIA NpenapaT U3 rpynmnbl
6eH304Ma3enHoB Hanbonee 4acTo NPUMEHsIeTCa creumani-
CTaMu B KQ4eCTBE BCNOMOraTefibHON Tepanuu Npu Haamymm y
naumeHTa conyTcTayloLern Tpesoru [7]. Kpome Toro, knoHase-
nam MOXeT ObITb MONE3EH NPV KOPPEKLUM MUOKSTIOHUIA U AnC-
ToHuM npwm Bl a Taikcke HapyLeHwuit cHa [34, 38].

[N ymeHbLUeHNs BbipaxeHHOCTM xopen npu BIN npegnpu-
HMMaMCb MOMbITKA MPUMEHEHUS MPOTUBOSNUNENTUYECKMX
NIEKaPCTBEHHbIX MPENapaToB, TakMX Kak JeBeTvMpauleTam u
Banbnpoesas kucnota [9, 16, 46, 51, 52]. O6a aT1 npenapara
CMOCOOCTBYIOT YBEIMYEHMIO MACChI TeNa 1 3P EKTUBHBI TAKKE
B OTHOLLEHWUN MUOKIOHWIA npu Bl BMecTe ¢ Tem onbIT npume-
HEHUs 3TUX IEKAPCTBEHHBIX MPENapaToB OrpaHNyYeH ONncaHu-
€M OTAENbHbIX KIIMHUYECKMX CIy4aeB.

3aknovyeHue

B HacTosiLLee BpeMs fokasaTenbHas 6a3a no npenaparam
0N Koppekumn xopew npu bBIN npencraeneHa pesynstatamu
HebOMbLLIOro Yncna WCCnefoBaHuin, 4TO OrpaHUYBaET BO3-
MOXHOCTV A19 COCTaBAEHUS YETKUX PEKOMEHAAUMIA No Tepa-
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nun 9TOro ABUraTenbHOro PaccTponcTBa. TeM He MeHee Cy-
LLLECTBYET JIEKAPCTBEHHBIN NpenapaTt ¢ opuLLmanbHoO 0406peH-
HbIM MOKa3aHveM AJ19 NPUMEHEHNS B Ka4eCTBE CPeaCcTBa Ang
MEANKAMEHTO3HOW KOPPEKLMM XOPENHECKUX TMNepKUHe30B
npv BI" — TeTpabeHasuH. Mpu OTCYTCTBUM BbIPAXEHHbIX MCUXU-
Yyecknx nposisieHnin BIN (B nepByto o4epenb Aenpeccui, cym-
unaanbHbIX MbICNEN, Pa3apaxnTensHOCTH, arpeCcCuBHOMO MNo-
BefeHus) n aucdaruv 3T0T npenapart CneayeT paccMaTprBaTth
KaK CpeAcTBO NMepBOro Bolibopa ans neveHus xopew npu BI.
B uHbIX cnyyasx uenecoobpasHo pacCMOTPETb BO3MOXHOCTb
NPUMEHEHNS HEMPONENTUKOB (B MEPBYIO 04epeab aTUMNYHbIX)
B BMA,E MOHOTEPANUW UM B COYETAHMM C NPOTUBO3NUIIENTUYE-
CK1MU npenapatamu nnn 6eH3oama3enuHamu.
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