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BBE/IEHUE

AKTYaJIbHOCTH T€MBbI MCCJICA0BAHUS

Nudantunbnapie cna3mel (MC) — ocoOblii THIN SMHIENTAYECKUX TPHUCTYIIOB,
BXOJISIIUX B CUMIITOMOKOMILIEKC cuHApoMa Becrta (hopmbl smumiencum).

[To MexxnyHapoJHBIM JaHHBIM, Ha JIOJII0 MH()AHTUIBHBIX CIAa3MOB MPUXOIAUTCS
okosno 30% Bcex paHHMX snujencuil y naereil. Yacrora BcTpeyaeMOCTH B 0OIei
nonynsiuuu coctaBisier 2—4 Ha 10 Teicsiu HOBOpOXIeHHBIX [85, 86]. CymectByer
HECKOJIBKO OCHOBHBIX NAaTOIN€HETUYECKUX TeOpuid BO3HMKHOBEHUs MC: moBslieHME
CoJIep>KaHUsl KOPTUKOTPOIIMHA B KPOBH, CBEPXAKTHUBAILMS TIyTaMaTHBIX PELIENTOPOB,
JUCCUHXPOHUS Pa3BUTHS KOPbI TOJOBHOTO MO3ra, paCCUHXPOHMU3AIMU B padoTe KOPhI U
MMOJKOPKOBBIX CTPYKTYyp rosoBHOro mosra [38]. MC wMoryTt pa3BHBarbCsi Kak Yy
W3HAYaJIbHO 3/I0POBBIX JETEH, TaK U y AETEH C TAKEIbIMU MOPOKAMH PA3BUTHUS U BEAYT
K MHBamuau3auuu peOeHka [76]. VX BO3HUKHOBEHHUIO NPEIIECTBYET IOSBICHHUE
TUIICAPUTMUHM Ha 3JIeKTposHIedanorpamme (331) [85, 86].

B MHOrOYMCIEHHBIX MCCIEIOBAaHUAX JOKAa3aHO, YTO OJHUM M3 TJABHBIX
IPEeIUKTOPOB Xopoulero nporxHosza y aereid ¢ UC, sBasercst ObicTpoe UX KyNUpPOBaHUE
[74, 83]. OcHoBHOI 3anaueit B neuenun MC sBasiercs Haubosiee paHee MpeKpalleHue
NC u nonasnenue runcaputmun Ha D3I". He cMmotps Ha nnurenbHOCTh n3ydenus UC,
BOIIPOCHl MX Tepaluu JUCKyTaOenbHbl. B HacTodlee BpeMs Ha TEppPUTOPUU
Poccuiickoit @enepaunu (PD) orcyrcrByer enuHas cxema jedenus aerei ¢ MC. 3a
pyOexxom mpemaparom TmiepBoil nuHMM B jedennn MC y gereit 6e3 TyOepo3HOTO
ckaepoza (TC) saBngercs aneHokopTUKOTponHbli ropmoH (AKTI) wumm  ero
cuHtetnyeckuit anaior, y gereir ¢ UC m TC — BurabatpuH, 4TO HE HUCKIIOYAET
ucnons3oBanue AKTI' [34]. Bpicokass CTOMMOCTh JAHHBIX MPENAPATOB JUKTYET
HEOOXOJMMOCTh IOUCKA JPYrUX CXeM JedeHus. B oTeuecTBEHHOW W 3apyOexkHOMN
JUTEPATYPE BCTPEUAIOTCA JAaHHBIE O MOMBITKAX MUCIOJIb30BAHUS IPYTUX TOPMOHAIBHBIX
U paznuuHbix antuanunentuueckux (ADII) npenapartoB y nereit ¢ MC [12, 18, 32, 39].
Hcnonp3oBanne HaTtypanbHOro AKTI, ero CHHTETHYECKOro aHajora TeTPaKo3aKTUAA U

BI/IFa6anI/IHa, OTPaHUYCHO HC TOJIBKO B CBA3U C HX BBICOKOM CTOUMOCTBIO, HO H
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OTCYTCTBUEM peructpanuu Ha teppuropun P®dD, 4YTo CO37a€T 3HAYMUTEIBHOE
pensTCTBUE B JledeHH nanueHToB ¢ MC. YBennueHrne cpokoB OT Hayasa 3a00JIeBaHUs
JI0 KyINUPOBaHUS IMPUCTYNOB JOCTOBEPHO YXYAIIAET MPOTHO3 MAlMEHTOB U BEIET K
HEOOpaTUMBIM KOTHUTHUBHBIM, MOTOPHBIM M peueBbIM HapymeHusm [19, 74, 83, 86].
Octpo crosimas npobiema jgedenust aereid ¢ MC nukTyeT HE0OOXOAMMOCTH MOMCKA
JOCTYITHOM ¥ 3P(HEKTUBHOM CXEMBI TepaIUU.

B HacTosiiee BpeMsi akTyaldbHbIM IPEICTABIAECTCS pa3pabOTKa CXEMbl JICUECHUS
NC c ucnonp30BaHWEM JOCTYIIHBIX Ha TeppuTopun P® mpenaparoB, 4TO IO3BOJUT
ONTHUMM3UPOBATh TEPANUIO U 3HAYUTEIBHOM YIYUIIHTh MPOTHO3 M KAYECTBO >KU3HU
neren ¢ UC.

Crenenb pa3padOTAHHOCTH TeMbI HCCJICIOBAHUSA

HecMmoTpss Ha akTyalbHOCTH MpoOsieMbl cBoeBpemMeHHoW Ttepamuun UC,
JIOCTOBEPHO YJYYIIAIOMIUNA MPOrHO3 3a00JIeBaHUsI U MHTEHCUBHO BEAYIIMKCS MOMCK
3¢ (EeKTUBHOTO METoAa JiedeHusl, noaxoasl K Tepanuu MC ocTaroTcst AUCKYTaOENbHBI,
pSl BOIPOCOB OCTacTCsl HE pa3pelICHHBIM: BBIOOp TMpernapara, cXema JICUCHHS,
IIPOJIOJKUTEIBHOCTD JICYEHUSI.

B 3apy0OexHOl MpakTHKe MpenapaToM NepBOM JIMHUM B JIEUEHUHU MH(PAHTUIBHBIX
cna3MoB y jnetedt 06e3 TybeposHoro ckieposa sBisietcss AKTI, mpenaparom BTopoit
ouepenu BbIOOpa — Burabarpun [34, 42]. CroumocTh Kypca HaTypajIbHOTO
aapeHokoptukoTponHoro ropmoHa (AKTI) B CIHIA BapbupyeT, MO pa3HbIM
ucroynukam, ot 70 000 mo 150 000 mosmapoB 3a Kypc JieueHus. B cBs3u ¢ 3TUM B
3apyO€KHOM  MpPaKTUKE  NPEANPUHUMAIOTCS  TMOMBITKA  MNPUMEHEHUs  JIPYTUx
TOPMOHAJIBHBIX TIpenapatoB: oo cuHTeTnueckoro anaitora AKTI (Terpako3akTuaa) B
EBporme, m1nb0 mpeaHu3010Ha, TPEUMYIIIECTBEHHO B Pa3BUBAIOIIUXCS CTpaHax [32, 77].
Hatypaneubiit AKTIT u BurabaTpyuH He HMMEIOT PErUCTpallMd Ha TeppuTopuu PO,
MePUOIMYECKH MPEKPAIACTCs perucTpaius u cuatetndyeckoro ananora AKTT .

B nacrosimee Bpemsi, Ha Teppuropun PO OTCYTCTBYIOT enuHas cxema Tepanuu
NC. Jlo3pl mpenapaToB U JJIUTEIBHOCTh TEpAlMM JOCTATOYHO BapuadenbHbI. YacTo
Ha3HAYECHWE TOPMOHAIBHOW TEpamuu OTKJIAJbIBAETCS B CBSI3U C OIACEHHMEM IIEpe] €€

BO3MOXXHBIMH TMOOOYHBIMH d(dekTamu. PazpaboTka cxembl jedueHuss MHOAHTHIBHBIX
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CHa3MOB C MCIHOJIb30BAaHUEM JIOCTYNHOro Ha Tteppuropun PO npenapara npeacraBiseT
HECOMHEHHBII WHTEpeC Mg JETCKOM HEBPOJIOTMH W SIUJIENTOJOTHMH M IO3BOJUT
ontuMu3zupoBaTe Tepanuto MC u ynydmuTe nporHo3 Ttakux aerteil. Ilpencrasnsier
HECOMHEHHBI HMHTEpeC JUisl JETCKOM HEBPOJOTMH M AnujenTojiornd. Pa3zpaborka
cxembl JiedeHuss MC ¢ wucnonp3oBaHMEM [JOCTYIHOIO IIpenapara, B pPE3yJbTare
IIPUMEHEHUSI KOTOPOTrO TOSIBWJIACH BO3MOKHOCTh ONTUMH3UPOBATH BO3MOKHOCTH
YIIyUIIHTh POTHO3 3a00neBanus aerei ¢ UC.

Heapb uccaenoBaHus — pa3padoTaTh JOCTYIHYIO, 3PGEKTUBHYIO H 0€30TaCHYIO
CXEeMY TOPMOHAJIBHOTO JIeYeHUS! H(AHTUIIBHBIX CIIa3MOB.

3agaum uccie10BaHUA:

l. OneHuTh 3QGHEeKTUBHOCTD PA3TUYHBIX AHTUAUIICITUYECKUX MPENapaToB B
neyennn MC.

2. [IpoBecTn cpaBHUTENBHBIN aHaMUM3 S()PEKTUBHOCTU TETPAKO3AKTUIA U
METUJINPEIHN30J0Ha B JieueHuu MIC B peTpOCIIEKTUBHOM TPYMIIE IMALIMEHTOB.

3. Onpenenuth 3((HEKTUBHOCTH pa3pabOTAaHHOM CXEMbl TOPMOHAIBHOMN
tepanuu MC B IpOCNEKTUBHON rpynne NalueHTOB.

4. OueHuTh XapakTep M  YacTOTy MOOOYHBIX 3(Q(EeKTOB  Tepanuu
MeTuianpeHn30J0HoM MC B IPOCIIEKTUBHOM TPyMIE NallUEHTOB.

3. Onpenenute yacTtoTy paHHux peuuauBoB MC (uepe3 6 MecsueB mocie
CTapTa TOPMOHAIBHON MyJIbC-TEPAIMU) B TPOCIIEKTUBHOM TPyIIIe MAllIEHTOB.

6. [IpoBecTn cpaBHUTEIBHBIN (hapMakodIKOHOMUYECKUU aHanu3 Tepanuun NC
c ucnonb3oBanremM AKTI', Terpako3akTuaoM, BUTa0aTPUHOM U METUIIIPETHU30JIOHOM.

Hayuynasi HOBU3HA HCCJIeIOBAHUS

BrniepBbie pa3pabotana u HayuHo oOocHOBaHa cxema Jieuenus MIC ¢ npumeneHnnem
nyJbC-TEpanuu  METWINPEIHU30JJOHOM  C  TEepexXoJ0M  Ha  MepopasIbHbIN
MPOJIOHTUPOBAHHBIM TIPUEM METWUIIpenHu30j0Ha (maTteHT Ha wu3o0Operenue (RU
2648957)); Jokazana cpaBHuMas S()PEKTUBHOCTH pa3pabOTAaHHOW HAMU CXEMBbI
NPUMEHEHUsT METWINPEIHU30JI0Ha ¢  oOumenpuHsTod cxemoit jedenuss HUC
TeTpako3akTuaoM. [lomyueHnsl  comocTtaBuMble  JaHHBIE 1O 3(PHEKTUBHOCTH

MCTHUIIPCAHU30JIHA U TETPAKO3aKTHUAA.
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BnepBbie Hamm gokazaHa 0e€30MacHOCT, M XOpOIIas TMEPEHOCUMOCTb
NpemIoKeHHOW cxembl JedeHns WC ¢ HOpuMeHEHMEM  METWINPEIHU30JI0HA:
OTCYTCTBOBAJIM >KU3HEYrpoXkKaroiue no0ouHble 3PGeKThl. BoIbIIMHCTBO BBHISBICHHBIX
no004YHbIX 3P PeKTOB ObUTH JIETKOW U cpenHen Tspkectu: y 34,8% nereit oTMedanoch
oecnokoiicTtBo, y 34,8% mnpubaBka B Bece, y 4,34% cHwkeHue amnmerura, y 4,34%
CHIW)KEHME Macchl Tena. B mpocnektuBHOW rpymnne (n-23) BO3HUKIIKE MOOOYHBIE
3¢ deKThl He ObLITH NPUINHON OTMEHBI TEpPAMK U HOCUII OOpaTUMBII XapakTep.

Hamu npoaemMoHCTpupoBaH HU3KMUA YpOBEHb pPaHHUX PELUUIUMBOB MpHU
IIPUMEHEHUN JAHHOM CXEMBbI Tepanuu. B kaTtamHe3e yepe3 6 MecsleB IOCHE MyJIbC-
tepanuu 3P ekt coxpansics y 60% nereid.

[IpoBenena onenka appexrusHoctu ADT y aereit ¢ UC.

Teoperuyeckass U NPAKTHYECKAS 3HAYUMOCTb:

l. Pa3zpaboTtana u BHenpeHa B KIMHUYECKYIO MPAKTUKY A(h(PeKTuBHAS cxema
neuenuss gpereit ¢ MC, mno3Bosdmoomas T0OUTbCA MPEKpalleHUus MPUCTYIOB MU
MCUYe3HOBEeHUs rurncaputmun y 69,5% nanuentoB (y2=13,652, p=0,0011). /lokazana ee
CTaTUCTUYECKHU TOCTOBEpHAs A3(h(PEKTUBHOCTH MO CPAaBHEHUIO C OOIIECTIPUHATON CXEMOM
C NPUMEHEHHEM TETPAKO3aKTUIa. 3a(pUKCUPOBaH HU3KHUU MPOIEHT PEUUIMBOB IOCIE
Kypca Tepanuu MeTuiamnpeaau3onoHom 12,5% (y2=0,5, p=0,4795).

2. [TpogemoHcTpupoBaHa  0€30mMaCHOCTh M XOpoIllas  [EePEeHOCUMOCTb
NPEeAIOKEHHOW HaMu cxeMmbl. He 3aduKCUpOBaHO >KM3HEYTPOXKAIOIIMX MOOOYHBIX
3¢ (HEKTOB STBUBIIUXCS TPUUUHON OTMEHBI KOPTUKOCTEPOUTHOM Teparuu.

3. VYcra"oBneHo, uyTo paspaboraHHas Hamu cxema JjedeHus HWC ¢
UCIIOJIb30BAHUEM  METWINPEIHU30JI0OHA  SBJISIETCS  SKOHOMHUYECKH  JOCTYITHOM.
CrouMocTh Kypca METWINPEIHU30JIOHA MPUMEPHO B 12 pa3 HUXKE aHAJOTMYHOU
NPOJOJKUTEIBHOCTH JieueHUs: BUTadaTpuHoM M B 10 pa3 HUKEe CTOMMOCTU JICUEHUS
OOHIETIPUHATHIM TETPAKO3AKTHIOM.

4. Hamu OTMEYEHa JIOCTATOYHO HU3Kast 3¢ (HEKTUBHOCTH
anTuynmientuueckod tepanuun (ADT) B neuenun MC (uckimroueHue BUTAOATPUH Yy

nereit ¢ TC).
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5. YcraHoBeHO, YTO  JETSIM  C  PErpeccom/3aJep Kol  TeMIIOB
IICUXOMOTOPHOT'O U PE4EBOr0 pa3BUTHA MOKa3aHO NpoBeneHue OO cHa IUIs paHHEro

BBIABJICHHA TUIICAPUTMHUHN UJIA IIPCATUIICAPUTMHUMU.

JanpHeliliee BHEIPEHUE MPENJIOKEHHON Hamu cxeMbl jJedeHus MC ¢ nmpuMmeHeHueM
METUJIPETHA30JI0HA TIO3BOJIUT ONTUMHU3ZUPOBATH MOJXOJIbI K Tepanuu, 00eCneynTh e¢
JOCTYITHOCTh, Oo0Jiee paHHEE Hadajo OT MOMEHTa cTapTa 3a00JeBaHus, YIy4YlIUTh
nporno3 aerer ¢ UC. U kak ciieicTBue yiaydluTh KauecTBO KU3HU manueHToB ¢ UC u
WX POJIUTEIIEH.

BHeapenue pe3yibTaToB HCCICA0BAHUSA B IPAKTHKY

[Tomy4yeHHBI METOJ JIEUEHUs BHEIPEH B KIMHUYECKYIO IMPAKTUKY U AKTUBHO
IIPUMEHSIETCA B IICUXOHeBposiormdyeckux otgeneHusax | wm 2 OCII Hayuno-
MCCIIEIOBATENbCKOTO KIMHUYECKOTO MHCTUTYyTa mnenuatpun umeHu akagemuka FO.E.
Benstumera ®I'AOY BO PHUMY um. H.U. Iluporosa, B NCUXOHEBPOJIOTHUUECKOM
orneneann OCII Poccuiickori naerckor kiauHuuyeckoir OompHHIlE PI'AOY BO
MunsapaBa Poccun. Omnmcanue mMeTona BKJIIOUEHO B 00pa3oBaTeNIbHBIM IPOIECC Ha
Kadeape HEBPOJOTUH, HEUPOXUPYPTHMH W MEAMIIMHCKON T€HETUKH MEeIUaTpUUeCKOro
dakynapreta DI'AOY BO PHUMY um. H.W. TTuporosa Munszapasa Poccun.

MeTo10/10TH U METOIBI HCCJIEIOBAHUA

Hccnenoanue HOCHJIO PETPOCIEKTUBHO-IIPOCTIEKTUBHBIN XapakTep.
PerpocrniekTuBHas 4acTh MCCIEAOBaHUA MpoBoAwiack B AByX kinHukax ®I'AOY BO
PHUMY um. H.M. [TuporoBa Munznpasa Poccuu (pextop — A.M.H., akagemuk PAMH
Cepreit AnaronbeBUY JIyKbsIHOB): B OTAEJIICHUU MCUXOHEBPOJIOTUU M SMUJIEHTOIIOTHH
OCII HUKUN nemmarpuu um IO.E Benbrumesa ®I'AOY BO PHUMY um. H. W.
[TuporoBa MunsnpaBa Poccun (rnaBubiii Bpau — n.M.H. KoBaneB U.A., 3aBenytouiue
OTACJEHUSIMU — k.M.H. AprembeBa C.b. u x.m.H. IlepmunoB B.C.) u B
TICUXOHEBPOJIOTUIECKOM OTIEICHUH 2 POCCHIICKON NEeTCKOW KIMHUYECKOW OOJBHUIIBI
(rmaBubiil Bpau — Ilytmimnna Exarepuna AnexcaHIpoBHa, 3aB. OTIECICHHEM — K.M.H
Unbuna E.C). B perpocnekTuBHOM aHanmu3e 3(QQPEKTUBHOCTH MPOTHBOCYAOPOKHBIX

IpenapaTroB TakKe Y4yacTBOBaJ benropojackuil rocynapCTBEHHbBIM HaIlMOHAJTBbHBIN
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UCCJIEIOBATENbCKUI yHUBEpcUTeT (raaBHbli Bpad — J.M.H. Kymukosckuii B.®D.,
Kadenapa HEPBHBIX OO0JIE3HEH M BOCCTAHOBUTEIBHOW MEAWIMHBI, PEKTOP — J.M.H.
[Monmyxun O.H., nupexkrop uHcTuTyTa — n.M.H. KynmukoBckuit B.®.). IIpocnekruBHas
yacTh uccienoBaHus ocymiectBisiiack Ha 6aze OCII HUKU megmarpum um FO.E
Benstumera ®I'AOY BO PHUMY um. H. U. ITuporosa Munsznpasa Poccun .

Bcero B uccnenoBanue 6110 BKIOueHo 203 manuenTta B Bo3pacte oT 1,5 mec. 110
6 ner ¢ nebrorom MC mo 2 nert, perpeccoM/3aep>KKOi ICUXOMOTOPHOTO M PEYEBOTO
pa3BUTHSI, TUTICAPUTMHUEN HA MEKIpUcTyrHou D1

MeToabl HMCC/ICIOBAHUA: AHAMHECTHYECKUU, MOJEKYIAPHO-TEHETUYECKNM,
WHCTPYMEHTAJIbHBIN, KIIMHUKO-T€HEATIOTHYECKUI, CTATUCTUYECKUMN.

IIpeaMer uccienoBaHMs: TaHHBIC aHAMHE3a O J1e0r0Te 3a00JIeBaHusl, YaCTOTE U
xapakrepe npucrtymnoB, kaptuaa 991, MPT ronoBHoro mosra, 1aHHbIE T€HETHYECKHUX
UCCJICIOBAHUM, pe3yJbTaThl TeCTHpoOBaHUA Mo 1mkane DP3  (cokpami. oT aHrd.
Developmental Profile 3).

IonoxkeHus nuccepranum, BBIHOCMMbIE HA 3AIIUTY:

1. UC mnonudtnonornunbl. HaunbGonee wyacroit npuumHoil Bo3HukHOBeHHs HC
ABJISICTCS. THUMOKCUYECKU-UILIEMUYECKOE TMOpakeHue ToJioBHOro Mosra. Yacro HC
acconuupoBansl ¢ TC.

2. Tepaua ADIl ne sBusercs »bdextuBHbIM MeTonoM Jjeuenus HC.
OddextuBHocth ADT cocraBmsima 14,3% wu wmenee. HckiatoueHue COCTaBIsET
Burabarpun y gereit ¢ TC — ero sddekruBHoCcTh B 9T0M rpymme 70,2% (° = 11,9,
p=>0,050).

3. CyliiecTByeT 3a/iep’KKa CO CTapTOM KOPTHUKOCTEPOUIHOM Tepamuu — OHa Oblia
cTapToBOi TONBKO ¥ 4,5% neteit. Uucno ADII B pa3nuuHbIX KOMOMHAIMSIX IO Hadasa
rOpMOHaJILHOM Tepanuu kosiednercs ot 1 o 8.

4. Pazpabotana cxemMa ropMmoHanpHOM Tepamuun WC MeTHInpeaHu30I0HOM,
3¢ heKTUBHOCTh KOTOpoil cocTaBmma 69,5% (x°=13,652, p=0,0011). CraTuctuyecknu
JIOKa3aHa €€ CONOCTaBUMOCTh C 3(PPEKTUBHOCTHIO TETPAKO3AKTUJIA, OJI0OPEHHOTO
ctpanax EBpomnbl u CIIIA. TlpoueHTt peuunuBoB uepe3 6 mecdaneB coctaBuil 12,5%

(Tect MaxHewmapa — °=0,5, p=0,4795).


https://www.bsu.edu.ru/bsu/personal.php?ID=244905
https://www.bsu.edu.ru/bsu/personal.php?ID=244905
https://www.bsu.edu.ru/bsu/personal.php?ID=244905
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5. lokazaHna oTHOcuTenbHass 0€30MaCHOCTh W XOpoulas MEePEeHOCUMOCTh
MpeIO)KEHHOW Hamu cxeMbl Jieuenuss UC ¢ mpuMeHeHreM MeTwinpennu3onona. He
ObUT0 3aDUKCHUPOBAHO HHU OJHOTO J>KM3HEYIpOXKalIIero mnoboyHoro sddekra oT
IIPOBOAMMOM TEPANUH.

CreneHb JOCTOBEPHOCTH M anipodanus pe3yjibTaTOB

Huccepranmst ~ anpoOMpoBaHa  HA  COBMECTHOM  HAyYHO-MPAKTHYECKOU
KOH(epeHIIMU COTPYIHUKOB Kadeaphl HEBPOJOTHUU, HEHPOXUPYPTHH M MEAUITMTHCKOMN
reHeTuku umeHn akaaemuka JI.O. bapansna @enepallbHOrO rocyaapCTBEHHOIO
aBTOHOMHOT'O0 00pa30BaTEIbHOIO YUpEKIEHHUsI BbICIIEro oOpa3oBaHusi «Poccuiickuii
HAIIMOHAJIbHBIA ~ HCCIIEAOBATEIIbCKUM  MEIUIMHCKUKA  yHuUBepcuter wumenn H..
IIuporosa» MuHuncTepcTBa 3apaBooxpaHeHust Poccuiickont @enepanuu. B cocrase
COTPYOHUKOB  Kadelnpbl, Bpaded  IMCHUXOHEBPOJOTMUYECKOTO  OTAeieHus -1,
ncuxoHeBposiorndeckoro oraesenus -2 OCII HUKU neauatpun um FO.E Benbruinena
OI'AOY BO PHUMY wum. H. MW. IluporoBa MunzgpaBa Poccuu,
IICUXOHEBPOJIOTHYECKOTO OTIEICHUST -2, oraeneHud MeaunuHckorn reHetuku OCII
Poccuiickoit gerckoit knunHudeckod OonpHUIEI PT'AOY BO PHUMY wum. H. W
[TuporoBa MunznpaBa Poccun (3aB. kadeapoit — mpod. a.m.H. 3aBagenko H.H.
(mpotoxoi Ne 8/20-21 ot "25" mapra 2021 r).

CreneHb JTOCTOBEPHOCTH U3JIOKEHHBIX JIAHHBIX TOJTBEPXKAAETCS OOJIBIINM
YUCIIOM  HAOJIOJACHUM, KAayeCTBEHHBIM aHAJIM30M, CHCTEMHBIM TOJIXOAOM K
HaOJIOICHHIO.

[TomydyenHsle pesynbraThl npeacraBieHbl Ha XVII PoccuiickoM KoHrpecce
«IHHOBAIIMOHHBIC TEXHOJOTUM B TEIUATPUU U JCTCKOW XUPYprum» (23-25 okTsaops
2018 roma), XIV ExeromHoMm KOHrpecce CIEelHaIuCTOB MEpPUHATAIHLHON MEIUIIMHbBI
«CoBpeMeHHasl MEePUHATOJIOTHSI: OpraHu3allys, TEXHOJOTUH, Ka4eCTBO» (6—7 OKTIOps
2019 r.), VII bantuiickoM KOHIpecce MO JIETCKOW HEBPOJIOTHU C MEXKIYHAPOIHBIM
yuactueM (7-8 urons 2018 r.).

PaGora BbITIOHEHA B OTHAENE€ TICUXOHEBPOJIOTUM W DIUJIENTOJIOTUU
(pykoBOAMTENb OTAENAa — JMOKTOp MEIWIMHCKUX Hayk, mpodeccop benoycosa E.JI.)

OCII Hay‘{HO-HCCJICI[OB&TCHLCKOI‘O KIIMHUYCCKOI'O0 HHCTUTyTa ICAUMATpUN HWMCHHU
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akagemuka lO. E. Benprumesa ®I'AOY BO PHUMY um. H. U. Iluporosa Munszapasa
Poccuu (1.0. 1upeKkTopa — TOKTOp MEIULUMHCKUX Hayk, mpodeccop limu B.B.).

JIn4yHoOe yyacTue aBTopa

ABTOpPOM TNIPOBENIEH aHAIN3 OTEYECTBEHHON U 3apyO0eKHOU JIUTEPATyphl 10 TEME
uccienoBanus. ChopMmynupoBaHa Leidb U 3aJaud uccienoBanus. Pazpaboran auzaiin
uccienosanus. [IpoBenena oOpaboTka ucTopuii OOJE3HU JETEH, paHee MPOXOIUBIINUX
oocnemoBanne u Jsedenue B OCII HayuHo-uccnenoBaTenbcKoM —KIMHUYECKOM
MHCTUTYTE nienuatpun uMmeHu akajaemuka FO. E. Beaptumesa ®I'AOY BO PHUMY
uM. H. U. [Iuporosa Munszapasa Poccun, B icnxoneBponorndeckom otaesennu 2 OCII
Poccuiickoit gerckoil kmmHmdyeckor OonpHUIE PI'AOY BO PHUMY mm. H. H.
[TuporoBa MunznpaBa Poccuu, benropoackoM TrocyJapCTBEHHOM HAllMOHAJIBHOM
UCCJIEIOBATENbCKOM  yHUBepcutere. llpu  HEOOXOOUMOCTM W BO3MOYKHOCTH
npousBoAwiIack TenedoHHas Oecefa € POAUTEISIMU TALMEHTOB PETPOCHEKTUBHOM
rpynnsl.  IIpoBenenst  oTOOp, 0OcinenoBaHME  MAIUMEHTOB, BKIIOUYEHHBIX B
IPOCNEKTUBHYIO Trpymiy. OCyIHIeCTBISUIOCH HAOMIOJEHUE 3a NMAlMEHTaMU BO BpEMs
KOHCYJIbTAallMii, MOBTOPHBIX TOCTIUTAIM3aMil M myTeM TeneoHHBIX Oecen ¢
ponutensmu. [lpoBogumach OIEHKA MPUCBUIAEMBIX POJUTEISIMU  PE3YJIHTATOB
UCCIIEIOBAaHUM Ha JJIEKTPOHHYIO NOuTy. BbIMoiaHeHa crarucTtuyeckas o0paboTka
pesynbratoB. I[IpoBeaeH aHanmu3 TMONYYEHHBIX JAaHHBIX 00 dS(QexkTuBHOCTH U
NEePEHOCUMOCTH METOJA JieUeHUsl. BBIMOIIHEHAa OleHKa KOHOMHUYECKOW JOCTYIMHOCTH
Metofa. IloaroToBiieHbl BBICTYIJICHUS HAa KOH(EPEHUUSX M CTaTbU Ha TEMy
UCCJIeI0BAHUS.

Crpykrypa u 00beM JUCCEepTALUU

Huccepranmonnas padota BeinojHeHa Ha 121 nucte. Brirodaet B cebsi CIMCOK
COKpAILIEHU, OrJaBJeHUE, BBEIAECHUE, 0030p JUTEPATYpPbhl, MOJYyUYECHHbIE PE3YyJbTaThI,
BBIBOJIBI, TIpakTHdeckue pexomeHpanuu. Coxpepxut 26 Tabmun, 18 pucynkos, 1
npuiiokeHue, coaepkamiee 1 tabnuiy M 5 pucyHkoB. CIHCOK JUTEPATYPhl COIACPKUT

86 UCTOYHUKOB, B TOM YHCJIC 25 OTEUECTBEHHBIX U 61 3apyOeKHBIX.
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I')TIABA 1. OB30P JIMTEPATYPBI

1.1 Onpenesnenue, TepPMHUHOJIOTUS IMWIENTHYCCKUX U HHPAHTUIBHBIX CIIA3MOB

ONUIENTUYECKAE CMa3Mbl — BHJI SMWIENTHYECKUX MPUCTYNOB C BHE3AIHBIM
cru0aHueM, pa3ru0aHueM WM CMEIIAHHOTO CTru0aTelbHO-pa3ru0aTeNIbHOIO THMA, C
BOBJICYEHHUEM NPEUMYLIECTBEHHO NPOKCUMAJIbHOW M TYJIOBHUIIHOH MYCKYJIATypBhl,
KOTOpbIE JJIMTEIbHEE MHUOKIOHMYECKUX, HO KOpPOY€ TOHHMYECKMX MpucTynoB. HMx
JUIMTEJIBHOCTh COCTaBJIIET OKOJIO 1 C. DNWIENTUYECKUE CHa3Mbl, BO3HHUKANOIIHE B
MIEPBBIN TOJT )KU3HU, HOCAT Ha3BaHue HHPpanTHIbHBIX ciazmoB (UC) [35, 10].

WHpanTunbHble cra3Mbl BXOASAT B CHUMITOMOKOMIUIEKC CHHApoMa Becra —
ANMIenTHYEeCKOr sHUedamonaTiu (POpMbl SMUIEIICUN ), XapaKTePU3YIOLIEHCs TpUaaon
CUMIITOMOB: MH(AHTUJIBHBIMU CIa3MaMH, TUIICAPUTMHUEN Ha MexXnpuctynHo O0T,
perpeccom NCUXOMOTOPHOIO pa3BuTus [2, 33].

[lo onpeneneHnIo «KiIacCU4ecKas» TUIncapuTMus — SMHIECNTA(DOPMHBIN MAaTTEPH,
XapaKTEPU3YIOLIUANCS HEpETryIspHOU MPOJOJKEHHOU BBICOKOAMIUIUTYIHOMN
MEJJICHHOBOJHOBOM akTuBHOCTHIO (1-3 I'1r), ammumtynoit 6onee 300 MxB B couetanumn
C MyJbTUPETUOHANbHBIMU U JIU(PPY3HBIMM KOMIUIEKCAMH MHUK-BOJIHA, OCTpasi—
MesuieHHas BoiHa [35]. bonee mompoOHO anekTposHiiedanorpadhudeckre maTTePHbBI
AMUIENTHYECKUX CIa3MOB OyAyT 00CYXAEHBI HUXKE.

Takum 00pa3oMm, HsnujenTudeckue U HHGAHTWIBHBIE CHa3Mbl — 3TO THII
AMUJIENITUYECKUX MPUCTYIIOB, TOTa Kak cuHapoM Becra sBisiercs ¢opmoit snuiencuu
[3, 5]

[To nmamabiM MexayHapogHoit maurun 1o Oopebe ¢ osnunencueit (ILAE),
KJlaccuyeckasi Tpuaga cuHjapoma Becrta BcTpedaercs kpaitHe peako. B cBs3u ¢ panHei
JMAarHOCTUKOW M JICYEHHEM KJIACCUYEeCKasl THUICAapUTMMsS B HACTOsIIEe Bpems
MPAKTUYECKUA HE BCTPEUAETCs, a Jalie GUKCUpPYeTCcss MOAUBUIIMPOBAHHAS TUTICAPUTMHUS
[24] (v MYJIbTUPETUOHAIbHAS AKTUBHOCTb, KOTOpas CUUTACTCS
IPEIrUICAPUTMHUUECKUM COCTOSTHUEM. Y JeTeil ¢ paHHMM Ae0I0TOM WH(aHTUIBHBIX

CIa3MOB, KOTJa ICUXOMOTOPHBIE HABBIKA NPAKTHUYECKU OTCYTCTBYIOT M Yy JETEH C


https://www.epilepsydiagnosis.org/seizure/epileptic-spasms-overview.html
https://www.epilepsydiagnosis.org/seizure/epileptic-spasms-overview.html
http://www.epilepsia365.ru/encyclopedia/show.htm?id=271
http://www.epilepsia365.ru/encyclopedia/show.htm?id=271
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MMEIOIIEHCS M3HAYAJIbHO 3a/€pPKKOM IICHXOMOTOPHOIO Pa3BHUTHs, OLIEHKAa perpecca
IICUXOMOTOPHBIX M PEYEBBIX HABBIKOB HE IMPEACTABIISIETCS BO3MOYKHBIM. YUWTHIBAs
BBILICIICPEYUCIIEHHOE, B  HACTOSIIIEE BPEMS  IEPECMOTPEHBl  PEKOMEHIALUU
OTHOCHUTEJIBHO MCHOJIb3yeMoM TepMuHoioruu. ILAE pexkoMeHayeT HCHoJb30BaTh
TEPMUH «UMH(AHTUIBHBIE CIIa3MbD», BMECTO CUHApoMa Becra, ynmorpeOisisi Ha3BaHuE
«cunapoMm Becta» Tonpko B peakux ciydasx [40, 66]. B HoBoil kiaccudukanuu
STIHJICTICUH, SMUJICNITUYECKUE CHa3Mbl BBIACIEHBI KaK OCOOBIN THUI MPHUCTYIOB, WX
paznensitoT Ha (OKaJbHbIE, TEHEPATM30BaHHBIE M DMIWICNTHUYECKHE CHa3Mbl C

HEU3BECTHBIM HavayioMm [37].

1.2 3THon0rus NHPAHTWIBHBIX CIA3MOB

Nudantunbabie cnazmbl U runcaputmus Ha D3I MoryT pa3BUBaThCi Kak y
VM3HAYaJIbHO 3JI0POBBIX JETEW, TaK U Yy JETEH C TAKEJIOW OPraHUYECKOW IAaTOJIOTUEN
rojoBHoro mo3ra [17, 60, 63, 76].

Cunnpom Becra, BKtouaromuii B ce0st SMUIECNTUYECKUE CTIa3Mbl U TUTICAPUTMHIO
Ha MEXNPUCTYNMHOW D', MOXKET 3BONIOLMOHUPOBATH U3 cuHApoma Otaxapa. Eie B
2016 rony Obuia ommcana oOmas myrtamuss reHa GABRAIL, oObscHsmONmas JaHHYIO
Tpanchopmaruio [49]. JloctatouHo yacTo MHMOAHTUIILHBIE CIIa3Mbl BO3HUKAIOT y JIETEH,
cTpaaaromux Tyoepo3HsiM ckiepo3oMm [80]. TyOepo3Hblil CKIEpO3 — MOJUCHUCTEMHOE,
TeHETHYECKHU JIETEPMUHUPOBAHHOE 3a00JIeBaHUE C BapuaOeIbHOM SKCIPECCUBHOCTHIO,
IIPU KOTOPOM JOOpPOKAUYECTBEHHBIE OMYXOJIM (FraMapTOMBI) BBISBISIOTCS B Pa3IUYHBIX
opraHax, BKJIOYas TOJIOBHOM MO3T, Ijasa, KOXy, cepiue, nouku u nedens [23]. Ilo
JAHHBIM MEXIYHApOJHOTO pEerucTpa AeTeil ¢ Tyoepos3nbiM ckiepozoM (TOSCA), mpu
oOcnenoBanuu 2216 aereil MHpaHTUIbHBIE CIIA3Mbl OB JUATHOCTUPOBAHBI Y 38,9%.
YacToTta pa3Butust MH(PAHTHIBHBIX CIIa3MOB BhIIe y AeTeit ¢ myTarueit TSC2 (47,3%)
1o cpaBHeHuto ¢ getbMu ¢ mytamuend TSCI (23%) [79]. Takxe npuunHoi pazsutus UC
MOTYT OBITb TIOPOKM pPa3BUTUS TOJOBHOTO MO3ra, XPOMOCOMHBIE aHOMAJIUH,
HEHPOKOXXKHBIE CHHIPOMBI, BHYTPUYTPOOHBIE HH(EKIUU H BPOXKIECHHBIC HIEPEKTHI

MeTa6OJ'II/IBMa; T'HIIOKCUYCCKHN-UIIICMHUYCCKHUEC G)HHG(i)aJ'IOHaTI/II/I HOBOPOXICHHBIX,


http://www.hopeforhh.org/wp-content/uploads/2016/12/Annual-Fundamentals-Symposium.pdf
http://www.hopeforhh.org/wp-content/uploads/2016/12/Annual-Fundamentals-Symposium.pdf
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UH(EKINY [IEHTPAIbHON HEPBHOW CHCTEMBI, OIyXOJIH U UHCYIBTHL [13, 63, 76]. Oxomno
30-40% Bcex MH(pAHTUIBHBIX CIIA3MOB SIBJISIOTCS TEHETUYECKU JI€TEPMUHUPOBAHHBIMU
— 3TO KAacaeTcs U BPOKICHHBIX 1€(PEKTOB METa0O0IN3Ma, U XPOMOCOMHBIX abeppauuii, u
MOPOKOB pa3BuTHs. Bce Oombmee wmecto B Bo3HWKHOBeHMn WC  oTBOguTCS
MOHOT€HHBIM  TIE€HETHMYEeCKMM MyTauusaM. Ha  HacTosiiee BpeMs  pa3BUTHE
AMWIECNTUYECKUX CHAa3MOB HaumOOJee YacTO CBSA3BIBAIOT C HAJMYUEM MYyTalUd B
cnenyromux reHax: ARX, CDKL5, KCNQ2, FOXGI, GRINI, GRIN24, MAGI2,
MEF2C, SLC25A422, SPTANI, STXBPI [47, 66]. OcHOBHasi XapaKTEpUCTHKA T€HOB
npuBeaeHa B Tadbiuue 1.1.

Tabmuua 1.1 — TI'eHpl, MyTaluu B KOTOpPBIX OTBETCTBEHHBI 33 pPAa3BUTHE

I/IH(baHTHJIBHBIX CIIa3MOB

Myrtanusa | Jlokanuzanus bemox buoxnMmnueckue OyHKIUA
MPOLIECCHI
ARX Xp21.3 Y3 TPYIIIBI [Ipoueccer Perymsanus npoueccos
roMeo0IaCTHBIX | TPAHCKPHUIIIIUHU B dbopmupoBaHUs
OeNKoB OEJIKOBBIX OpraHOB M TKaHEH
MOJIEKYJIax
CDKL5 Xp 22 Huxnun- N3menser Perynsanus
3aBUCHUMAs aKTUBHOCTb dbopmupoBaHus
KMHAa3a (CepUH- | JPYTUxX OCJIKOB MPaBUJIBHOTO
TPEOHMH KMHa3a MOP(hOIOTHYECKOTO
STK9) CTPOCHHUS HEUPOHOB
KCNQ2 20q13.33 | benku kanmueBnix PaboTa kammeBbIX TopmoxeHue
KaHaJIOB KaHaJIOB HEUPOHAJIbHOU
AKTUBHOCTHU
STXBP1 9q34.11 CuHakTuH- Cnustaue Perynsauus
CBSI3BIBAIOIIMN | CHUHANTHYECKON HEUPOHAIBHOMU
Oenox BE3UKYJIbI C AKTUBHOCTH
MPECUHANTHYECK (axTHUBaUA,
oif MeMOpaHoi 1 TOPMOXKEHUE B
BBICBOOOXKICHUE 3aBUCUMOCTH OT
HelipomMeuaropa MeaIuaTopa)
B
CUHANTHYECKYIO
11eJIb



https://ru.wikipedia.org/wiki/%D0%A1%D0%B8%D0%BD%D0%B0%D0%BF%D1%81
https://ru.wikipedia.org/wiki/%D0%9D%D0%B5%D0%B9%D1%80%D0%BE%D0%BC%D0%B5%D0%B4%D0%B8%D0%B0%D1%82%D0%BE%D1%80
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[Tpomomxenue Tabmuier 1.1

FOXG1 14q12 ["'oMe000KCHBII dakTop dopmupoBaHue
oenok (forkhead | Tpanckpumnun TemHIedarona
box) G1
GRIN1 9q34.3 I'eTepomepHsbIe Pabota HeitpoTrpancMuTTepsl
OEJIKOBBIE IJIyTaMaTHBIX HEPBHOU CHCTEMBI
KOMIUIEKCHI N- pELENnTOPOB
Metui-D-
acnaprar
pPELENTOPOB,
YJICHBI KaHaja
HajJceMencTBa
peLenTopoB
riryramara
GRIN2A l16pl13.2 GIluN2A (panee Pabota Heiiporpancmurrepsl
M3BECTHBIN KaK [JIyTaMaTHBIX HEPBHOU CHCTEMBI
NR2A) pELEnTopoB
KOMITOHEHT
IIIyTaMaTHBIX
peuenTopoB
MAGI2 7q21.11 I'yanunariuknas Ox30unTO03, | DOpMUPOBAHUE LIMIIHMA
a LUJIMOTEHE3
MEF2C 5ql4.3 MEF?2 6enok dakTop Muorenes
TPaAHCKPHUIILUU
SLC25A2 11pl5.5, MwuToxoHapHuanb Tpaucnopr HeuponanpHas
2 HBI HOCUTENb riiyramara aKTUBAIIUS/MHAKTUBAI]
riryraMmara us
SPTANI 9q34.11 Anbpa-II- Co3nanue CrpykTypHBIE
CHEKTPUH UTOCKEJETa, | KJIETOYHbIE aHOMAJIUU
penapanus JTHK,
peryisuus
KJIETOYHOI'O
LMKJIa, aATe3Us
KJIETOK,
MEXKJIETOUHAs
KOMMYHUKALIHS
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B toMm, uTO KacaeTrcs XpOMOCOMHBIX abeppaliuii, ”HPAHTUIbHBIE CIIAa3Mbl TaKXkKe
aCCOIMMPOBAHbI ¢ XPOMOCOMHBIMU aHoManusiMu. [lo mganabiM Daniels D ¢ coast.
(2019), yacroTa pa3BUTUS MUIIETICUU Y AeTeil ¢ cunapoMoM Jlayna noxomut a0 13%,
npu 3toM Ha oo UC npuxoautcst 32% u3 o011ero yucia 3MUIeNTHYeCKUX MTPUCTYTIOB
[70]. B nureparype omMcaHbl Ciaydyal BO3HMKHOBEHHS SIHWJICHTHUYECKHUX CIIAa3MOB Y
nereid ¢ cunapoMmoM [lamnmucrepa-Kunnmnana, Takke M3BECTHBIM Kak TeTpacoMmus 12,

cungapomoM Bunesimca [31, 56].
1.3 IlaTorenes
TouHBIN MEXaHU3M Pa3BUTHUS SIWICNTUYECKUX CHA3MOB JO0 KOHIA He siceH. Ha
HACTOSIIUH MOMEHT CchOpMyaupoBaH Ieiblii psan Teopuil. KpaTko Bce TrUMOTE3bI

0TOOpakeHbI B TabuIle 1.2

Tabnuna 1.2 — 'unorte3sl naTorene3a cuuapoma Becta

I'unioresa CyTtb [Ipennonaraemelii PazButne IM'unicapurmu
IaToreHes3a BO3JECHUCTBUSA MEXaHU3M AMWICHTUYECKU s
pa3BUTHS X CITa3MOB
[loBbIlIEHKE B Beenenne N3menenune ypoBHs + —
KpOBU KOPTUKOTPOIIMHA|  CTEPOUIHBIX
KOPTUKOTPOIIMHA-|  -PEJIN3UHT TOPMOHOB
PEIU3UHT rOpMOHa
ropmoHa [29]
AKTUBU3AIUA BBenenue [M'unepBo30yx)aeHN + +
[JTyTaMaTHBIX aroOHUCTOB € HEPOHOB 3anepxka
peuenTopoB [36] | TiIyTamMaTHBIX pa3BUTHS
peLenTopoB

JnccuHxponus Beenenue TopMoxkeHne KOpbI +u3 +
pa3BUTUSA OJIOKaTOPOB  |OJTHOTO MOYIIAPHsI| «3I0POBOTOY
TOJIOBHOT'O MO3ra |  HaTPUEBBIX TOJIOBHOI'O MO3ra | IOJIylIapus
[38] KaHaJIOB TOJIOBHOTO

Mo3ra



https://www.ncbi.nlm.nih.gov/pubmed/?term=Daniels%20D%5BAuthor%5D&cauthor=true&cauthor_uid=30671494

[Tponomxenne Tabnuipt 1.2
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Hapymenue HeliponanbHble Hapymenue +
B3aUMOJICUCTBUSl | TTOBPEKICHUSA, KOPKOBO- BBIpaKEHHAasI
MEXKTy KOpOit TIOBPEKICHUS MOJAKOPKOBBIX 3a/IepiKKa
TOJIOBHOT'O MO3ra |0eJIoro BEIIecTBa| B3aUMOJICHCTBHI pa3BUTHA,
1 MOJIKOPKOBBIMH TOJIOBHOTO MO3ra, ayTUYECKHUE
CTPYKTYpaMu WHTUOMpPOBaHUE YEPThI
[73] BBIPAOOTKHU TOBEJICHUS

CEpPOTOHUHA B

KUIIICYHUKE

AKTHBaIsg BBenenne AxTHBamsa + —
["”AMKO- aronucta ' AMK- KaJbIUEBBIX
pELEnTOPOB Y peLenTopoB KaHaJIOB
KPBIC C BBICOKOM
AKTUBHOCTBIO
I"AMK-
penenTopos [73]
AKTHBaIUs BBenenne AxTHBanus — —
["”AMKO- aronucta ' AMK- KaJIbIIMEBBIX
pPELIeNTOPOB y peLenToOpoOB KaHaJIOB
3I0POBBIX KPBIC
[73]

YuurteiBas Pa3HOPOAHOCTb T'MIIOTC3, Mbl MOJKCM IIPCAIIOJIO0KUTb, YTO CAMHOI'O

MCXaHHW3Ma pPa3sBHUTHA SIMUIICIITUYCCKUX CIIa3MOB M THIICAPUTMHHU HET, UX IIAaTOTCHC3

pPa3BOPAUMBACTCA HA HECKOJIBKMX YPOBHSAX HEHUPOPETYISLHUH: TOPMOHAIBHOM,
HEUPOTPAHCMUTTEPOM U Ha ypoBHE penentopoB ['TAMK.
1.4 CemmnoTuKa NpUCTYNOB
CemuoTMka TPUCTYIIOB  3aBUCHUT OT TOrO, Kakasg TpyIa  MbIIIIL

MPEUMYIIIECTBEHHO BOBJICUEHA B Tpoliecc — (hrekcopHas WM DKCTeH30pHas. Takke

ObIBAIOT CMelIaHHble (DIEKCOPHO-IKCTeH30pHble BapuaHThl [19]. Yame Bcero
BCTPEUAIOTCS CMEIIAHHBIE CIa3Mbl, MOCJIE HUX CIEAYIOT (JIEKCOpPHBIE, SKCTEH30PHBIC

HAOJFOMAIOTCS peXe. Y CTAHOBJIEHO, YTO THIT CHAa3MOB, KaKUMH Obl OHM HH OBLIU —
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(bIEKCOPHBIMU, IKCTEH30PHBIMH WJIM CMEIIAHHBIMU — HE 3aBUCUT OT 3THOJIOTUU W HE
CKa3bIBacTCS Ha TMPOTHO3E 3aboyieBaHWs. B To ke BpemMs wuMeeT 3HAYCHHE,
CUMMETPUYHBl  CMa3Mbl  WJIM  HET, TMOCKOJbKY  aCUMMETPHUYHOCTH  MOMKET
CBUJIETEIHCTBOBATh O (POKATBHOM KOPTHKAILHOM TmopakeHnn. Cra3sMbl MOTYT
BapbUpOBaTh OT PACHPOCTPAHEHHBIX COKPAIICHWM BCEX MBI — crudaTenel uiu
pasrubaTeneit — 10 COKpalleHUu! OTACIbHBIX MBIIII €U WK MPSIMON MBIIIIBI )KUBOTA.
Bo3MoxkHO oOrpaHmueHue Mnporecca KOPOTKUMU BEPTUKAIBbHBIMHU MOJIEPTUBAHUSIMU
IJIa3HBIX SOJIOK WM WX JBIKEHUAMH IO TUIYy HUCTarmMa. ACUMMETPUYHBIC CIIa3Mbl
MPOSIBIISIIOTCSL JIaT€pajibHBIM OTBEJEHUEM TOJIOBBI WIM Trja3. Y OOJBIIMHCTBA JIE€TEH
BCTpeuaeTcsi OOJbIe, 4YeM OJIMH BHJ CMa3MOB, NMPU 3TOM HAOIIOJAaeMbld THUII CllazMa
3aBUCUT OT MCXOJIHOTO IOJIOKEeHUS Tena [35].

Cna3Mbl UMEIOT TEHJCHIIMIO BO3HUKATh 4Yalle cpasy Mocliie MPOoOYKICHUS WU
npu  3acbimaHuu. JlJISI  HUX ~ XapakTepHa  CEPUUHOCTb, HMHTEPBAT  MEXAY
MOCJIEIOBATEIbHBIMKU CIIa3MaMHU COCTaBigeT mpu 3ToM MeHee 60 cek. OOBIYHO
WHTEHCUBHOCTb CYJIOPOT B CEpUHU CHaYaja MOCTEIIEHHO BO3pacTaeT, a 3aTeM YyOBbIBaeT.
YacToTa cria3MoB BapbUPYET OT €AMHUYHBIX JO HECKOJIBKUX COTEH B JI€Hb [2, 5, 19].

Cnazmbpl  He SBIAIOTCA (DOTOCEHCUTHBHBIMU, 3aTO MOTYT  BBI3BIBATHCSA
TaKTUJIBHON CTUMYJISIIMEN WM BHE3AIHBIMU TPOMKHMU 3BYKaMH. 3a cia3MamMu MOTYT
cleoBaTh TNEPUOAbl CHWKEHHOW peakTuBHOCTH. (Cpa3dy Iocie cha3ma 4acTo
OTMEYAeTCs IJ1a4, OJTHAKO OH HE CUUTACTCS UKTAIbHBIM (DEHOMEHOM.

HecmoTpss Ha TO, 4YTO UWMEHHO CEpUU CHa3MOB (KJIACTEphl) SIBISIIOTCA
OTJIMYUTEJIbHBIM TMPU3HAKOM CHHIpPOMA, MOTYT BCTpEUaTbCsl M JAPYrU€ BHJbBI
MPUCTYIOB — KJIIOHUYECKHE, TOHHWYeckue wuiu ¢okanbHbie. Cepus Cra3MOB MOXKET
HAYaThCsl ¢ TOHUYECKOTO MPUCTYTA, KOMOUHAIHS CTIa3MOB ¢ (DOKATBHBIMU CYJIOpPOTaMHU
MOXET TaKK€ COCTaBJISATh OTJICNbHBIN BUJ IPUCTYMNOB. B mociieHeM ciiydae 3T0 MOXKET
OBITh IPU3HAKOM OPTaHWYECKOM MAaTOJOTHUU TOJOBHOTO MO3Ta, MpUYeM HeoOs3aTeIbHO
C HEONarompusiTHBIM MPOTHO30M. HapymieHus JpIXaHus — YacTO BCTPEHAIOIIUICS

(dheHOMEH, B OTJINYKE OT U3MEHEHUM YaCTOThI CEPJICUHBIX COKparieHui [83].


https://www.epilepsydiagnosis.org/seizure/epileptic-spasms-overview.html
https://www.epilepsydiagnosis.org/seizure/epileptic-spasms-overview.html
http://www.epilepsia365.ru/encyclopedia/show.htm?id=271
http://www.epilepsia365.ru/encyclopedia/show.htm?id=271
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1.5 HepBHO-nicMXn4ecKre HAPYIICHUSA

Hecmotpst Ha TO, 4TO perpecc NCUXOMOTOPHOIO Pa3BUTHS, ACCOIMUPOBAHHBIN C
NC, opn omucan Ynbsimom Jlxeitmcom Becrom eme B 1841 [82], m3aMeHeHuUs
MICUXWYECKOT0O U JIBUTATEIBHOTO PAa3BUTHS JIETe HAa paHHUX 3Tamax cuHjapoma Becra
OMMCBHIBAIOTCS B JINTEPAType BECbMa CKYJHO. BOJIBIIMHCTBO aBTOPOB OrPaHUYMBAIOTCS
OOILIMMHU TEPMUHAMU — «PETPECC PA3ZBUTHUS», «3a/ICPKKA PAZBUTHUS», KILJIATO PA3BUTHUS.
OTtcyTcTBUE MOAPOOHBIX OMUCAHUM, BUIUMO, CBSA3aHO C OOJBIIUM pPa3zHOOOpazueM
UCXOJIHBIX BapHaHTOB pAa3BUTHA JO Hayajga WHQAHTUIBHBIX CHa3MoB. XOPOIIO
u3BecTHO, uTo MIC MOryT BO3HMKATh Ha (D)OHE HOPMAIBHOTO PA3BUTHS WM U3HAYAIBHO
UMeErolIeca ero 3anepkku. I[lociie BO3HUKHOBEHHSI SOWIENTHUYECKHX CIa3MOB
HAOJIOMAeTCsl perpecc pa3BUTUSA Y 3HaYUTENbHOM wyactu jetedl [86]. Omnako y
HEKOTOPBIX J€Ted HET 4YETKOr0 perpecca HaBBIKOB B CBA3M C YK€ HMEIOLIEHCS
BBIPAKEHHOM 3a/IEP’KKOM TICUXOMOTOPHOTO Pa3BUTHUS, Y OCTABILICHCS YaCTU HET YETKOTO
perpecca, HO 3aTPyJHEHO NPUOOPETEHHE HOBBIX HABBIKOB — YTPAuMBAETCS TEMII
MICUXOMOTOPHOTO Pa3BUTHSA M BO3HUKAET CBOCOOpA3HOE «ILJIaTO» HABBIKOB. B cBOMX
paborax JKam Alikapau ommMCBHIBA€T HayajJo perpecca 0 BO3HUKHOBEHHS
AMUJIENITUYECKUX cra3MoB B 68—85% ciydaeB: «Y MilajieHlleB Ha (DOHE MOJHOTO
Onmaromonyuusi HaONIOmaeTcsl ompenelieHHass perpeccusi moBeneHus. OHU  TEpPSAIOT
MHTEpPEC K OKPYKAloLIeMy A0 TaKOW CTENEHU, UYTO Ka)KyTCs CJIENBbIMU WM TITyXHUMI)
[11]. Cuuraercs, 4yTO B MEPBYIO OYEpPEIb HAPYIIAIOTCS 3PUTENbHbIE (PYHKIUU —
dukcarys B30opa Ha PEAMETaxX, MPOCICKUBAHNE 32 HUMH, 3pUTEIbHOE BHUMaHue [28].
AHQJIOTUYHO CHHUYKAETCS M OCTPOTa ClIyXa, YTO OMpPEICNISeTCs MO JJaHHBIM BhI3BaHHBIX
cinyxoBbiX noteHuuasioB [11]. Ilo Bcell BUAMMOCTH, TOTJA K€ TOABJISIOTCS NEPBBIC
YepThl ayTU3Ma — PEOCHOK MOXET CTaTh PABHOYIIHBIM 110 OTHOIIEHUIO K POJAUTEIISIM,
yTPaTUTh C HUMH SMOIIMOHAIBHBIM KOHTAKT, MOXKET UCUE3HYTh KOMILUICKC OKUBJICHUS,
B TOM YHCJI€ yJIBIOKA, U PEKPATUTHCS TYJICHUE. 3aTeM BO3HUKAECT PETPECC B MOTOPHBIX
HABBIKAX: JIETU TIEPECTAIOT TSAHYThCA K WIpymikamMm u OpaTh HUX B PYKH,
nepeBopaynBarhes, Jaepxarh rosopy [20]. Takum oOpa3omM, BCe aBTOPHI ONKCHIBAIOT
Ype3BBIYAHYI0  BapualOeIbHOCTh  CTEMEHM IICUXOMOTOPHOTO  perpecca  Mpu

OIMHUIICTITUYCCKHUX CIIa3Max.
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1.6 DnexTporHuedanorpadpuueckas XapaKTePUCTHKA INMIIENTHYIECKHUX CIIA3MOB

Ilpucmynnas (ukmanvnas) 3. Tlo manueim  lype M (2016) B 75% Bcex
CllydaeB MpH OHOWICNTUYECKUX CHazMax Ha J3JEKTpo-dHIeasorpaMMe B MOMHT
AMUWICNTUYECKUX CIMAa3MOB (PUKCHUPYETCs TeHepalu30BaHHAs MeEJJICHHOBOJIHOBAs
aKTUBHOCTH OOJIBIION aMIUIUTY/IbI, Yallle BCEro, MOCIe MEIJICHHOW BOJIHOM aKTUBHOCTH
BO3HUKAET YIUIOIICHUE aKTUBHOCTH [45]. B psme ciyyaeB, MeIJIEHHO-BOJHOBAs
aKTUBHOCTb, UMEET aMIUIUTYHBIN akieHT. B 25% Bcex cily4aeB, 1O TAHHBIM TEX ke
aBTOPOB, B MOMEHT BO3HMKHOBEHUS SMUJIENTUYECKUX CHa3MoB, Ha DD gukcupyercs
ObIcTpast «BepeTeHooOpa3Has» akTUBHOCTh [45]. Takxke B JMTepaType OIHMCAHO, B
KAaueCTBE BEPOATHOIO NPUCTYIHOIO IATTEPHA, BO3HWKHOBEHHUE, B PEIOKHUX CIydasXx,
VIUIOIICHUST pUTMa (JeKpeMeHTa akTUBHOCTH) [45]. Cneayer oOpaTUTh BHUMaHHUE Ha
TOT (hakT, uto 1o JnaHHbIM Gastaut u coaBT. (1964), y 13% O0NbHBIX HET MKTaJIbHBIX
U3MEHEHUN Ha 3JekTpo-sHuedanorpamme [20]. BrlmeonucaHHble  HKTaJIbHBIE
U3MEHEHUS (MaTTEPHBI Clla3Ma) MOXKET BO3HUKATh HE TOJBKO Ha (DOHE TUIICAPUTMUU, HO
U Ha (OoHE HOPMAIBLHON MEXMPUCTYIMHOM 3JeKTpo-dHIedasorpamme (pucyHok 1.1)

[22].
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Pucynok 1.1 — ITarTepHbl 3MUIENTHYECKOTO ClIa3Ma: BCOBIIIKA MEIJIEHHO-BOJHOBOM

aKTUBHOCTH (cepusi cria3MoB) [22]


https://www.ncbi.nlm.nih.gov/pubmed/?term=Iype%20M%5BAuthor%5D&cauthor=true&cauthor_uid=27011629
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Mexcnpucmynuasn (unmepuxmanvuas) 331 KnaccuyeckumMu M3MEHEHUSIMU Ha
MEXIPUCTYITHON DI, y fAeTelt ¢ AMUIENTHISCKUMHU CIIa3MaMHU, SBJISICTCSI OCOOBINA THIT
SNUJIENITUYECKON AKTUBHOCTH, HOCSIIMI HAa3BaHWE - TUICApUTMUA. J{aHHBIHA
Helipodu3nonornueckuid marrepH Obul BrepBble ommucaH B 1952 romy. ABTOpEI
onmucanusa: F A. Gibbs u E.L. Gibbs Tak omnmcaau cBOW HaxoAKy: «ITO
BBICOKOAMIUIMTYJIHBIE CIAWKA W MEHJICHHblE BOJHBL. CHallku NEepUOANYECKU
BAPBUPYIOT U MO JOKAJIU3ALUU U 110 NMPOAOJDKUATEIBHOCTH. B onpeneeHHblii MOMEHT
OHM MOTYT OBbITh (POKAJBHBIMH U Cpa3y ke, HECKOJIbKO CEKYHJ| CITyCTs, MpUoOpeTaTh
MyJIbTH(QOKaNbHBIA XapakTep. M3penka crnailku reHepaliu3yroTcs, OJHAKO HUKOI/AA HE
BBIJISIASAT KaK PUTMUYHO MTOBTOPSIONIMIICS BRICOKOOPTAaHU30BAHHBIN MATTEPH, KOTOPHIN
MOXHO ObUIO OBl cHyTaTh C paspsgaMyd npu abcaHce. YKa3aHHbIE HapyIICHUS
MPAKTUYECKHA TOCTOSTHHBI BO BPEMEHU U B OOJIBIIMHCTBE CIIy4aeB MPOSIBISIOTCA U B
COCTOSIHUM CHa, W Tpu OojpcTBOBaHuUW». Kraccuueckas (THUMUYHAS]) THUICAPUTMUS
OTHOCHUTCSI K MATOJIOTMYECKUM U3MEHEHUsM Ha D3OI W Bcerna HOCUT CHUMMETPUYHBIN
XapakTep, 0e3 akleHTyaluu, JaTepalu3alli U peruoHanbHoro akuenra. Kinaccuueckas

runcaputmus 3anumaet 100% 3anucu (pucynku 1.2—-1.3) [78].

Pucynok 1.2 — Knaccuueckas runcaputMus (amruntyaa 70 mxB). JlanHas ammiutyaa

3aTpyaHseT TpakToBKy D3I [22]
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Pucynox 1.3 — Tort ke ¢parment, Ho ammiutyaa 200MkB. Yetko BuaHa Mopgosiorus

AMUIEHTU(POPMHON aKTUBHOCTHU [22]

B 1964 romy Gastaut H. u coaBTr. bBbul0 BBEACHO NOHATHE ATUIMYHOMN
(MomudunupoBanHoi) runcaputmuu. I'opazgo no3aaee Hrachovy R.A. u coaBT. (1984)
pazpabortanu Oosiee TOJHYH KjlIacCH(UKAIMIO BapUaAaHTOB MOAU(PUIIMPOBAHHOM
TUIICAPUTMUH:

1. CuHXpOHU3HpPOBAHHAS.

2. AcuMmmeTrpuvHasi.

3. C ycToiuuBBIM (POKYCOM CIAWKOB MJIM OCTPHIX BOJIH.

4. Cosnuzonamu yIulOWIEHUS] PUTMUKH.

5. C BBICOKOAMIUIUTYIHOM, aCHHXPOHHOW MEIJIEHHON aKTUBHOCTBIO.

[ToapobHO MOMMpHUIIMPOBAHHBIE BapUaHTHI TUICAPUTMHUH C WLIIOCTPAIUIMU
MIPUBEJICHBI B MPUIIOKEHUU A.

B Hacrosimiee BpeMs, HU3BECTHO, HM3BECTHO, YTO YacTO BO3HMKHOBEHUIO
runcaputMu Ha D3I mpeamecTByl0T NaTOJOTHUYECKHE HEHpOo(PU3N0IorniyecKue
n3MeHeHus. T.0. ObuTa BbIJIETI€HA TaK HAa3bIBa€Masl «IIPEATUIICAPUTMUS, T.€. USMEHEHUS
Ha O0I', KoTOpbIe YacTO MOTyT TpaHchopMUpOBaThCs B runcaputMuio. Kiaccuueckum
BAPUAHTOM «IIPEJITUNICAPUTMHUI» SBISETCS MYJIbTUPETHOHAJbHAs SMUiIenTU(OpMHas

aktuBHOCTHH Ha DO [66]. B nccnenoanuu Philippi H. u coast. (2008) npu anammse


https://www.ncbi.nlm.nih.gov/pubmed/?term=Philippi%20H%5BAuthor%5D&cauthor=true&cauthor_uid=18631366
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39 MnazeHIEB ¢ CUMIITOMAaTHYECKUM CUHJIpoMoM Becrta (cpemnnuii Bo3pact 6 MecsileB)
IPOCJIEKEHa IBOJIOLUS KIMHUKO-3JIEKTpodHIehatorpadpuueckoil KapTUHbI. ABTOpaMH
BBIJICJICHBI TpHU (hasbl pa3BuUTHs cuHApoma Becra:

1.  be3monBHas ¢a3za. [[nurensHOCTh 3TOH (Pa3bl COCTABISET OT HECKOIBKUX
Hesenb 0 HEeCKONbKUX MecsleB. daza xapakTrepusyeTcsi OTCYTCTBHEM KIMHHUYECKUX
nposiienuii. OTMeuaetcs Bo3HUKHOBeHHE Ha DI dokanpHON Uil MyIbTH(OKATIBHOM
MIIIeNnTU(GOPMHOM aKTUBHOCTH, 3aHUMaroIIei e 6onee 50% 3amwucu.

2. Hawano ncuxuyeckoro yxyzameHus. nmutensHocTh a3kl COCTaBIsSIeT OT 2
1o 6 mHenenb. Paza xapaKTepU3yeTCsl CTAPTOM perpecca B MCUXOMOTOPHOM U PEUEBOM
pa3BUTHH, TpPH  BO3MOXKHOCTH OLEHKH perpecca. Ha O3I'  Bo3Hukaer
MYJBTUPETUOHANIbHAS AOWIENTU(OPMHAs aKTUBHOCTb, 3aHHMMaromas okosio 50-90%
3aIliCH.

3.  Ilcuxmueckoe yxyauenue. JlanHas (a3a xapakTepu3yeTcsl 3HAUUTEIbHBIM
perpeccoM ICMXOMOTOPHOTO pa3BUTUSA, NHpPU BO3MOXKHOCTH ero ouneHku Ha 29I
BO3HUKAET KJIACCHUECKAasi TUTICAPUTMUS WK €¢ MOIU(UIIMPOBAHHBIN BapUaHT.

Kpatko sBomtorusa 931 u pazsutus pedbeHka orobpaxena B Tadbnuie 1.3.

Tabnuua 1.3 — DBoNIONUS KIMHUKO-3JIEKTPOIHIIEPATOrpaPuIecKor KapTHHBI

daza Perpecc 20T

«be3monBHas» (aza — OnunentudopmHas

aKTUBHOCTH < 50% 3anucu

Hauaio perpecca + MynbpTHpernoHaabHast
akTUBHOCTBH < 50-90%

3aIIMCH

[Icuxuueckoe yxyameHue ++ [lManicaput™mus

Tpancdopmanus «6e3moBHOM (a3bly B CHHIPOM BecTa mpoucxoauT ganeko He
Bcerga. B nuTeparype HeT TOYHOTrO TPOIEHTAa TpaHCPOpMaldu, OJHAKO aBTOPHI
OTMEYaJId, YTO TPOIEHT I0CTaTOYHO HeOosbmoi. COBEPIIEHHO Apyras CUTyalus

CKJIa/IbIBACTCs y JeTel, JOCTUTIINX BTOPOH (a3bl (MyJIbTUPETHOHAIBHAS AKTUBHOCTD




24
Ha O0I'), 31ech 60IBIMHCTBO TpaHchopMupoBaMCh B cuHAPOM Becta. Yame perpecc
MICUXWYECKOTO Pa3BUTHUS MPEAIIECTBYET HaYaly TUICAPUTMUU (IIPU BO3MOXKHOCTH €r0

OIICHKH) Ha MEPHOJI OT 3-X 10 6 Heeb.
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1.7 Jleuenue UC

1.7.1 OOmue npyMHUMIIBI TEPANIMM U BLIOOP mpenapara

B cBs3u ¢ tem, uto MC onucansl eme YiabsaiMmom J[xelimcom Bectowm ene B 1841
r. [82], 3a Bpems u3yuyeHUs AAHHOW MPOOJIEMbl 3HAYUTEIILHO MEHSUIUCHh MOJIXOIbI K
tepanuu. [lo manneiM Kelley S.A. u coaBT., HawiIydlide MPOTHO3BI B HCXOJE
3a001eBaHuUsI HAOIIOAANIUCH Y IETEH ¢ peMuccuell B TeUeHUe IEPBOro Mecsia oT Havasa
3a0oneBanus [48]. DP(HEeKTUBHBIM JEUEHHEM SIBIISIETCA TEPAIUs, B PE3yJIbTaTe KOTOPOH
OTMEYaeTcd MOAAaBJICHUE TUIcapuTMUU Ha OO W mOpekpalleHne HHPaHTHUIbHBIX
cna3MoB; (okanpHas AMWIENTU(OPMHAS AKTUBHOCTb M JPYTUME€ TUIBI MPUCTYIIOB HE
yuuTbiBatOTCS [43]. YuuThiBas pazHully B MPOrHO3ax 3a00JIEBAHMS B 3aBUCHUMOCTU OT
CPOKOB coXpaHeHHs rumncaputMuu Ha OOl M MHQAHTUIBHBIX CIa3MOB, OCHOBHOM
3amaueil B JsiedeHnn HMC sBisercs paHee IOJABICHUE TUIICApUTMHUHM Ha OOl m
IpEKpaIieHUE SMUIECNTUYECKUX TPUCTYIIOB.

OgHuM W3 OCHOBHBIX MOJAXOJAOB K TEpaluy SBISIETCS KOPTUKOCTEPOWIHAS
Tepanusi. BrnepBeie wucnonb3zoBanue ['KC-tepanuu B J€YEHUH SIUICTICUU OBLIO
omucano B 1942 roxy. B cBoeii pabGore 1. Mcquarrie u J.A. Anderson CBS3BIBAIOT
pa3BUTHE SMUJICNTHYECKUX MPUCTYNOB C JIe(EeKTOM KIETOYHbIX MeMOpaH. B cBoem
UCCJIEI0BAHUH aBTOPHI MPOBOLIMPOBAIN BOSHUKHOBEHUE SMUJIECNITUYECKUX MMPUCTYIIOB Y
OONBHBIX € HJNHIENCUEH H30BITOYHBIM NOTPEOJECHUEM BOABI C OJHOBPEMEHHBIM
Ha3HAYCHUEM AaHTUAUYPETHYECKOro ropmMoHa. B maHHOW paboTe wucclienoBaioch
JEHUCTBUE J€30KCUKOPTUKOCTEPOUIA, TPUMEHEHUE KOTOPOTO AABAJNO MOJIOKHUTEIbHBIN
3h(deKT B KyNMUPOBAHWUHU SMUWICNTHUYCCKUX MpUCTyrnoB [58]. Omucanme npUMEHEHUS
AKTTI B neyenuun nH(paHTUIBHBIX CIA3MOB BCTpedaeTcs eme B 1958 r [43, 75].

CorylacHO MeXyHapOJHBIM PEKOMEHAALMAM, MpernapaTaMu MEpBOW JIMHUM IS
JedyeHuss WH(GAHTWIBHBIX CIIA3MOB SIBIISIIOTCS KOPTHUKOCTEPOU[BI, MPHU OTCYTCTBUHU
sddexTa OT UX MPUMEHEHUsT UCIOJIb3YeTCsl BUTadaTpuH; y AeTe ¢ MH(aHTUILHBIMU
crla3MaMu, aCCOLMMPOBAHHBIMU C TyOEpPO3HBIM CKIIEPO30M, MPENapaToM MEepBOM JTUHUU

ABJIIETCSl BUrabaTpuH, TMpPU OTCYTCTBUU dPdeKkra OoT HEero MNPUMEHIIOTCS


https://www.ncbi.nlm.nih.gov/pubmed/?term=Kelley%20SA%5BAuthor%5D&cauthor=true&cauthor_uid=29671077
https://www.semanticscholar.org/author/Irvine-Mcquarrie/47793352
https://www.semanticscholar.org/author/J-A-Anderson/50045485
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KopTuKOocTepouapl [42]. OngHako cleayeT Y4YuThIBaTh, YTO IPU HEBO3MOKHOCTH
npuMeHeHus Burabarpuna y nereit ¢ UC, accorumpoBaHHBIMU TyOEpPO3HBIM CKIEPO30M,
NEePBOM JIMHUEH Teparuu MOXKET TakyKe ObITh KOPTUKOCTEPOUIHAS Tepanus. BeposiTHo,
YTO LEJNEecCO00pa3sHO M OJHOBPEMEHHOE HA3HAYEHUE TOPMOHAIBHOW TEpanuu |
Burabatpuna. Tak, B MHoroueHTpoBoMm (102 OonbHUIBI ABcTpanuu, ['epmanuu u np.
CTpaH) paHJAOMU3UPOBAHHOM HCCICAOBAHUM (JI€TU ¢ MH(AHTWIBHBIMU cClla3MamMu 0e3
ydeTa 3THOJOTUH, n=377) mpOoBOAUIOCH CpaBHEHUE I(PPEKTUBHOCTH H3OJUPOBAHHOM
kopTukoctepougHot Tepanuu (AKTD wim mpeaHH30JI0H) 1O CPaBHEHUIO C
KOMOMHUPOBAaHHOW Tepamnueil BUrabaTpuHOM M KopTukoctepouaamu y naerei ¢ MC.
OtMmeyasoch NperuMylIecCTBO KOMOMHHMpOBaHHOM Tepanuu. Ilpu onenke uepe3 18
MECSILIEB peMHCcCHs OTMedanach y 79% nered, MHoay4yaBIIMX KOMOMHHPOBAHHYIO
Tepanuto, u'y 63% aerei, noay4aBIInX TOJbKO TOPMOHAJIBHYIO TEpaIuio [64].

B Haweld crpaHe mnpeanpuHuUMaroTcs nonbeiTku tepanuu MC ¢ npuMeHeHneM
paznuunbix ADII, BEIOOp KOTOPBIX, OCOOEHHO B MOCIEAHHUE TOJbl, JOCTATOYHO BBICOK
[6, 7]. B oTAeNbHBIX HUCCIENOBAHUSX JIEMOHCTpUpyETCs Xopomas 3()pPEeKTUBHOCTH
Pa3JIMYHBIX aHTUANUJIENITUYECKUX Npenaparos [12].

Hanuple 1m0  3((YEKTUBHOCTH  HETOPMOHANBHBIX  AHTUAIWIEHTHYECKUX
npenapatoB (KpoMe BHUradaTprvHa) HOCST JOCTAaTOYHO CHOpHBIM xapakrtep. Ilo
pe3ysibTaTaM METaaHalau3a 55 uCClelOBaHWl, B TOM YHCIE PAHAOMU3UPOBAHHBIX
KOHTPOJIMPYEMBIX ~ HMCCJIEIOBaHUW, TONUpamar, JIEBETHpaleTaM, 30HHM3aMUI U
OoeH3onuazenuubl ObTM d(PPexkTuBHBI B dYacTH wuccienoBanuii B JseueHun UC.
D¢ (deKTUBHOCTH BapbHUpOBaJia B IOCTATOYHO MIMPOKUX Tipeaenax oT 14 no 60% [74].

Kpome ropmonoB m ADIIl, npumeHEHUE KETOT€HHON MMETHI TAKKE SBISETCS
JIOCTaTOYHO TMEPCIIEKTUBHBIM METOJOM JIEUeHHs SMWICNITHYECKUX cra3MoB. B o03ope
Prezioso G. u coaBr. (2018) y 3HaUMTEIBHOTO YKCA AETEN yAIOCh 10CTUYb CHIDKCHUS
YaCTOTHI AMWICNITHYECKUX crma3MoB Oosiee yem Ha 50% [69], ogHAaKO OrpaHUYEHUEM
METO/1A CITY’KUT CIOKHOCTb €r0 MPUMEHEHUS.

MHorue wucciieoBaTeM OTMEUYAIOT OOJNBIIYI0 POJIb MUPUIOKCHHA B JICUEHUU
uH(GaHTWIBHBIX Cla3MoOB. B HacTosiiee BpeMsi U3BECTHO, YTO MUPUIAOKCHH-3aBUCHUMAs

SIMUIICIICHUA  ABJIACTCA ayTOCOMHO-PCICCCHUBHBIM 3a00J€BaHUEM C ,Z[C(I)CKTOM rcHa


http://www.childneurologyfoundation.org/disorders/infantile-spasms
http://www.childneurologyfoundation.org/disorders/infantile-spasms
https://www.ncbi.nlm.nih.gov/pubmed/?term=Prezioso%20G%5BAuthor%5D&cauthor=true&cauthor_uid=28875525
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ALDH7AI, KOTOpbIA KOAUPYET O-aMUHOAIUIMHMYECKYIO MOIYyalbJIeTUIIETUAPOreHa3Y
(a-AASA) miu antukButuH (ATQ), 4TO MPUBOAUT K HApYLICHUIO MeTab0IM3Ma JIM3HHA,
HaKOIUICHUIO TUIIEKOJMHOBOW KHCIOTHI, 0-AASA. B mnocnemHux ucciaeq0BaHUIX
cooOmaeTcss O CBSI3M JaHHOrO 3aboneBaHusi ¢ reHoM PROSC, KOoAMPYIOIIMM
nupuaokcanb-5-pochar — cBsa3piBaromuii  Oenmok [72]. IloHsTHO, 4YTO B clydae
MAPUIOKCUH-3aBUCUMOM  SIWJICTICHM B JICYEHUH TNPUMEHAETCS U SBISETCA
3¢ (GeKTUBHBIM TUPUIOKCUH. boNbIINii HHTEpEC MPUBIIEKAIOT BOMPOCH! 3 (HEKTUBHOCTH
nupuaokcuHa B jedennn VIC, He 00yClIOBICHHBIX MUPUIOKCUH- U TUPUIOKCUH(pochaT-
3aBUCUMOM snuierncued. Tak, B paHIOMHU3UPOBAHHOM MCCIICIOBAHUU C ydacTuem 62
nereit ¢ UC (0e3 yuera 3THOJOrMU) HE ObUIO 3HAYMMOM PAa3HULBI MEXKIY IETbMH,
NOJyYaBIIUMHU TPEJHU30JIOH M KOMOWHHUPOBAHHYIO TEpPANUI0 MPEAHU30J0HA U

nupuaokcuna [S0].

1.7.2 T'opmoHabHasi Tepanus U CXeMbl ee PUMEHEHUs

Hecmotps Ha noka3aHHYI0 3 (PEKTUBHOCTh TOPMOHAIBHON TEpaliuu B KaueCcTBE
Tepanuu NepBOW JUHUM JICYEHUSI CIIA3MOB, CYIIECTBYIOT OOJIBILIME PACXOXKICHUS KaK B
BbIOOpPE KOHKPETHOTO TOpPMOHA, Tak M B 033X, KPaTHOCTH NPUMEHEHUs U
IIPOJOJKUTEIBHOCTH TOPMOHAJIBHOIO JIeueHHs. B HacTosiee Bpemsi €CTh TOJIBKO JBa
npenapara s JICYEHUs SMNHICNTUYECKUX CHa3MOB, OJOOpPEHHBbIE YIPABICHUEM I10
KoHTpoto 3a mpoaykramu u yekapctBamu CIIIA (Food and Drug Administration —
FDA). D10 anpenokopruxkorponubii ropmon (AKTI) u Burabarpun [34, 42].
[Ipumenenue HarypainbHOoro AKTI' mns nedenuss UC, BHE 3aBUCHMOCTH OT 3THOJIOTHUH
AMUICNTHYECKUX cra3MoB, oo0peHo AAN (American Academy of Neurology) B 2004
rony [54]. Hannsle 00 s dexruHocTr AKTI paznuunbl, o pa3HbIM JaHHBIM 4acTOTa
NPEKpAIICHUs] JMWICNTUYECKUX CIa3MOB M MpEeKpamleHus runcapurmMud Ha OOI
kosreonercs or 30 go 70% [32, 84].

Croumocts kypca HarypainsbHoro AKTI' B CIIA Bapsupyer, mo pa3HbIM
ucrounrkaM, ot 70 000 mo 150 000 mommapoB 3a kypc nedeHus [32, 77]. B cBs3u c

BBICOKOM CTOMMOCTBIO JICUCHHUS B EBpOHCﬁCKHX CTpaHaxX HCIIOJB3YCTCA €ro
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CUHTETUYECKUM aHaJIOr TeTpako3akTua. B pa3BuBarommxcs CTpaHax, TIAE€ €cThb
npobnemsl ¢ cuHretnueckuM aHajgoroM AKTI, mnpumensarorcs wu  Japyrue
KOPTUKOCTEPOUJbl — MPEIHU30JIOH, TUAPOKOPTH30H M  JAeKcaMmeTa3oH. Hx
XapaKTEepUCTHUKU NpUBEICHBI B Tabmuue 1.4.

He Ttonbko BBIOOp caMoro mpemapara, HO W J03bl, KPaTHOCTb BBEIACHUA H
MPOJIOJKUTENIBHOCTD JIeUeHUss B Mupe BapbupyroT. Cuumrtaercs, yto no3bl AKTI u
TeTpako3aktuaa 3kBuBajgeHTHbl. B CIIIA mpumensitor 0,6—0,8 mr (paBHo 0,6—0,8 min)
HatypanbHoro AKTI' exxenneBHo, B SAnonuu — 0,1 mr (0,1 mm) AKTI exenneBHO, B
Ounnsuauu — 0,25 mr (0,25 M) B cytku win 0,5 mr (0,5 mut) TeTpako3akTuaa Kak bl
BTOpOH JeHb. B BenukoOpuranuu BBoAsT mo 0,5 mr (0,5 Mi) TeTpako3akTuia Kak bl
BTOpOW JIeHb [4]. B pocCCHICKMX KIMHMYECKHX PEKOMEHJALMSIX MO JHArHOCTHKE U
neuenuto >nuiencun (2014) onrcana cxema BBEJEHUS Mpenapara ¢ HapaCTaHUEM JIO3bI:
0,1 Mr B/M ¢ HapammBaeM 710361 110 0,1 Mr kaxxnapiii 4 1eHb, 10 JOCTHXKEHUS 3 deKTa,
MaKCUMAaJIbHO /10 1 MT, 3aTeM CHUKEHHE IO TOH ke cxeMe [9]. B pa3HbIX MEIUIIMHCKUX
neHTpax P® wucnonb3yloTcs pa3ivyHbIe CXEMbl BBEICHUSI TeTpako3akTuiaa. Cxembl
BBenleHus Obutn 00cyxaeHsl Ha VIII bantuiickoM KoHTpecce Mo JeTCKOW HEBPOJIOTHH,
KOTOpbIi coctosuicst 7—8 wuioHs 2018 1. B pamkax oOCYXIE€HHS HAIUMOHAIbHBIX
pekoMeHaauuii 1o cuHapomy Becra. IIpoekT HauUMOHANBHBIX PEKOMEHAALUN 10

cuHpoMy Becra B HacTosiee Bpems He yTBep:kaeH B Munsapase Poccun.
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Tabmuua 1.4 — CpaBHUTENBHAS XapAKTEPUCTHUKA TOPMOHAJIBHBIX [TPENapaToB

[Tepuon
IIOJTY’KU3HH, | CpaBHUTEJIbHAS Topmoxe IToporosas
OKBUBAJIEH MuHepaIoKOpTHUK
9 POTUBOBOCIIATIUT i HUE CpaBHuTENBHAS |l103a CUHAPOMA
[Ipenapar THas n03a*, ougHas
B B elbHas CEKpeLu nuabetoreHHoCcTh | Kymunra,
MT AKTUBHOCTb
mwiazM| TkaHs aKTUBHOCTbH AKTT MT/CyT
e X
Kopotkoro neictBus
I'mppoxoptmszon | 1,5 | 8-12 | 20 1 1 1 30
CpenHeil NpogoJKUTENbHOCTH IEUCTBUSA
[Ipennun3oinon 3-4 | 18-36 4 5 4 0,3 4 10
MeTtunmpenanso
3-4 | 18-36 5 4 4 0 4 8
JIOH
JImuTenpHOro ASUCTBUS
JlekcameTaszoH >5 | 36-50 30 0,75 35 0 30 2

[Ipumeyanue: * mpuBOASATCS JO3bI JUIS TEPOPATBLHOTO TpUEMa; TMPU TAPEHTEPATLHOM BBEIEHUU JO3bI JUIS Pa3HBIX

CUHTETUYECKUX TITIOKOKOPTUKOUIOB YBeInuuBaroTcs B 4—10 pas.
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B nentpe na 6aze I'HI[ «Cubneiipomen» u MbBY3 JIBCMII r. HoBocubupcka
TeTpako3akTua BBoAAT B/M mo cxeme: 0,03—0,05 mr(mir) Ha Kr B CyTKH, B/M B OIUH
npuem — 10 BBeleHUIN €XEIHEBHO, Jajee 5 — depe3 JeHb U 5 — 4depe3 2 nHs. Kypce
3auuMaer 35 gnHe. B HayyHo-mpakThuecKkoM ILEHTpE  CIIeIUaIu3UpPOBAHHOU
MEOUUMHCKOM moMomu jaetssMm  uM. B.D. BoiHo-fcenenkoro JlemaprameHnra
3paBOOXpaHeHus . MOCKBBI TETPAKO3aKTH/ BBOAST B/M IO IByM Pa3HbIM CXEMaM:

1) or 0,1 Mr (M) mo moctuxenust 3PpPeKTuBHOM 10361, yBenuuuBas mno 0,1 mr,
MakcuMyM | Mr (Mi1) B CyTKH, B/M B OJIMH MpUEM — yepe3 2 AHs, Jajiee aHAJTIOTUYHOE
cHikeHue 10361 o 0,1 1o 0,2 mMr u otmena. Kypc 3annumaer 40—45 nHen.

2) terpako3aktun 0,25 mut yepes AeHb 3 unbekuuu, gaiee 0,5 mi yepes aeHs 14
uHbekui, 0,25 mi yepes neHb 3 uabekuu. Kypc 3anumaer 1,5 mecsna.

B otnenennu miig nerer rpyaqHOro M paHHero Bo3pacra ¢ nopaxkenueM [[HC u
HapyumieareM ncuxuku [AY3 JII'b Ne 8 r. KazaHnu TeTpako3akTu BBOIAT MO CXEME MO
0,25 mr (0,25 M) B CyTKH, B/M B OJMH TpPHEM: 3 UHBEKIUU €KEIHEBHO, Aainee mo 1
MHbeKIMU: yepes 2, 4, 8, 12, 16, 20, 24 gua. Kypc u3 10 unbekuuii 3anumaet 2,53
Mecsa.

Janubie mno addexkTuBHOCTH pasznuuyHbix cxeM BBeaeHuss AKTID  Takke
BapuabenbHbl. B nurepatrypHom o63ope Ji Min Song u coaBt. or 2017 roma ¢
BKJIIOUYEHHEM 55 wHccienoBaHuid, ©3 KOTOpIXx 1  MeraaHamms3, 9  OblIM
PaHIOMU3UPOBAHHBIMU KOHTPOJIUPYEMBIMH HCCIEAOBAaHUAMH, 21 — MPOCIEKTUBHBIMHU
UCCJIEIOBAHUSIMU U 24 — PeTPOCTIEKTUBHBIMU HccienoBaHuIMH, 3P dekTuBHOCTE AKTT
BapbupoBaiia oT 48 no 80% [74].

B perpocniektuBHOM aHanu3e Yin J u coaBT., BkirovasiieMm 200 neteil, moy4eHsl
JTaHHbBIe 0 TpeBocxojicTBe BeIcOKUX 103 AKTI™ 2-4 ME/kr/nenp o cpaBHEHHIO ¢ OoJiee
Hu3kuMu ao3amu 1,1-1,9 ME/kr/nens. DpdhekTuBHOCTh K 14 AHIO Tepanuu cocTaBuia
41,4% nereii, monyuyaBmux 2—4 ME/kr/aens, u 'y 36,4% nereit, nomydaBmux 1,1-1,9
ME/kr/nenn, o cpaBHEHHIO TOJbKO ¢ 14,7% manuenTtoB, nomxy4aBmmx 1 ME/kr/nens
(p=0,004 u 0,03 coorBercTBeHHO). [Ipomnenue neuenuss AKTI Ha cpok mo 28 nuei
yinyumuiao otBeT Ha 24% y Bcex 200 pereit. B uenom 73,9% nereid, nonyyaBmux 2—4

ME/kr/nesn, OTBETHIN, YTO 3HAYMTEIBLHO BhbINIC, ueM 52,7%, orBetuBmux Ha 1,1-1,9


https://www.ncbi.nlm.nih.gov/pubmed/?term=Yin%20J%5BAuthor%5D&cauthor=true&cauthor_uid=28421469
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ME/kr/nenn, u 23,5%, orBetuBmux Ha 1 ME/kr/aens (p <0,01), mpu 3TOoM HE OBLIO
CYIIECTBEHHON Pa3HUIIBI B YaCTOTE Pa3BUTHUs MOOOUHBIX 3P (HeKToB [84].

Takum o0pazoM, Jnaxe 1O OOLIECHPUHATOMY B €BPOIEUCKON MpaKTUKe
TETPAKO3aKTUIy CYIIECTBYIOT CYIICCTBEHHBIC, MPEUMYIIECTBEHHO AMIUPUICCKA
0OyCIIOBJICHHBIE, PACXOXKACHUS MO €r0 J03aM, KPaTHOCTU NMPUMEHEHHUS, TITUTEIbHOCTH
neuenusi. Ho mpoGnema neuenus MC B PD ycyryOnmsercs TeM, 4TO perucTpaius
TETPaKO3aKTHUIA TEPUOAUYECKH TMPEPHIBACTCSI, OH JOPOT, M Jaxe MpPU HAIAIYUU
pEerucTpaluu OTCYTCTBYET B anTekax. PonuTenyu maiueHToB BIHYXICHBI TOKYNAaTh €ro
10 3aBBINMICHHBIM [IEHAaM B MHTCPHET-alTEeKax WJIM MPUBO3HUTH M3-3a TpaHuIlpl. [loaTomy
HaM TIPUILIOCh HCKaTh aJbTEPHATHBHBIA A((MEKTUBHBIN mperapar i JICYCHUS

I/IH(baHTHJIBHBIX CIIa3MOB.

1.7.3 O0ocHoBaHMe npen10keHHON cxeMbl Tepanun UC MeTH/INpeIHU3010HOM

B mowmcke mpemapata W CXeMBl €r0 BBEICHHUS MBI CTOJKHYIHCH C paboOTOH
Mytinger JR u coaBr. (2010) 1o TpPUMEHEHHIO MYJIbCOBOW  TEpamuu
METHJINPETHN30JI0HOM B JICUCHWH WH(PAHTUIBHBIX CMa3MOB HAa HEOOJBIIOW BHIOOPKE
nererr (n=20). Jleuenue mpoBomuiioch B go3ax 20 MI/KT/CyT B/B KOPOTKHM KypCOM
(Bcero 3 nHsA), ogHako >(dexT B BUIE KynupoBaHUS HWH(GAHTUIBHBIX CIIA3MOB U
noxarieHus: rurncaputMuu Ha OO Habmomancs y 50% nereit [61]. IlpoGHoe
MPUMEHEHUE TAaKOr0 PEKUMa TEparnvy B HaIlleM OTICICHHH B pPaMKax MHJIOTHOTO
UCCJIEIOBAaHUs TMOKa3ajJo ObICTPBIM KIMHUYECKUH 3(P(HEKT, HO C BBICOKUM YPOBHEM
BO30OHOBIICHHUS TPUCTYIIOB TIOCJEC TMPEKpAIIECHUsS BBEICHHUS, YTO TOBOPHIO O
HeoOxomuMocTu 0oJiee MPOAOHKUTEIBHON TOPMOHANBHON Tepanuu. Kpome Toro, Hac
OOHAIC)KWIIM TaHHBIE TI0 MEPEHOCUMOCTH TaKOTO IMperapara, Kak METHIPETHU30JIOH.
JluteparypHble  JaHHBIE CBUJICTEIBCTBYIOT 00 OTHOCHTENBHO JIy4Illed  ero

MEePEHOCUMOCTH, YeM IIpeIHn300Ha (Tabmuma 1.5).


https://www.ncbi.nlm.nih.gov/pubmed/?term=Mytinger%20JR%5BAuthor%5D&cauthor=true&cauthor_uid=20142465
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Ta6nuua 1.5 — [NoGounbie 3¢ dekTh TOpMOHATIBHON TEpanuu [8]

[ToGounbIe Koptusom, [Ipenunson, |Metunnpenau3onoH|/Iekcamera3on
b eKThI TUAPOKOPTU30H | TPEIHU30JI0OH
Octeomnopo3 ++ ++ ++ +++
CrepousiHas si3Ba ++ +++ (+) ++
TopmoxeHne ++ ++ ++ -+
cekpeunn AKTI
3azepKKa HaTpus, +++ + (+) +
OTEKH
[ToBbienne AJl ++ + (+) +
[Toreps kanus ++ + () ++
Muonarus ++ (+) () ++
Wupexums ++ ++ ++ ++
[IcuxoTponHbIi ++ ++ ++ -+
abdext
JlyHooOpasHoe ++ ++ + +++
JULO
TupcyTusm ++ o () t
[Typmypa - - et —
Crpun + + - +
Yrpu ++ ++ + +
[ToBpIiieHHE ++ ++ + -+
anreTuTa

T
[Ipumeuanne:  IlpomomxurensHocTh JeueHus + 3 wecsiua u - Oojee.

2
Jlo3a DKBUBAJICHTHA 10 MT MPEIHU30JIOHA u ooJee.
+++ — cunbHbIC 3P GEKTHI; ++ — oT4eTIUBbIe APDEKTHI; + — He3HAUYNTEIbHBIC YPPEKTHI;

(+) — xpaiine penkue 3pPeKTbl; — — HET.

KocBeHHO 0 1enecoo0pa3HOCTH TPUMEHEHUSI METHIIIIPEAHU30JI0HA B OTCYTCTBUU
TETPAKO3aKTHJAa CBUJCTEILCTBOBAIIM JIaHHBIE O CpaBHUMOW  3(PGEKTUBHOCTH
npenuuszonona u AKTI. B meraananuzax, mOCBAIIEHHBIX CPaBHEHHUIO Y((HEKTUBHOCTH
npennuzonaona 1 AKTI, He ObUTO BBISIBICHO TOCTOBEPHBIX pa3inuuuii B 3(HEKTUBHOCTH

u Oe3omacHOCTH 3TUX mpemapartoB [52, 53, 84]. Ilo gaHHBIM paHIOMHU3UPOBAHHOTO
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CIIETIOT0 HccnenoBanusi, npu cpaBHeHun sPdextuBHoctd AKTI u mpeanusonona
MOJy4YeHBl JaHHBIE O MpeBocxosiei 3¢ dekTuBHOCTH MpeaHu3oioHa. [Ipekparienue
npucTynoB M HopMmanuzanus O30 Ha 28 nenp HaOmopanach y 28/48 (58,3%) nereit,
NPUHUMABIIUX TPEIHU30JIO0H, M0 cpaBHeHHIO ¢ 18/49 (36,7%) neThbMu, MOMy4aBIINMU
AKTT [81].

B 2017 romy Obumn omyONMKOBaHbBI JIaHHBIE JAMCKYCCHHM IO TOBOAY BbIOOpa
npernapara Jyuisi TOpMOHAIbHON Tepanuu, B KoTopoil npuHsn ydactue E. Steven Roach,
pykoBoautens otaeneHus Hesposiorun Nationwide Children's Hospital in Columbus, u
maBHbIM penakrop skypHana Pediatric Neurology. E. Steven Roach 3agBui, uTo,
HECMOTpPSI Ha BBICOKYIO LieHy JieueHusl HatypaibHbiM AKTI' (150 Teicsu gomutapoB 3a
KypC JIEYEHHs IO CPaBHEHUIO C ILeHOM mnpenHusonoHa B 200 posurapoB 3a Kypc),
pekoMenayercss uMmeHHO HatypanbHbii AKTI. OcHoBaHmeM sl TakuxX Ha3HAUYCHUU
CIIY’KUT OTCYTCTBUE KJIMHUYECKUX HCCIIEIOBAHUN 0 CPABHEHUIO JAHHBIX MPENAparos,
nposeneHHbix B Nationwide Children's Hospital in Columbus B cBs3u ¢ OTCyTCTBHEM
CIIOHCOpa Uil MHUIMALUU HCCleqoBaHus. Pe3ynbrataM CpaBHUTEIBHBIX padoT,
IIPOBEJICHHBIX B APYIMX YUYPEXKICHMIX, aMEPUKAHCKHE Bpaud HE MOTYT JOBEPSTH B
MOJIHOM Mepe, XOTS METOJ JIeYeHHs] HWH(AHTWIBHBIX CHa3MOB JIEWCTBUTENIBHO
JIOCTaTOYHO criopeH [77].

B Tom, u4ro kacaercs cpaBHurenbHor nepeHocumoctn AKTID  (unm
TeTpako3akTuaa) u npeanu3onona, AKTI BeIisauT kak 0oJjiee XOpPOIIO MEPEHOCUMBIM

npenapar (tabmuia 1.6).

Tabnuma 1.6 — Yactora nobounbix 3¢dextoB Tepanuu npeaauzononom u AKTI

[81].

[To6ounbIe 3 PeKThI YacrtoTta mobounoro spdekra (%)
[Ipennuzoinon (n=48) AKTI'(n=49)
VYcunenue anmeTura 73,7 432
[TpubaBka Beca 50,0 31,8
YacTele npUCTyIBI IU1a4YA 42,1 25,0
B3nyrtue xxuBorta 21,1 0
PaznpaxurenbHOCTD 21,1 11,4
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[Iponomxenne Tadbauisl 1.6

KymuHronseie 4epTol 21,1 20,5
CoOHJIMBOCTH 10,5 159
becconnuna 7,9 4,5

Jleraprus 5,3 4,5
ApTrepualibHasi THIIEPTOHHUS 2,6 2,3
TomHoTa 2,6 2,3
PBota 5,3 2,3
Huapes 5,3 6.8
DIIEKTPOJIUTHBIN 5,3 0
nucOaanc

Cnenyer OTMETUTH, 4YTO, COTJACHO TMOCIEAHMM 0030paM, HET JaHHBIX O
BO3HUKHOBEHUU  TSKEIBIX  HEXKEIATEIbHBIX  SIBIICHHM  MOCIE€  MPUMEHEHUS
TOPMOHAIBHBIX MPENapaToB, TAKUX Kak JeTaprus, kapauomuomnarus. B 063ope Laurel
McGarry u coaBt. (2019) npu omenke 122 npereit, MoJydaBIIMX TOPMOHAJIBHYIO
tepanuio mnpenHu3onoHoM wuian  AKTI, camMbiM Tpo3HBIM OCIOXXHEHHEM OblLia
apTepuanbHas runepreHsus y 35% nerer B rpynne npeaHusosiona u 'y 44% B rpynne
AKTI [57]. B nienom aBTOpBI HE BUIAT PA3IMYHi B 4aCTOTE BO3HUKHOBEHHUS TTOOOYHBIX
SBJICHUN B 00EUX TpyIIax.

YyuthiBasi 0COOEHHOCTH BO3JICHCTBUS HA OPTaHU3M PA3JIMYHBIX TOPMOHAIBHBIX
MpenapaTroB, Mbl PACICHWIN METUIIIPEIHU30JIOH Kak Hambosee Oe30macHbId, YTO BO
MHOTOM U ONpPENENWIO Halll BEIOOP METWINPEIHU30J0HA B KayecTBE Ipemnapara Jjis
JICYEHUs SNWIENTUYECKUX cna3MoB. He HCKIIOYEeHO, YTO W IMyTh BBEICHUS MOXKET
OKa3bIBaTh CBOE BIIMSHUE HA 3 (PEKTUBHOCT U MEPEHOCUMOCTh Mpemnaparta. Bo3moxkHo,
MPOTUBOPEYMBOCTh JAHHBIX O cpaBHUTENbHON HddexktuBHocT AKTIT m apyrux
TOPMOHAJIBHBIX MPENapaToB 00YCIOBIIEHA PAa3HBIMU CXEMaMH UX BBEIICHUS.

Hcxons u3 OOBEKTUBHBIX TpyAHOCTEH mpuMeHeHusi HatypaiabHoro AKTIL wu
TETPAKO3aKTUJa B HAIle CTpaHEe, Mbl MOPEIJIOKUIA CBOK CXEMY TOPMOHAJIBHOW
Tepanuy HMHQPAHTUIBHBIX CHAa3MOB METHINPEAHU30J0HOM. [loCKoIbKy B MHpPOBOM
JUTEpAType HET UcCcienoBaHUU MO A(P(EKTUBHOCTH M MEPEHOCUMOCTH TAKOW CXEMBbI,

MBI C(POPMYTUPOBAIIH LIETb U 33a4H HAIIIETO UCCIIETOBAHMS.
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1.8 IIpornos. Yacrora pennauBoB

[Ipu onpeneneHuy MPOorHo3a WH(GAHTUIBHBIX CIa3MOB CIICYET YYHUTHIBATh, UTO
WH()AHTUIIEHBIE CTIa3MbI HE SIBIISTFOTCSI CAMOCTOSATEILHBIM 3a00JIEBaHUEM, a JIUIITH BUIOM
SIUJICIITHYCCKUX MPUCTYIIOB, BCTPEUAIOIIMXCS Y JIETe C pa3IMYHOM HO30JIoTHEH. B
CBSI3M C YEM IPOTHO3 B OOJIbIIIEH CTEIICHU OyAET ONMpPEACNIAThCS OCHOBHOM IMaToI0THeH
pebenka [14, 15, 16].

OI[HaKO MOKHO 0003HAYHUTH O6HII/IG IMPpCOAUKTOPLI HG6J’IaFOHpI/I5{THOFO IIPpOrHo3a y

pebeHka:

1. Panee Hauano npucTynos.

2. Coueranne WHGAHTUIBHBIX CMa3MOB M (OKAIBHBIX SIUJICOTUYECKUX
MPUCTYTIOB.

3. OtcytcrBre 3P HEKTUBHOCTH TITIOKOKOPTUKOCTEPOUTHOM Tepanuu [44].

Taxxke xopomo wu3BecTHO, yTo mporHo3 MC ompenensercs OTCYTCTBHEM WU
HaJW4YueM peuuauBa MpUCTYNoOB moche 3¢dextuBHoro jedeHus. [lo maHHBIM
Yuskaitisa C.J. u coasrt., npu ananuze 133 nereii ¢ UC, nmums y 15% neteit BigBIIsIIaCh
3ajiepkka pa3Butus. lIpeaukropaMu HOPMAIBLHOTO Pa3BUTHA ObUIM TO3THUNA JE0I0T
3a00JIeBaHUSl U paHHEE TMpeKpalleHne HHPaHTWIBHBIX cra3moB [85]. JlanHble MO
4acTOTE PEIMIUBOB TaKXXKE JOBOJBHO MPOTHUBOpeuuBhl. B uccinenoBanuu B J. Gordon
Millichap u coaBr. y 49 nereéi (18 — xpunrtoreHuele, 31 — cHUMITOMaTHYECKHE
WH(AHTUIIBHBIE CMa3Mbl) ¢ MH(PAHTWIHHBIMH CIIa3MaMH IOCJE MPOBEACHUS TEpanuu
AKTI peumauB cpa3y Mocj€ 3aBEpIICHUs] JICUCHHS B TPYIINE CHUMITOMATUYECKHUX
crazMoB cocTtaBui 51,6%, Torna kak B Ipynmne KPUNTOTEHHBIX CHAa3MOB Cpa3y MOCIE
3aBEpIICHUS JICYCHHUS] PELMAMBOB HE oTMedaioch [59]. Yactora penuanBOB IOCTE
nposeaenust Tepanuu AKTI 1 npeanu3oiiona, Mo JaHHBIM MeTaaHaIu3a, MPOBEICHHOTO
Yin- Hsi Chang B 2019 r. u BxmouuBmero B ceds 39 crareit (238 nereit), He nuMeer
3HAYMMBIX pa3nuuuii u Bapsupyet ot 22,4% no 51,3% [32]. YacToTa periuauBOB npu

NpUMEHEHUHU BUrabaTprHa Takxke cocTaBisieT okoiio 50% [41].


https://pubmed.ncbi.nlm.nih.gov/?term=Yuskaitis+CJ&cauthor_id=30174244
https://pubmed.ncbi.nlm.nih.gov/?term=Yuskaitis+CJ&cauthor_id=30174244
https://www.ncbi.nlm.nih.gov/pubmed/?term=Millichap%20JG%5BAuthor%5D&cauthor=true&cauthor_uid=26933549
https://www.ncbi.nlm.nih.gov/pubmed/?term=Millichap%20JG%5BAuthor%5D&cauthor=true&cauthor_uid=26933549
https://www.ncbi.nlm.nih.gov/pubmed/?term=Chang%20Y%5BAuthor%5D&cauthor=true&cauthor_uid=31657133
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I'/TABA 2. MATEPHUAJIBI U METO/IbI

2.1 MartepuaJibl 1 METOABI

Martepuajiom ucciefoBaHusi ObUIM JIeTHU € HWHGAHTUIBHBIMH CIIA3MaMH,
MOJTYYaBIIME AHTUAIWIENTUYECKUE Npenaparsl 1 TOpMOHbI. HacTosiee uccnenoBanme
SBIISJIOCH PETPOCIIEKTUBHO-IIPOCIIEKTUBHBIM. Bcero B Hero Obuio BkitoueHo 203
nanueHTa B Bo3pacte ot 1,5 mec. a0 6 ner.

[IpocniekTBHAsT YacTh MCCIEIOBaHUS IMPOBOJWIACH B JBYX KIWHUKAaxX: B
oTAeNIeHn ncuxoHesBposioruu U smwienrojgornu OCII Haydno-nccienoBarenbckoro
KIIMHUYECKOI0 MHCTUTYTa neauatpun uMmeHu akaaemuka tO. E. Benprumesa OI'AOY
BO PHUMY uwm. H. U. I[luporoBa Munsapasa Poccuu (rinaBHslil Bpay — 1.M.H. KoBasies
N.A., 3aBenyromue otneneHusiMu — K.M.H. AptembeBa C.b. u k.m.H. [lepmunos B.C.) u
B rncuxoHeBposiorudeckoM otaeiaeHun 2 OCII Poccuiickoil IeTCKOW KIMHUYECKOU
oonpHULBEI PI'AOY BO (rnaBsbiii Bpau — [lytununa Exarepuna AnekcaHapoBHA, 3aB.
ornenenueM — kK.M.H Minbeuna E.C). B perpocnektuBHOM aHanmu3e 3G(HEKTUBHOCTH
MPOTHUBOCYIOPOKHBIX MPEMAPATOB TAKKE yHaCTBOBaA benropoackuii rocy1apCTBEHHBIN
HAIlMOHAIBHBIA  HMCCIIEIOBATEILCKUNA  YHUBEpCUTET (TJIaBHBIA Bpad — JI.M.H.
KynukoBckuit B.®., xadgeapa HEepBHBIX 00Jie3HEH M BOCCTAHOBUTEIHLHON MEIMIIMHBI,
pektop — A.M.H. [lonyxun O.H., aupexrop uHctutyTa — A.M.H. KynukoBckuii B.®.).
[IpocniekTuBHAs yacTh ucciaeaoBaHus ocymiecTBisuiach Ha 6aze HUKUW nenuatpumn um
IO.E BensTHmiena.

Heans wucciaegoBanusi — pa3paboTka NpoToKona 3PPEKTUBHOTO M XOPOIIO
MEePEHOCUMOTO JIeYeHHSI MH(GAHTUIIBHBIX CIIA3MOB METHIITPEAHU30JIOHOM.

3axavu uccJie10BaHNUA:

1.  Omuenuth 3PGEKTUBHOCTh PA3TUYHBIX AHTUIIUJICITUYCCKUX MPENapaToB B
neuyenuu VC.
2. IlpoBectn cpaBHUTEIBHBIN aHamu3 A(PGEKTUBHOCTU TETPAKO3aKTUIA U

METUINpPEIHN30J0Ha B JieueHuU MIC B peTpOCIIEKTUBHOM TPyMIIE MALMEHTOB.


https://www.bsu.edu.ru/bsu/personal.php?ID=244905
https://www.bsu.edu.ru/bsu/personal.php?ID=244905
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3.  Ompenenuth 3(Q(HEKTUBHOCT pa3padOTaHHOW CXEMBI TOPMOHAJIBHOM
tepanuu MIC B mpoCNEKTUBHOM IpyIIe NAUEHTOB.

4. OueHuTh XapakTep U YaCTOTYy TNOOOYHBIX HPPEKTOB  Tepanuu
MeTuianpeHn30J0HoM MC B POCIIEKTUBHOM TpyMIEe NallUEHTOB.

5. Omnpenenuts yactoTy paHHuX peuuanBoB MC (uepe3 6 MmecsueB mocie
CTapTa TOPMOHAJIBHOM MyJIbC-TE€pPaNMK) B IPOCHEKTUBHOM rpynIe NalueHToB.

6. IlpoBectn cpaBHHTENbHBIN (hapMakodKOHOMHUYECKHM aHanu3 Tepanuu MC

C UCITIOJIB30BAHUCM AKTF, TCTPAKO3dKTUAOM, BI/II‘a6anI/IHOM U MCTHJIIIPCAHHU30JIOHOM.

JIu3zaiin uccjieoBaHusi

JIyist BBITIOTHEHMS 3a7a4 HMCCIeAoBaHUS ObulM C(POPMUPOBAHBI JIBE TPYIIIIBI
uccnenoBanus: perpocnektuBHas (n=180) u npocnektuBHas (n=23). ['pynna KoHTpoJIS,
BKJIIOYABIIIAS JIETEH, HE MOJy4YaBIIUX TEPANHIO, B MCCIEIOBAHUU OTCYTCTBOBAJA, TaK
KaK TOPMOHAJIbHAs Tepanusi Ha3HAayajaach MO KU3HEHHBIM MOKa3aHUSIM, U TPUMEHEHUE
1are0o0 ObLIO PTHUYECKU HEBO3MOKHBIM.

Kpumepuu BKII04YeHUuA NJ1s1 BCCX ITAalTMCHTOB ObLIH O6H_[I/IMI/II

1. Bo3spact nedrora nHpaHTUIBHBIX cria3MoB oT 0 10 2 jer.

2. Hannune undantmnbabix cnazmos (HC).

3. Perpecc pa3Butust pebeHka (He 0053aTeNbHO).

4. ['uncaputmusi, B TOM 4rciie MOIU(DUIIMPOBaHHAS HA MEXIPUCTYITHON DI

(HEe 00513aTENBHO).

Kpumepuu uckniouenus:

1. Bo3spact aebrora snumnerncun nocie 2-X Jier.
2. Hannune npoTtuBonokasanuii K rOPMOHAJIBHOM TEPAIIHH.
3. OTCcyTCTBHE KOMIIAEHTHOCTH Y POJIUTEIIEH MALIUEHTOB.

Bcero B nccnenopanue 6n110 BKiTroueHo 203 pedenka ¢ MC.

PerpocniekTBHAsE 4YacTh WMCClENOBaHUS ObUIa TOCBANIEHA 3(PGEKTHBHOCTH

0oObIYHO TIpuMeEHsieMbIX B P® mpotuBosnuientuyeckux mnpemnapatoB (n=180). Taxxe
ObUT  PETPOCHEKTHUBHO TMPOBEJAEH CPABHUTEIBHBIA  aHalu3 JABYX BapUaHTOB

FOpMOHaHbHOﬁ TCpalli CHUHAPOMaA Becra MCTHIIIIPCIHNU30JIOHOM M TCTPAKO3aKTUI0OM
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(n=107). PerpocnexTuBHbIi aHaW3 3PGEKTUBHOCTH JIEUEHUS MPOBOAWICA IO
UCTOpUSM OOJIE3HM JETEH, HAOIIOaBIINXCS ¥ TIPOXOIUBIIHNX OOCIICIOBAHNE U JICUCHUE
Ha ©Oa3ze otaeneHus 1ncuxoHeBpojoruu u  anuienrtoidorun  OCII  Hayuno-
HCCIIEIOBATENbCKOTO KIMHUYECKOTO0 MHCTUTyTa neauarpuu uMmeHu akaaemuka FO. E.
Benptumera ®I'AOY BO PHUMY wum. H. WM. IluporoBa MunznpaBa Poccuu,
ncuxoneBposiorndueckoro otaeneHus 2 OCII Poccuiickas aeTckas KIMHUYECKas
oonpHuna ®r'rAOY BO PHUMY wum. H. WU. IluporoBa MunsnpaBa Poccun u
benropoackoro roCy1apCTBEHHOTO HaIIMOHAJIBLHOTO HCCIIEI0BATEIIbCKOIO
yHuBepcuteTa B riepuof ¢ 2012 mo 2019 rr.

B HUKUA NeauaTpumn OJaBJISIONICE YHUCIIO neTeu TMOJIyYaJIo
METHJIIIPEHU30JI0H, OTHCJIbHBIE MAIMEHThl — TETPAKO3aKTHA. MeTWINpeaHU30JI0H
BCeM JieTsIM BBojmicd 1o cxeme: 30 mr/kr — 3aus, 3ateM 20 mr/kr — 1 geHs, 3ateM 10
MI/KT — 1 JIeHb, C TIOCJICIYIOIIUM TIEPEX0I0M Ha MepOpaTHHBIM MPHUEM IIpenapara B J103¢€
2 MI/KT/CYyT B T€UEHHE OJHOM HEICNH, 3aTeM B 03¢ 1,5 MI/KI/CyT B Te€YeHHE Tpex
MECSIIEB U Jajee C EXKCEHEACIbHBIM YMEHBIIEHUEM J03bI Ha 4 MI KaXIyIo
MOCJIEAYIONIY0 HEAETI0 10 OTMEHBI Ipenapara. Y nauueHtoB B ®I'BY «Poccuiickon
JIETCKOW KJIIMHUYECKON OOJIbHUIIEe» MPEUMYIIECTBEHHO HCIOJIL30BAJICS TETPAKO3aKTHI,
KOTOPBIM BceM JAeTsAM BBoawmics 1o cxeme: 0,1 Mr B/M ¢ HapammBaHnueM 10361 110 0,1 mr
KKIbIA 4 1eHB, 10 TOCTHX)eHUs ddekTa, MAaKCUMAJIBHO 10 1 MT, 3aTeM CHIKEHHUE TI0
TOU ke cxeme. CpegHee Yncio HHBEKIUN 3a Kypc okoio 20. Ta ke cxema npuMeHsiach
Yy OTAEIBHBIX MTALIMEHTOB, NMOoJyyaBIux Terpako3aktua B HUKU nenuarpum.

HDOCHGKTI/IBH&H qaCTh HUCCIICAOBAHUA ObLIa 3aIIaHUupOBaHa AJIA IMMOATBECPIKIACHHA

BBIBOJIOB 00 3((PEKTUBHOCTH METWINPEHU30J0HA, CIIETAHHBIX B PETPOCIEKTUBHON
qyacTu, Juist Oosiee THIATeNbHOro0 HAOMIOAeHHs M 00CIeIOBaHHsI MALIUEHTOB, B TOM YHCJIE
JUIsL OLIEHKM MEPEHOCHMMOCTH TOpMOHaibHOUW Tepanuu. Ilepen mpoBeaeHUEM ITyJibC-
Tepanuu METWINPEIHU30JOHOM BCEM JETAM MNPOBOAWINCH: OO, MO NOKa3aHWSIM
BU1€0-OO] -MOHUTOPUHI, OLIEHKAa HEBPOJIOTMYECKOTO M COMATHYECKOIo cTraryca,
tectupoBanue no mkaige Developmental Profile 3 (DP-3), koHTpoJib KIMHUYECKOTO
aHallM3a KpPOBU C JICMKOLUTApHOW (opMynoi, OHOXHUMHH KpOBU (0OIIuil OeNoK,

mienouHas ¢ocdarasza, oomuit ounupyoun, ACT, AJIT, xonectepun, Kaauid, KaabIui,


http://www.wpspublish.com/store/p/2743/developmental-profile-3-dp-3
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dbocdop, moueBnHa, KpeatuHuH), Y3U opranos OpromHo¥ monoctu, MPT romoBHOTrO
Mo3ra (IIpu ero OTCyTCTBUM paHee). Jletn Habmoaanucey B craiiionape B teuenue 10—14
JTHEH, UM TIOJITBEp K AAJICS AUArHo3 cuHapoma Becra, To ecTh HH(GAHTUIBHBIX CIIa3MOB,
U TPOBOAWIACH IIyJbCOBAas TEpPANMs METHINPEAHU3ZOJIOHOM C IEPEX0JIOM Ha
MEPOPANIbHBIA TIPUEM IIpernapara. 3a BCE BPEMsS T'OCIHUTAIM3ALMM U IOCJIE BBIMUCKH

POOAUTCIIN B 00s13aTeILHOM MMOPAAKE BCJIM JTHCBHUK ITPHUCTYIIOB C YKA3dHUCM!

1. YacToTsl MPUCTYIIOB U UX XapaKTepa.
2. BpeMeHn nx BO3HUKHOBEHUS.
3. CepuiiHOCTH, € ITOJCYETOM YHUCIa CIa3MOB B CEPUIO.

Ha nepopansHom npueMe rnpemnapara peOeHOK BHIMUCHIBAJICS JOMOM.

Yepes 3 MCCAla IIOCJIC BBIIIMCKH K3 CTAallMOHApa Y BCCX IIGTGﬁ IIPOBOJUIICA

KOHTPOJIb KJIMHUYECKOTO aHaln3a KPOBH C JICUKOLMTAPHOH (QopMysol, OHOXUMUU
KpoBH (0oOmmii Oemnok, menouyHas ¢ocdaraza, obmmit Ommupyoun, ACT, AJIT,
XOJICCTEpUH, Kalaui, Kaimblui, ¢ochop, MOUEeBHHA, KpPEaTUHHH), KOHCYJIbTAIUs
HEBPOJIOTa/MWICHTOIOTA U MeANaTpa Mo MECTY KUTEIbCTBRA.

Uepe3z 6 MecslieB MOCH€ BBIIACKM W3 CTallMOHapa mnpoBoawiock I, 1o

MOKa3aHUsIM (IIPU COXPAHEHUH AIUJIEITUYECKUX CIIa3MOB, MPOJOJKEHUU perpecca Uiu
OTCYTCTBUS TPUOOPETEHHUSI HOBBIX HABBIKOB MPH yCIIOBUM HOopMaiibHOM DOI") BHIeo—
OO -MOHUTOPUHT CHA U 0OJPCTBOBAHMUS, MPOBOAMIIACH KOHCYJIbTAIUA MO TeledOoHy 10
CJIEAYIOIIMM BOIIPOCaM:

1. Hcue3HOBEHHE AMUIIENITUYECKUX CIIa3MOB WJIM UX YUCIIO U CEPUMHOCTD IIpU

HNX COXpaHCHUMU. 3anpau1HBan005 BHJCO NIpUCTYyIIa JJIA BepI/I(l)I/IKaI_II/II/I THUIIA IIPUCTYIIA.

2. JlaHHbIe aHAJIM30B KPOBH (KIIMHUYECKUM aHAIIN3 KPOBH, OMOXHUMHUSI KPOBH ).

3. Pesynbratel 931" B tuHaMuke yepe3 6 MecsieB Mociie NpoBeACHUs MyJIbC-
Tepanuu.

4. OneHka JMHAMUKH NICUXOMOTOPHOI'O M PEYEBOr0 Pa3BUTHS, B TOM UHCIIE

ITOABJICHHSA HOBBIX HABBIKOB.

5. Onenka pa3BuTus peOenka mno mkane DP3.
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6. [ToGounbie 3¢ (HeKTh OT TOPMOHATIBLHON TepaNuy, CTENEHb UX TAKECTH, UX
BIUSIHAE Ha IpUeM npenapara (yMEHBIIEHHE [03bl WIM OTMEHAa) U CKOPOCTh HX
VCUYE3HOBEHUS MOCIIE MTPEKPALLCHHS TOPMOHAIBHON TEPAUU.

PesynbraTel 931" 1 BUACO NPUCTYIIOB, a TAKXKE BUIECO MPUOOPETCHHBIX HABHIKOB
pebeHKa KOHCYIbTUPOBAIUCH MO DJIEKTPOHHOM MOYTE.

Kpumepuu oyenku s¢gpgpekmusrnocmu mepanuu:

A)  OCHOBHOI: IPOILIEHT MAIMEHTOB, OTBETUBIINX HA JedeHue. OTBETUBIINMHU
Ha JICYCHHE CUUTAIUCH MAlUEHTHI, y KOTOpbIX Tepamnus (ADII uiam ropMoHbl) BbI3bIBaa
npekpamenne UC n ucuesnoBenue runcaputmuu. [Ipu 3ToM qomyckanocs coxpaHeHue
Ha DOI" Herpy0Ooil poKaIbHON ANUIENTU(POPMHON aKTUBHOCTH, 0COOEHHO Ha DI cHa.

b)  JlomonHuTenbHEIE:

- [Ipouent nauueHToB, y kotopsix unciio MC cokpamanocs Ha 50% u 6onee.

- [IpolleHT mMalMEeHTOB C COXPaHEHUEM/KYNHPOBAHUEM JIPYTUX THUIIOB
npuctymnoB (kpome VC).

- [Ipouent mnammentoB ¢ peunauBoM HMC Ha npoTskeHHH 6 MecsleB
HAOJIIOICHUS TIOCTIE 3aBEPILIEHUS JICUCHHUS.

- [IpoleHT NanMEHTOB, y KOTOPBIX OTMEYAJIOCh YIYYIIEHHUE HEPBHO-
IICUXUYECKOTO Pa3BUTHS.

Kpumepuu oyenxu nepenocumocmu mepanuu. 1lepeHOCUMOCTh yYUTHIBAJIach Ha
OCHOBAHHMH CTIOHTAHHBIX COOOIIECHUN poAUTENeH MAIMEHTOB O MOOOYHBIX P deKTax u
WHUIMATUBHOTO TEJE(POHHOTO OIMpoca MO CIEUUalIbHO Pa3pabOTaHHOM aHKeTe Iocie
BBINTUCKH peOeHKa U3 crauroHapa. Onpeaensics IpOoUeHT NalMeHTOB ¢ TEM WM WHBIM
mo009YHBIM d(PPEKTOM, a TAKKE CTETICHDb MX TSIKECTH.

AJropuTMBI KIMHUYECKOU U nabopatopHoit auarnoctuku MIC u cunnpoma Becra
COOTBETCTBYIOT MEXIYHAPOAHBIM CTaHAApTaMm, OAWHAKOBBI U B POCCHMCKON IE€TCKOU
kinHuueckor OonpHuUIe, 1 B HUKU nemuarpum, mosaToMy MBI HPUBOIMM OOITUH
CIIUCOK METOJIOB UCCIIE0OBAHMUS.

Knunuueckoe uccnedosanue 6xknouano ciedyoujue memoovl:

1) anamuectuueckuii meron. IIpm cOope aHaMHE3a NAUMEHTOB YYHMTHIBAINCH

CIIeAYIOIINE JaHHBIE:
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— JlaHHbIE NEPUHATATILHOTO AHAMHE3A.
— Bo3spact nebrora snmnentudeckux npuctynos (MC u n1pyrux TUIOB NPUCTYIIOB).
— Hannuue 3a1epXKu ICUXOMOTOPHOTO pa3BUTHs 10 pa3Butus UC.
— Haymume perpecca NCMXOMOTOPHOTO pa3BUTHSA ITOCIE BO3HUKHOBeHUs VC.
— Haynnuue B aHaMHe3€ THIICAPUTMUM HA MEXIPUCTYNHOM OJOI°, B TOM 4ucie ee

MOIM(PULIPOBAHHBIX BAPUAHTOB.

— Uucno paszmuunbix ADIl g0 Havyama ropMOHaIbHOM Tepanuu (y JETEH,

BITOCJIEJICTBUH €€ MOJIyYNBILIUX ).

—  OddexT ot Haznauenus ADII.

— Bpewms crapra ropmonansHOM Tepanuu ot Havana 1C.
— T'opMmoHanbpHBIN NpenapaT U cXema €ro BBEACHUS.

—  OdPexTuBHOCTh TOPMOHAILHOM TEPAIHH.

Oco0oe BHUMaHME yAEIAI0Ch HH(popManuu no panee npumeHsBmmumcs A1, ux
cxemawm, J103aM, MOOOYHBIM JIEHCTBUSIM, BOIIPOCY U3MEHEHUS KAPTUHBI 3a001€BaHUs Ha
dboHe mpoBOAMMON Tepanuu. BBIICHSINCH COMYTCTBYIOIIME 3a00JI€BAHUS, TPaBMBI,
nepeHeceHHble MH(MEKUUHU Uil YTOYHEHHS] UX POJIM B 3TUOJIOTMM SIWIECITUYECKOTO
cuapoma. Takxe NMpoOBOAWIICS aHAIW3 MEAMIMHCKON NOKyMEHTauuu (aMOyiaTopHas
KapTa, KOHCYJbTAaTUBHBIC 3aKIFOYEHHS CIIELHAIMCTOB, PE3YyJbTaThl TIE€HETUYECKUX
aHaJI30B).

2) KIMHUKO-TE€HEAJOTUUYECKUNA METOJ C COCTABJICHHUEM POJIOCIOBHON CEMbU IS
BBISIBJICHUSI HACJIEICTBEHHON OTATOLICHHOCTH IO AMHJIENICUH, (eOpUIbHBIM MPUCTYTIaM
Wi HenuhepeHIIMPOBAHHON YMCTBEHHOM OTCTaIOCTH.

3) omeHka (PEHOTHUNMHUECKUX OCOOCHHOCTEH U COMAaTHYECKOTo CcTaTyca ¢
OCMOTPOM KOXKHBIX TIOKPOBOB, CJIHM3UCTBIX O0OJIOUEK, Naiblaluel, MepKyccuew,
ayCKyJIbTaI[UEH.

4) oueHKa HEBPOJOTMYECKOTo CTaryca C HCCleAOBaHHEM (DYHKLIMU YeperHo-
MO3TOBBIX HEPBOB, JIBUTATE€IbHOM cQepbl, UYYyBCTBUTEIBHOCTH, KOOpIUHAIUH,
KOTHUTUBHBIX CITIOCOOHOCTEHN, COXPAHHOCTHU Ta30BbIX (PYHKITUH.

5) namueHTaM  NOPOCHEKTHBHOW  IPYIIIBI  MPOBOJMIOCH  JTUHAMHYECKOE

UCCJIEIOBAHUE YPOBHS pa3BUTHs ¢ mpuMeHeHueM metonuku Developmental Profile 3
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(DP-3), xotopast mpenctaBisieT co00il MHTEPBHIO C OJHUM W3 POAUTENICH MaIlMEHTA.
Ona paccuutana Ha nanueHToB oT 0 10 12 yneT u MO3BOJSAET MOMYYUTHh CBEACHHUS 00
YpOBHE pa3BUTHA MO S5 IIKanaMm (JABUTATENbHbIE HABBIKM, KOMMYHUKATUBHbIC HABBIKH,
COLIMAJIbHO-IMOLIMOHAJIHOE TTOBE/ICHNE, KOTHUTUBHBIC M aJalTUBHBIC CIIOCOOHOCTH), a
TaK)K€ BKJIIOYAET CyMMapHYIO OIEHKY BCeX HaBbIKOB. B kaxkmoi mikane ot 34 go 38
BOIIPOCOB, MO pe3yjibTaTaM KOTOPBIX Pa3BUTHE OIEHMBAETCS KaK: HAMHOTO BBIIIE
CPEIIHEro, BBILNIE CPEIHEro, CPEIAHEE, HUKE CPEIHEro M 3aJEpKaHHOE, a TaKxKe
BBICUMTHIBAECTCSI BO3PACTHOM HKBUBAJIEHT (COOTBETCTBHE TIOJYYEHHOM OILICHKHU
OINpEJEIEHHOMY BO3pacty). VccnenoBanue npoBOAMIOCH C UHTEPBAIOM B 6 MECSLEB.
[lepBuyHOE TECTUPOBAHHME ONPEICISET HAIUMYHMe 3aJE€pPKKM M BBIABISET cdepy
IPEUMYIIECTBEHHOTO JIe(hULIMTa, TOBTOPHBIE TIO3BOJISIIOT CPAaBHUTH PE3YyJIbTaT Ha (OHE
Tepanuu.

6) snexTposHIedaniorpaMMa OOAPCTBOBAHUS MPOJOJLKUTENBHOCThIO 20 MUHYT
IIPOBOJMJIACH BCEM IMALIMEHTAM JI0 Hadajla TOPMOHAJIBHON Tepanuu. B mpocrnekTuBHON
YacTU UCCIIEIOBAaHUE MPOBOMIIOCH Ha ammapare siekTposniedanorpade Nicolet EEG
(Nicolet Biomedical) ¢ ucnonb3oBanueM MeXIyHApOJAHOW cucTembl MOHTaxa "10-20"
JI0 Hayaja Teparnuy U MOBTOPHO MO 3aBEPUICHUIO MYJbCOBOW MOPMOHAIBHOW TE€panuu.
Tpernii pa3 wuccieloOBaHWE MPOBOAMIOCH CIYCTS 6 MeECSUEeB OT IPOBEACHUS
TOPMOHAJIBHOW  MyJIbC-TEpAllMd IO MECTy JKuUTelbcTBa. DukcupoBancs (paxT
HaJIUYUsI/OTCYTCTBUSA MEKIIPUCTYITHOU KJIACCUYECKON/ MO (ULIIUPOBAHHOM
TUTICAPUTMHM, & TAKXKe JAPYrod SnuiaenTtudOpMHON aKTHBHOCTH HA MEKIPUCTYITHOMN
O0I. Ilpu HEOoOXOAMMOCTH (HESICHOCTh THIIA MPHUCTYINOB, HaIU4Me (POKAIbHBIX
IPUCTYIOB U WH(PAHTUWIBHBIX CIA3MOB) MPOBOAMIIOCH BHUJI€0-DI'-MOHUTOPUPOBAHUE
JTHEBHOT'O MJIM HOYHOI'O CHA.

7) MarHUTHO-pe30HaHCHasi ToMorpadust Ha MmarHuTHOM ToMorpade Philips Intera
HaIPSDKEHHOCTbED MarHuTHOro moisist 1,5 T B Tpex B3auMHO NEPHEHIUKYISPHBIX
npoekiusax B pexume T1- u T2-p3Bemennoro nzoopaxenus u FLAIR co ctanmapTHbIM
1aroM CKaHUPOBAHUS.

8) aJeKTpokapauorpaMMa Kak KpUTEpHil O€30MacHOCTH Tepea MPOBEACHUEM

TOPMOHAJIBHOW TEparnuu.
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9) oOmuii aHaNM3 KPOBH W MOYHM, OMOXMMHYECKHN aHAIM3 KPOBU C OIEHKOU
YPOBHSI TJIOKO3BI, Kamus, kKameius, (ochopa, AJIT, ACT, JIAI'. UccnemoBanus
MPOBOAWINCh, Ha CTaHAAPTHOM OOOPYJOBAaHUU KIMHUYECKOM U OHOXMMHUYECKOU
nabopaTopuu TSI OLIGHKH COCTOSHHUS Tepe]] HavdaJioM W Ha (OHE TOPMOHAIBLHOMN

TEpanuu, KOHTPOJI HEXKEJIATENbHBIX SBJIECHUI B IPYIIIE IPOCIEKTUBHOIO HAOIIOACHHUS.
2.2 XapakTepucTHKA [Py UCCIe0BAHUA
Bcero 6bu10 nnpoananusupoBano 203 maruenta ¢ VC.

PerpocniekTuBHas rpynma coctaBmia 180 gerei, 3 HUX MajabuukoB — 95/180

(52,7%), neBouek — 85/180 (47,3%) (x*=0,9, p=0,3428) B Bo3pacre oT 1,5 Mec. 10 6 JeT.

Cpennuii Bo3pacT JeTed Ha MOMEHT MOCJEIHEro HaOoJeHus cocTaBwi 3,3 roja.
Bo3spact nebrota snmienTuueckiux MpUCTYIOB — C MEPBBIX JAHEH ku3Hu 10 1 r. 11 mec.
Cpennuit Bo3pacT ne0r0Ta SMIICNITUYECKUI MPUCTYNOB cocTaBuil 5,6 mec. Y 67/180
(37,2%) nereii HaOMIOAAIOCH COYETAaHHE HMH(PAHTWIBHBIX CHa3MOB U (DOKAIBHBIX
AMUWICNTHYECKUX MPUCTYNOB. Bo3pact nebiora MH(DAHTHIBHBIX CHa3MOB B CpPEIHEM
coctaBusl 6,3 Mec. Cpennuii Bo3pacT AeOroTa (PokandbHbIX NpucTyrnoB — 5,0 Mmec.

(Tabmuma 2.1).

Tabnuua 2.1 — Cpennuii Bo3pact 1e00Ta NPUCTYIIOB B PETPOCIEKTUBHOM IpyIIe

uccienoBanus (n=180)

Tun npuctynon Cpennuii Bo3pacT AeOroTa, Mec.
OnunenTudeckrue MpUCTYIbI (JIIObIe) 5,6
WNudanTunbHbie cia3Mbl 6,3
@DoKabHbIE TPUCTYIIBI 5,0

HopmanbHoe pa3Butue 10 ne6rora MHGAHTUIBHBIX crna3MoB Obuio y 95/180
(52,7%), 3aaepkka TEMIIOB IICHXOMOTOPHOTO Pa3BUTHSA A0 JcOOTa SMIIICHTHYCCKHUX

npuctynoB — y 70/180 (38,8%); y 15/180 (8,3%) oleHUTH YpOBEHb pa3BUTHS HE
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npeaACTaBIAJIOCH BO3MOXHBIM B CBA3M C PaHHHUM I[C6IOTOM OMUJICTITUYCCKUX TTPUCTYIIOB

(pucyHok 2.1).

® HopmanbHoe 95/180- 52,7%

M 3apeprKKa- 70/180- 38,8%

HeBo3MOXHO oueHUTb- 15/180-
8,3%

Pucynok 2.1 — IIcuxoMOTOpHOE pa3BUTHE OO0 Hayaja SMHICHTUYECKUX MTPUCTYTIOB B

perpocnekTuBHOM rpymnmne (n=180)

[To manueiMm D3OI GoapctBoBanus, y 178/180(98,8%) nereit 3adukcupoBana
runcaputMusi u ee  MoauduuupoBaHHbie BapuaHTel. Y  2/180 (1,2%)
MYJIBTHPETHOHAJIbHAS aKTUBHOCTD, KOTOpAsi, COTJIACHO COBPEMEHHBIM TPEICTABICHUSIM,
paccMaTpUBaeTCs KaK MPEeATUTIICAPUTMHUS.

Otuonorusi HHOAHTUIBHBIX CIIa3MOB B PETPOCIEKTHBHON TpyIINE MPUBECHA B
tabnuue Huxke. Jjia Oonee KOPPEKTHOW OLIEHKH PE3yNbTATOB OLIEHKA 3()PPEKTUBHOCTH
Tepanuu MpoBOAWIACh OTHenbHO B Tpynne nererr ¢ UC, crpagatonux TyOepO3HBIM
ckiepozom — 69/180 (38,4%) m 6e3 mero — 111/180 (61,6%). Haumbonee uacto
BcTpevaroniasics npuunHa cunapoma MC, kak ykazaHo B TaOnuie 2.2, sBsSeTCS
TUITOKCHUYECKU-UIIEMHYECKOe TOpakeHHue TojioBHOro mosra (41,6%), pexe, oJHAKO,
JIOCTATOYHO YacTO MNPUYMHON sABiseTcsl TyOepo3Hblil ckiepo3 (38,3%), nmanee mo
pacipoOCTPaHEHHOCTH CIEAYIOT pa3lWYHble TOPOKH pPAa3BUTHS TOJOBHOTO MO3Tra
(12/180, 6,6%), cpemu xotopeix 4/12 (33,3%) pebenka ¢ (okaabHO-KOPKOBOM
nucruiazuen kopsl rosioBHoro mosra (OKMI), y 2/12 (16,6%) — muxpouedanus, 6/12
(50%) — maxurupus. Y 8/180 mereii ObLIN TUarHOCTUPOBAHBI PA3IMYHbBIC TCHETUYSCKUE
aHomanuu: y 5/8 nuarnoctupoBaH cunapom Jlayna, y 2/8 — cunapom Perra (MECP2), y
1/8 — CDKLS5 (Tabnuma 2.3).
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Tabmuua 2.2 — 3tuonorust IC B perpocnektuBHoM rpyme (n=180)

Otuonorus Yucio nanueHToB [IpouieHT
(n) (o)
Ty6epo3Hslii ckiiepo3 69/180 38,3
['UIOKCHUYECKU-UIIEMUYECKOE TTOPAKECHUE 75/180 41,6

T'OJIOBHOI'O MO3Tra

['eneTnyeckas npuurHa 8/180 4.4
[Topok pa3BUTHS TOJIOBHOTO MO3Ta 12/180 6,6
[TocnencTBust MeHUHrO3HIE(DaTUTA 4/180 2,2
DTHOJIOTHSA HE HalieHa 12/180 6,6

Tabmuua 2.3 — T'enermueckue npuunHbl MC B rpylme HcClenyeMbIX AeTel

(MpocneKTUBHAs U PETPOCTICKTUBHASI TPYIIIIHI)

DTHOJIOTHS Yucno manueHToB [IpoueHT
(n) (Vo)
Cunnpom [layna 6/11 54,5
Cungpom Perra 2/11 18,2
[Tatorennas myrauust B CDKLS5 1/11 9,1
Beposrao narorennas myrtanusi B DOCK7 1/11 9,1
[epounnsbrit tunodycruHo3 2 TUIa 1/11 9,1

B HeBposiornueckoM craryce y JAE€TeHd PETPOCHEKTUBHOW TIPYIIBI TOJIBKO Y
17/180 (9,%) manmeHToB 0TMEYAIOCh HOPMAJILHOE Pa3BUTHE HA MOMEHT 00CIIeIOBaHUSI.
Y 22/180 (12,2%) neteit ObLT IMArHOCTUPOBAH CIIACTUYECKUN TeTpamapes, y 9/180 —
(5%) cnactuueckas numerus, y 3/180 (1,6%) — cnactuueckuii remunapes. Y 21/180
(11,6) nereit oT™Meuancs HU3KUI MBIIIEYHBIA TOHYC U JIEMEHTHI aTaKCHUHU.

IIpocnekTuBHas rpynna. I'pynma coctaBwia 23 peOeHKa, U3 HUX MaJIbUUKOB —

13/23 (56,5%), aeBouek — 10/23 (43,5%) (x> = 0,3478, p = 0,5553) B Bo3pacTe OT 8 Mec.
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nmo 4 gmer. Cpenmnmii Bo3pacT jxaerei coctaBun 1,8 rtoma. Bospact nebrota
AMWIENTHYECKUX NPUCTYNOB — ¢ 2 MecsaueB A0 1 r. 7 mec. Cpeanuil Bo3pact aedrora
AMUICNTUYECKUN MPUCTYNOB cocTaBuia 5,3 mec. Y 5/23 (21,7%) nereii Hab0manoch
coueTaHne WHQPAHTHIBHBIX CMa3MOB W (DOKAIBHBIX SIUJICHTHUYECKUX MPHUCTYIOB.
Cpennuit Bo3pact nebroTa HHGAHTWIBHBIX CIla3MOB cocTaBui 6,4 mec. Cpemnuii

BO3pacT Je0r0Ta (hOKAIBHBIX MPUCTYIIOB — 1 Mec. (Tabnuia 2.4).

Tabnuua 2.4 — Cpennuii Bo3pacTt /1e0r0Ta MPUCTYIIOB B MPOCHEKTUBHON T'pYIIIie

rccienoBanus (n=23)

Tun npuctynon Cpennuii Bo3pacT 1e0roTa, Mec.
OnunenTuyeckre MpUCTyIbl (JIIoObIe) 5,3
WNudantunbHbie cria3Mbl 6,4
@DoKaJIbHBIE TPUCTYTIBI 1

Otuonorust UC B mpocneKTUBHOM TpyIiie MpuBeeHa B Tabnuiry 2.5.

Tabnuua 2.5 — Otuonorust UC B npocnekTuBHOM rpynie (n=23)

OTHoNorUs Yucio nauueHToB [Ipouent
(n) (Y0)
TyOepo3Hblil ckiepo3 1/23 4,3
['MnoKCcHYECKU-UIIEMUYECKOE TOPAKEHHE 17/23 73,9

I'OJOBHOI'O MO3ra

['enetnueckas npyUurHA 3/23 13
[Topok pa3BuTHs TOJIOBHOTO MO3ra 1/23 4,3
[TocneacTBust MeHUHTOdHIE(DaTUTA 1/23 4,3

Kak u B peTpocnekTuBHOM TpyIie, HaubOJee YacTO BCTPEUAIONIASICS MPUYKMHA
NC — 3TO TUIMOKCUYECKU-UIIIEMHUYECKOE MTOPaKeHnE ToJ0BHOTO Mo3ra (73,9%). ¥V 3/23

(13%) neteit ObUIM AMATHOCTUPOBAHBI PA3IMYHbIE TEHETUUECKUE aHOMAIIUU: Y OJHOTO
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pebeHKa AMarHOCTUPOBaH CUHIpPOM JlayHa, y OHOTO — maToreHHass MyTalus B TCHE
DOCK?7, emie y 0OTHOTO TUarHOCTHPOBAH HEHUPOHATBHBINA IIEPOUTHBIA JTUMO(YCIIUHO3 2
tumna. Y 1/23 BbIsBIIEH MOPOK Pa3BUTHs TOJIOBHOI'O MO3ra — Maxurupus (reHeTHYeCcKoe
oOcienoBaHUE MOKA HE TIPOBEACHO).

HopmanbHoe pazButue 10 ne0roTa HHPAHTWIBHBIX CcHa3MoB Obuio 'y 7/23
(30,5%), 3agep>kka TEMIOB MCUXOMOTOPHOIO Pa3BUTHUS JI0 AeOOTA AMUICHTHYECKUX
npuctyrnoB — y 15/23 (65,2%); y 1/23 (4,3%) OLEHHUTh ypOBEHb pPa3BUTHSI HE

NpeaACTaBIAIOCH BO3MOXKHBIM B CBA3U C PaAHHHUM ,I[C6IOTOM OIMHUIICTITUYCCKHUX MIPUCTYIIOB

(pucyHok 2.2).

n=1

M HopmanbHoe 7/23-30,5%
M 3agepkKka- 15/23- 65,2%

HeBo3MOXHO oueHUTb- 1/23-4,3%

PI/ICYHOK 22— HCI/IXOMOTOpHOC PA3BUTHEC OO0 HavdaJld SITUIICTITUYCCKUX ITPUCTYIIOB B

MPOCTIEKTUBHOM Tpymnmne (n=23)

VY 19/23 (82,6%) mereli oTMeuasncs perpecc NCUXOMOTOPHOTO Pa3BUTHSI MOCIHE
nebrora WHGAHTWIBHBIX cna3MoB, y 4/23 (17,4%) nereil oLEeHUTH perpecc He
IIPEACTABIJIOCh BO3MOXKHBIM B CBSI3M C BBIPAKCHHOW HW3HAYAJIbHOM 3aIEPKKOU
IICUXOMOTOPHOT'O Pa3BUTHSL.

B HeBposnornueckoMm craryce y J€T€l MNPOCIEKTUBHOW TPYNIbl HA MOMEHT
nepBUYHOro ocMoTpa: y 23/23 (100%) neteit oTMevanach 3aJepiKka MCUXOMOTOPHOIO
pazButus. Y 9/23 (39%) nereil oTmevancs cnacTuueckuil Tetpamnapes, y 3/23 (13%) —

cnactuyeckas guruierus, y 5/23 (22%) — Huskuil MbllieyHblid ToHyC. Y 6/23 (26%)
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JeTel B HEBPOJOTMYECKOM CTaTyce He ObUIO HapyIIEHUH MBIIIEYHOTO TOHYCa, U
OTMEYaJach TOJBKO 3a/I€PHKKa ICUXOMOTOPHOIO Pa3BUTHS.

[Io mamsbpiM D3I OoxpcTBOBaHMs, Yy Bcex JeTed Obula 3aduKCHpPOBaHA
TUICApUTMHUS U ee MoauduuupoBanHble Bapuantel. Y 1/23 (4,3%) na O0I
O0O0JpCTBOBaHUSl pErucTpUpoBaiach Kiaccuueckas runcaputmus. Y 1/23  (4,3%)
PETUCTPUPOBAJICS CUHXPOHU3UPOBAHHBIN BapHaHT MOJU(MUIMPOBAHHON T'MIICAPUTMUH,
y octanbHbix 21/23 (91,4%), no ganabiM D3I GoapcTBOBaHHSA, PETUCTPUPOBAIICS

«CYIPECCUBHO-B3PBIBHOI» MAaTTEPH — BApUAHT MOAU(PUIIUPOBAHHONU TUTICAPUTMHUH.

2.3 Xapaxkrepucruka Jgeuyenusa UC
Cpenu 180 nereii 132/180 pebenka mosrydanu ropMoHaiabHyto Tepanuio (73,3%),
48/180 (26,6%) HUKOr1a HE MOJIYYaJId TOPMOHAIBHYIO TEPAIIHUIO.
XapakTeprucTUKa aHTHUANUIICITUUECKON Tepanuy npuBeeHa B Taduuue 2.6.

Tabmuma 2.6 —  XapakTepuCTHKa  aAHTUPMWICNTUYECKOM  Tepanuu B

peTtpocnekTuBHOM rpyrre (n=180)

AHTUAIIMIICTITHYECKUI Ywuciio manueHToB, ero YacrtoTa HazHaueHus, %
npenapar IPUHUMABIITUX

BanbenpoeBas kucioTa 159/180 88,3
Burabatpun 85/180 47,2
JleBeTupaneram 78/180 43,3
Tonupamar 70/180 38,9
[TpousBoaHbIC 36/180 20
OeH3o1Ma3enuHa

Kap6amazenun 28/180 15,5
OxckapOazenux 28/180 15,5
JlaMoTpuIKUH 27/180 15
DTOCyKCUMU 23/180 12,8
bap6utypatsr 19/180 10,5
3oHHCaAMH 7/180 3.9
Jlakocamua 3/180 1,7
HNuaoBenon 2/180 1,1
[lepammanen 1/180 0,5
be3 ADII 3/180 1,7
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Yuciio npUHUMAEMBbIX aHTHANUIIENTUYECKUX npenapatoB (ADII) BapsupoBaio ot
1 no 10 pa3znuuHbIX npenapatoB B TeueHue xku3Hu. Cpennee uncio ADII Ha ogHOrO
pebeHKa B peTpOCIEKTUBHOM rpynme coctaBuio 3,3 npenapara.
XapakTepucTuka  NPUHUMAEMBIX  aHTUAMNWICNITUYECKHX  IpenaparoB B

MIPOCIIEKTUBHOM TpyIiIe npuBeieHa B Tadnuie 2.7.

Tabmuua 2.7 — XapakTepucThKa HNPUHUMAEMBIX aHTUAMWICITHYECKHX

IpenaparoB B MPOCIEKTUBHOM Tpymie (n=23)

AHTHUIIUTIENTHYECKU T Yucio nanueHToB, ero Yacrora HazHaueHus, %
npenapar PUHUMABIIUX

BanernpoeBas kuciora 16/23 69,5
Burabatpun 10/23 43,5
JleBeTupaneram 13/23 56,5
Tonupamar 6/23 26
[IpousBoiHbIE 2/23 8,7
OeH301ua3enuHa

Kap6amazenun 3/23 13
JlaMoTpumKIH 3/23 13
bapoutypatsl 3/23 13
Oxckapbazenun 1/23 4,3

Cpemu 180 nereit 109/180 (60,5%) momy4yanu TOPMOHAIBHYIO TEPANHIO: BHIOOP

npenapara u Yuciio NalMeHTOB, €ro NPUMEHSIBIINX, PUBEICHBI B Ta0muue 2.8.

Tabnuua 2.8 — 'opMoHanbHBIE penapaTsl B peTpOCeKTUBHOM rpyme (n=180)

["opmoHaibHBIN Tipenapar Yucino pereii (n) [Ipouent nereit (%)
MeTtunnpeaHr30JI0H 38/180 21,1
(mynbe + mepopanbHbIi
MIPUEM )
MeTunnpenHu3oa0H 3/180 1,6
(TonpKo TabseTUpOBaHHAS
dbopma)
Terpako3akTua 46/180 25,5

JlekcameTa3on 13/180 7,2
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[Iponomxenue Tadbauisl 2.8

['uapokopTH3oH 5/180 2,7
[Tpenan3ooH 3/180 1,6
TeTpako3akTua 1/180 0,5

MeTunnpeHu30J0H U TETPAKO3aKTHJI HA3HAYAJIUCh [0 ONHCAHHBIM BBIIIE
cxeMaM, HO Hekoropoe uucio gerer — 25/180 (13,8%) — momywanu pasiauyHbIe
rOpMOHaJIbHBIE TIpenapatbl MO pa3HbIM cxemaM BBeaeHus. 1/180 pebGeHOk mosrydan
TeTpako3akTua no cxeme: 0,05 Mr Ha Kr B CyTKH, B/M B ojuH npueMm — 10 BBeneHui
€KEIHEBHO, YTO OTJIMYAIIOCH OT CXEMBI C MPOIPECCUBHBIM YBEJIIMUEHUEM JI03bI, KOTOpast
npumensiiacek y 46/180 nereii. B ¢Bsizu ¢ 3TUM JaHHBIN NMAIMEHT HE BKIIOYEH B OOIIYIO
TPYIITy I€T€ CPAaBHEHHUS, TOTYYaBIINX TETPAKOZAKTHU.

Crarucruyeckasi 00padoTka JaHHBIX

Cratuctuyeckas OLIEHKa BBIINOJIHUIACH C WCIIOJIb30BaHUEM IporpamMMm Microsoft
Excel. AHa/IN3 KaTeropHasibHEIX EPEMEHHBIX IPOBOIMIICS C UCMOIb30BAHUEM TECTA )
C anImpOKCUMAIUEH pACIPENEIICHUs] TECTOBOM CTaTUCTUKU merogoM Monte-Kapio, B
cilyyae TaOJIMIl COMPSDKEHHOCTH 2X2 UCIMOJb30BaJICA TOYHBIM TecT Duiiepa, 4TO
MO3BOJIMJIO TIPOBECTH 00JIe€ CTATUCTUYECKH TOYHYIO OIEHKY B MallbIX BBIOOpKAX.
Onenka >h()EKTUBHOCTH TEpanuu B CBSI3aHHBIX BHIOOPKAX OIEHHUBAIACH C MOMOIIBIO
tecta MakHemapa — X2 JUIL YBEJIMYEHHS] CTAaTUCTUYECKOW MOIIHOCTU. AcColuanus

CUMTAJIaCh CTaTUCTUYECKU 3HauMMou npu p < 0,05.
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I'JTABA 3. PE3YJIBTATBI HCCJIEAOBAHUA

3.1 CpaBHuTe/IbHASA 3(PPEKTUBHOCTH PA3JIHYHBIX AHTHINMJICTITHYECKUX

npenaparoB B JICHCHUM SNMWICTITUHYECKHUX CITa3MOB (peTpOCHeKTI/IBHLIﬁ aHaJII/I3)

Bcero Obui mpoaHanu3upoBaHbl JaHHbIe 1O jedeHuto 203 marmuentoB ¢ MC.

Uccnenyembie netn panee nonydaid oT 1 o 10 pa3nvuHbIX aHTUAMHIETITHYECKHUX

npenaparoB (Tabnuua 3.1). Oxono 60% mamnueHToB noxyyanu Tpu u 6oxee ADIL

Tabmuua 3.1 — Yuciao NpUHUMAEMbIX AHTHANMWICITUYECKUX NPEenaparoB B
aHaMHe3e
Yucmo ADII Yucmo gereit (n=203) [IpoueHt nereit, %
0 3/203 1,5
1 40/203 19,7
2 37/203 18,2
3 52/203 25,6
4 27/203 13,3
5 22/203 10,8
6 9/203 4.4
7 5/203 2,5
8 6/203 2,9
9 1/203 0,5
10 1/203 0,5

Ha momeHT ctapTa ropMOHaIbHOM Tepanuu OOJBITMHCTBO MAIIMEHTOB MOJTyYallnd

ot ogHoro 70 Tpex ADII (Tabnuna 3.2).

Tabmuua 3.2 — Ywucio mpuUHUMAEeMbIX AaHTHAMUICNTHYCCKUX TMPernapaTroB Ha

MOMEHT CTapTa TOPMOHAIBHOUN TEpANU

Yucno ADII Yucno gereit (n=132%) IIpouent aereit, %o
0 6/132 4,5
1 38/132 28,8
2 25/132 18,9
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[Iponomxenue Tadbauist 3.2

3 35/132 26,5
4 15/132 114
5 8/132 6

6 3/132 2,3
8 2/132 1,5

[Ipumeuanue: * — B HaHHYIO TaONMIly BKJIIOYEHBI TOJBKO JETH, MOJTYYaBIIHE

TOPMOHBI, TO3TOMY MX YUCJIO MEHbIIIE 00IIero yncia nanueHToB (n=203).

B cBs3u ¢ pa3HbiMu noaxoaamu B Beioope ADII, B 3aBUCMMOCTH OT HAJIMYUS Y
pebenka Tybepo3Horo ckiepo3a (TC), B paHHOW paboTe MBI aHAIU3UPOBAIH
3 ()EKTUBHOCTh AHTUANUIIENITUYECKUX MPENAPaTOB, Pa3AeIUB JETEH B 3aBUCUMOCTH OT
Hanuuusg wim orcyrerBuss 'y Hux TC. [laneele mo 4acrore HasHadeHuss ADII

IpeCTaBIICHbl HIKE B Tabmuie 3.3.

Ta6Jmua 3.3 — UYacrora Ha3HaAYCHUSI Pa3INYHBIX AHTHUIIHIICIITUYCCKUX

npenaparoB B peTpOCHEKTUBHOM rpymiie aeteit (n=180)

[Ipenapat Hetu c TC Hetun 6e3 TC
(n=69) (n=111)
BanbnpoeBast kuciora 62/69 (89,8%) 98/111 (88%)
Burabarpun 47/69 (68%) 38/111 (34%)
Tormpamar 30/69 (43,5%) 40/111 (36%)
JleBeTuparneram 28/69 (40,5%) 48/111 (43%)
Oxckap0Oa3enuH 14/69 (20,3%) 15/111 (13,5%)
benzoanazenuHbl 13/69 (18,8%) 24/111 (21,6%)
Kap6amazenun 11/69 (15,9%) 16/111 (14,4%)
JlamoTpUIKUH 10/69 (14,5%) 17/111 (15,3%)
DTOCYKCUMH/T 6/69 (8,7%) 17/111 (15,3%)
denobapouTaN 6/69 (8,7%) 13/111 (11,7%)
Pypunamun 3/69 (4,3%) -
3oHuCcaMuU 2/69 (2,9%) 4/111 (3,6%)
Jlakocamug — 2/111 (1,8%)

[lepamnanen

1/111 (0,9%)
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CornacHO TpoaHANM3UPOBAHHBIM JaHHBIM, OTPAKEHHBIM B TaOIuUIE, CIEAYyeT,
YTO HamOoJIee YacTO HA3HAYAa€MbIM NPEMapaToM B HE3aBUCHUMOCTU OT HaJIU4Hs Y
pebeHka TyOepOo3HOro CKiepo3a SBJSUIACh BajblpoeBas KHcIOTa. Pexe HazHavasucs
BUTA0ATPHH, Yalle JETSIM ¢ TyOepO3HBIM CKJIepo30M. Takxke u3 JaHHBIX, IPUBEICHHBIX
B TaOJuUIE, CTAHOBUTCSI OYEBHUIHBIM, YTO B IOIBITKE CHPABUTHCS ¢ MH(PAHTHIBHBIMU

cliasMaMM OOKTOpa IMPHUMCHAIIN BCChb CIICKTP 3apCTUCTPUPOBAHHLIX B PO® IIpCIIapaToB,

YaCTO BbIXOIA 3a paMKH BO3PACTHBIX OFpaHquHHﬁ.

O} heKTUBHOCTh AHTUANIUIICITUYECKON Tepanuu pacCMOTPEHA HUKE B TaOJIMIIAX

3.4-3.6.

Tabmuma 34 —

PETPOCIEKTUBHOM IpyIIIe JeTel ¢ TyOEpO3HbIM CKIEpO30M (n=69)

D¢ hHeKTUBHOCTH

AHTUAIUIICIITUYCCKON

TCpallnu B

[Ipenapar Yacrora Yacrora Yacrora
Ha3HAYCHUS MpEeKpaIleHUs COKpalleHuUs
npernapara, IIPUCTYIIOB U npuctynoB >50% u
n (%) MOJaBJICHUS NoJAaBJICHUS
runcaput™ud, n (%) TUIICAPUTMUH,
n (%)
BanbnpoeBas kucinora | 62/69 (89,8%) 12/62 (19,3%) 5/62 (8%)
Burabatpun 47/69 (68%) 33/47 (70,2%) 7/47 (14,9%)
Tonupamar 30/69 (43,5%) 5/30 (16,6%) 2/30 (6,6%)
JleBeTuparieram 28/69 (40,5%) 7/28 (25%) 2/28 (7%)
Oxckapbazenun 14/69 (20,3%) 2/14 (14%) 3/14 (21,4%)
benzoauazenunbl 13/69 (18,8%) 1/13 (7,7%) 2/13 (15,4%)
Kapb6amazenun 11/69 (15,9%) — —
JlaMoTpumKH 10/69 (14,5%) 1/10 (10%) 1/10 (10%)
DTOCYKCUMU]T 6/69 (8,7%) — —
denobapobuTan 6/69 (8,7%) 1/6 (8,7%) -
Pybunamun 3/69 (4,3%) - -
3oHHUCAMU] 2/69 (2,9%) - -
Jlakocamun 2/69 (2,9%) 1/2 (50%) 1/2 (50%)
p* p v=51,137,p < Y'=63,945, p <
0,0001 0,0001

2
HpI/IMC‘IaHI/Iei *p — 3HAYCHHUA ITIOJYUCHBI B TECTC ) C HMCIIOJB30BaHHECM MCTOAA

Momnte-Kapiio ais annpokcuManum pacupenesieHus.
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JEMOHCTPUPYIOT OKHUJAEMO BBICOKYIO 3(P(PEKTUBHOCTD

BI/IFa6anI/IHa B IIOJABJICHHMU IIPUCTYIIOB W THUIICAPUTMHH, a TAKIKC OXKHAACMYIO

HEBBICOKYI0 A (HEKTUBHOCTH Beex ocTanbHbIX ADIL.

Tabmuua 3.5 — Dddext aHTUAINUIENTUYECKOW Tepanuud B PETPOCHEKTUBHOU

rpyrtne jaerei 6e3 TydeposHoro ckiepo3a (n=111)

Yacrora
S — Yacrora cokpalieHus
YactoTta PERp npuctymoB >50% u
MIPUCTYIIOB U
[Ipenapat Ha3HAYCHUS TIO/TaBJICHHUSI
MTOAaBJICHUSI
npenapara TUIICAPUTMHUH,
TUIICAPUTMHH, N n (%)
(%)
BanbnpoeBas kuciora 98/111 (88%) 14/98 (14,3%) 8/98 (8,1%)
Burabatpun 38/111 (34%) 8/38 (21%) 14/38 (36,8%)
Tonupamart 40/111 (36%) 5/40 (12,5%) 1/40 (2,5%)
JleBeTupaneram 48/111 (43%) 3/48 (6,3%) 5/48 (10,4%)
Oxkckapbazenux 15/111 (13,5%) — —
ben3oauazenuHb 24/111 (21,6%) — 1/24 (4,1%)
Kap6amazenun 16/111 (14,4%) 1/16 (6,3%) —
JlaMoTpumKH 17/111 (15,3%) — 1/17 (5,9%)
DTOCYKCHUMUT 17/111 (15,3%) — 2/17 (11,8%)
denobapouTa 13/111 (11,7%) 1/13 (7,8%) 1/13 (7,8%)
3oHHUCAMHT 4/111 (3,6%) — 1/4 (25%)
Jlakocamup 2/111 (1,8%) — —
[Tepammanen 1/111 (0,9%) 1/1 (100%) —
p* P v'=106,68,p < | x=109,17, p <0,0001
0,0001

2
[Ipumeuanue: *p-3HaueHUs MOIYYEHBI B TE€CTE€ ) C HUCIOJIb30BAaHUEM METOHA

Mounte-Kapiio ass anmpokcumanuu pacipeeaeHusl.
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Tabmuma 3.6 — CpaBHUTENbHBIH 3(PQPEKT AHTUIMUICOTHUYECKONW TEepanuu B

PETPOCTIEKTUBHON TPYMIE JETeH B 3aBUCUMOCTH OT HAJIMYHSI/OTCYTCTBUS TyOE€pO3HOTO

ckaeposa (TC, n=111)

be3 TC CTC p*
YacroTta Yacrora
Yactora | mpekpameHus | Yacrora | mpekpamieHus
Hpenanar HA3HAYCHM | TPUCTYIIOB M | HA3HAYCHHU | IPHUCTYIIOB U
PElEp s 10JIaBJICHUS s TI0JIaBJICHHSI
mperapara | TUIICAPUTMHH, | TIpernapaTa | THIICAPUTMHH,
n (%) n (%)
Bansnpoeas 98/111 o 62/69 12/62 (19,3%) | 0,5099
KHCIIOTa (88%) 14/98 (14,3%) (89,8%)
38/111 47/69 33/47 (70,2%) | <0,000
Bura6 8/38 (219
uradbaTpuH (34%) /38 (21%) (68%) |
40/111 30/69 5/30 (16,6%) | 0,7348
T 5/40 (12,5
ornupamar (36%) /40 (12,5%) (43.5%)
48/111 28/69 7/28 (25%) | 0,0323
J 3/48 (6,39
eBeTHpareTaM (43%) (6,3%) (40.5%) 4
OKCKaAPGAzCIIE 15/111 14/69 2/14 (14%)
P (13,5%) (20,3%)
benzoauazenun 24/111 B 13/69 1/13 (7,7%)
Bl (21,6%) (18,8%)
16/111 11/69 —
K 1/1 °
apOaMa3zenuH (14.4%) /16 (6,3%) (15.9%)
| 17/111 B 10/69 1/10 (10%)
puA (15,3%) (14,5%)
17/111 _
— 0
DTOCYKCUMH/T (15.3%) 6/69 (8,7%)
13/111 1/6 (8,7%) Oxkoro
) 1/1 9 °
eHobapOuTan (11,7%) /13 (7,8%) | 6/69 (8,7%) 1,000
4/111 _
3oHHUCaMH]T (3.6%) — 2/69 (2,9%)
2/111 1/2 (50%)
— 2 2,99
Jlakocamug (1.8%) /69 (2,9%)
1/111 —
[Tepammanen ( O/, 9%) 1/1 (100%) —
Pydunamun — — 3/69 (4,3%) —
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[Ipumeuanue: *p-3HaueHUs], MOJYUYCHHbIE C MOMOIIBI0 TOYHOrO Tecta Puiiepa
npu cpaBHeHUH 3 exTruBHOCTH Tepanuu y nanueHToB ¢ TC u 6e3 TC.

[losryueHHBbIE JaHHBIE TOBOPAT O HEBBICOKOW B LEIOM 3(PPEKTUBHOCTU BCEX
npernapaToB, BKJIIOYas BUTra0aTpUH B Tepanmuu WHGAHTWIBHBIX CIIa3MOB, HE
00yCIIOBJIEHHBIX TYOEpO3HBIM CKJIEpO30M. BO3MOXKHO, UTO HEBbICOKas 3(pPEKTUBHOCTD
BUrabaTpyHa BbI3BaHA OTHOCUTENIBHO HEOONBIIMMHU CYTOYHBIMHU J03aMHU IIperapaTta,
TpaJMLIMOHHO NPUMEHsEMbIMU B Hallei crpane (meHee 100 mr Ha kr Beca). Taxxe u3
IPEJICTaBICHHBIX JITaHHBIX MBI MOKEM CJIelaTh BBIBOJ 00 OTHOCHUTEIBHO HEBBICOKOU
3 ()EKTUBHOCTH TaKUX NpenaparoB, Kak TONUpPAMarT, BaJbIIpOEBas KHUCIOTa U
nesetupaneraM. Mx >@¢ekTuBHOCTh (MpEeKpalieHue Cha3MoOB M I0JIaBJICHHE
TUIICAPUTMHUM) B HaIlleM HcCcieloBaHuu kosebanack oT 14 mo 20-25%, 4To SIBHO
HenocTtaTouHo. CoBepiieHHO Hed((PEKTUBHBIM OKa3ajCsi dTOCYKCUMMJI, KOTOPBIA TeM
HE MeHee mnpumeHsics y 15% mnanueHTtoB (B JIeKapcTBEHHOW (Qopme, He
3apeructpupoBaHHoi B P®). Uto kacaeTcss HOBBIX HpenaparoB, TO 3()PPEeKTUBHOCTH
nepamnasena, pyduHaMHIa W 30HHCAMHJA ONPEACIUTh HE MPEACTaBISETCS
BO3MOXKHBIM B CBSI3U C HEOOJIBIIUM KOJIMYECTBOM MAI[UEHTOB.

WuTtepecHsiM mpeactaBisieTcss ToT ¢akr, yto y 5/180 nereil Hactynuia
CaMOTIPOU3BOJIbHAS CTOWKAsi pEMUCCHUA. Y OJTHOTO U3 JETel OTMedalics 1e0I0T Crla3MOB
c 4 Mec. C perpeccoM TICUXOMOTOPHOTO pa3BUTUS M MOAUGUIIMPOBAHHOM
runcapurMueit Ha 991". Mama pebeHKka KaTeropuueck OTKa3alach OT MpHUeMa JH0ObIX
aHTUANWIECNITUYECKUX IpenapaTtoB. B Bospacte 10 MecsAueB cnasmbl KyNnMpOBaJIUCh
CaMOCTOATENBbHO, IICUXOMOTOPHOE Pa3BUTHE BO30OHOBUIIOCH, HO MOSIBUIIMCH peakue (1
pa3 B Mecsl) (okaibHble 3nwientudeckue npuctynsl. Ha 3307 GoxpcTBoBaHus
MUIeNTH(GOPMHAS aKTUBHOCTh OTcCyTcTBoBasia, MPT romoBHOTO M™MO3ra Oblia
HOPMAaJIbHOM, TeHeTH4eckoe oOciieioBaHrne peOeHKa He MpPOBOAMIOCH. B Hacrosiee
BpeMs peOeHKY S5 JIeT, OTMEYaeTcs Jierkas 3aJep>KKa MCUXOPEUYeBOro pa3BUTHs, YacToTa
(boKaNbHBIX SMUICNTUYECKUX MPUCTYNOB — | pa3 B Mmecsn. Y apyroro pebeHka c
MH(AHTUIIBHBIMU Cla3MaMU MPEKpallleHue MPUCTYNOB C MOCIHEAYIOIIe pemMuccuei

Bo3HMKIIO Ha (hoHe OPBU u remneparypst 39 rpaaycos.
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B Hameil xoropre IOCTaTOYHO PEAKO MPUMEHSUINCH allbTEPHATHBHBIC METOJbI
Tepanud. MOXXHO yNOMSHYTh TOJBKO OJHOTO peOeHKa ¢ TyOepO3HBIM CKIIEPO30M, y
KOTOPOTO BO3HHUKJIA CTOWKAash PEMHUCCHS TOCIE OINEPATHBHOTO JICUCHHUS (PE3CKIIHS
AMUJICITOTEHHOTO TyOepa), m ogHoro marueHTta u3 180, y KoTOporo HaOI0AaIOCh
3HAYUTEILHOEC COKpAIleHWe 4YHCJIa OSIWICITUYCCKUX TMPUCTYNOB U  TOJaBJICHHE
runcaputMun Ha OO Ha ¢GoHEe KeToreHHOW aueThl. Takke OBUT ONMH TAIMEHT, y
KOTOPOTO TPEKpallleHHe MPUCTYIIOB BO3HUKIO HA OJHOBPEMEHHOM BBEJCHHU
CEpHOKHMCIION MarHe3uu u ButaMuHa B6, HO peOeHOK He ObLT 00CIeI0BaH TeHETHUSCKU

Ha IMMUPUJOKCHUH-3aBUCUMBIC CYJIOPOTIH.

3.2 ¢ ¢eKTUBHOCTH TOPMOHAJIbHOM TEPANMH 110 JAHHBIM PETPOCHEKTUBHOTO

HccjaeaoBanus

B uccnenyemoit rpynmne 132/180 (73,3%) monydanu TOpMOHAIIbHYIO TEpaIlvIo,
OJIHAKO CTapToBOM oHa Obuta ToJmbko mua  6/132 (4,5%). DddexkTuBHOCTH
TOPMOHAJIBHOW Tepanuu yAanoch npoaHanu3upoBats y 109 u3z 132 nereil, y ocTaibHBIX
JnaHHble 1O A(P(EKTUBHOCTH ObUIM HEAOCTYIHBI WM BBI3BIBAIM COMHEHHUSI B UX
JIOCTOBEPHOCTH.

38/109 neteit mosydanu METUINPETHU30IIOH 110 CXEME, ONMCAHHON B MaTepraiax
1 MeToaax (MyJibcoBasl Tepamus ¢ MEPEXO0JIOM Ha MEepOopayibHBIN MpueM mpenapara), a
46/109 neredt monmyudanu TeTpako3akTu] (OH HazHaudaics mo cxeme 0,1 mr B/M ¢
HaparnuBaeM 710361 o 0,1 Mr kaxapiid 4 1eHb, 10 JOCTHXKEHUs dPdekTa, MaKCUMAIBHO
10 1 Mr, 3aTeM CHIKEHHE TI0 TOM JKe€ CXeMe; JaHHas cXeMa B TeUeHHE MHOTHUX JIET ObLiia
caMoi pactpocTpaneHHo# B Poccutickoit @eneparun).

25/109 nereit modyuyanaud JApyrue TOPMOHAJIbHBIC TMpernapaTrhl (JeKcaMeTas3oH,
TUAPOKOPTU30H, IPEAHU30JIOH) MO pa3HbIM cxeMaMm (pucyHok 3.1). JlekcameTa3zoH Jietu
MOJIyJaJid TI0 cXeme: 2MTr/Kr/cyT B/M — 10 gHEel, THAPOKOPTH30H IO CXeMe: 8MI/KT/CyT,
CO CHIDKEHHMEM J103bl Ha 2MI/Kr/cyT kaxnaele 10 gHel, 3atem 2mr/kr/cyt oT 1 mo 3
mecsieB. Heckonbko aetei moiaydyanad METUINPETHU30JIOH TOJIBKO B TaOJIETUPOBAHHON

dbopme 6e3 myabCOBOM Tepanuu. MeTWUJIIpeIHU30J0H BBOJIMICS B J03ax OoT 1 mgo 2
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MI/KT/CyT per 0s, IJIMTEIbHOCTh Kypca coctaBisuia or 1 mo 5 wmec. [lpemHuzonon

BBOJIUJICS B 03¢ 2MTI/Kr/cyT 1-2 Mmec.

[OpMOHanbHaA TepanumA

0

H MetuanpeaHunsonoH- 38/109
M TeTpako3akTua-46/109
™ MHble ropmoHbi- 25/109

Pucynox 3.1 — BapuanTsl ropMOHaIBHON TE€panuu B peTpocneKTuBHOM rpynie (n=109)

D¢ PexTHBHOCTH TOPMOHATFHON TEpPAMK B PETPOCIIEKTUBHOM TpyIINe MpUBEIeHA

B Ta0ymmne 3.7.

Tabmuua 3.7 — 3ddexkTHBHOCTE TOPMOHAIBHONW TEpamuu B PETPOCIEKTUBHON

rpyI1me
Yacrora
N — Yacrora cokpaieHus
. Yacrota Pexp npuctynoB >50% u
["opmoHanbHBIT MPUCTYTIOB U
Ha3HAYCHUS MO/IaBIICHUS
npenapar MTO/TABJICHHS
nmpermapara THIICAPUTMHUH,
TUTICAPUTMHH, n (%)
n (%)
MeTunmnpeaHu3010H 10
cxeme (Tmymbe + 38/109 20/38 (52,6%) 8/38 (21%)
TaOJIETKH )
T
CTPAROSATIA O 46/109 26/46 (56,5%) 8/46 (17,4%)
cxeme
JlekcameTa3oH 13/25 5/13 (38,4%) 3/13 (23%)
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[Iponomxenue Tadbnuist 3.7

['uapokopTH3oH 5/25 3/5 (60%) 2/5 (40%)
MeTtunnpeaHu30J10H 125 B 213 (66%)
(TabyeTkn)
[Ipeauu3zonon 3/25 — —
p* 1=5,8337, =7,9104,
p=0,2119 p=0,1612

2

[Tpumeuanue: *p-3HayeHHsS TMOJIYYEHBI B TECTEe )~ C MCIIOJBb30BaHUEM MeETOoJa
Mounrte-Kapno s anmpokcUManuy pacrhpeneieHus; ** p — 3HaueHus MOJTy4YeHbl B
TOYHOM Tecte @uiuepa NpU CpPaBHEHUU C TPYNNOW MALMEHTOB, NPUHUMABIINX

TCTPAKO3aKTH.

N3 Tabnuipl cienyeT, 4YTO B PETPOCIEKTUBHOW TpYIIE ACTEeH, MOJy4aBIIMX
METWJINPEIHU30JI0H, IO paHee onucaHHo cxeme (n=38), mpekpamenune HC wu
noAasieHue runcaputMun Ha D3I ormedanoch y 20/38 (52,6%) nereit, cokpalieHue
YuClia SMUICITUYECKUX cra3mMoB > 50% u momasienue runcaputMuu Ha D00 y 8/38
(21%) nereit. He Obuio addexra y 10/38 (26,3%) nereir. Y npeteit, moaydaBIIMX
TETPAKO3aKTHUJ, M0 paHee onucaHHoU cxeMe (n=46), npekpamenne C u nogasieHue
TUIICAPUTMUM  OTMEUalioch 'y 26/46 (56,5%), cokpamenue unciaa HUC >50% wu
nogasieHue runcaputmuu — y 8/46 (17,4%) nereii. He Obuio adpdexra y 12/46 (26%)
nereit. Takum 00pa3oM, B HEMPSIMOM U PETPOCIEKTUBHOM CPABHEHHH OTMEYaslach
cpaBHUMas (P (PEKTUBHOCTH TETPAKO3AKTH]IA U METUIIPETHU30II0HA.

Hoctatouno 3G EKTUBHBIM TMPEJACTABISETCS THIPOKOPTU30H, HO OH OBLI
MPUMEHEH BCETO Yy 5 JeTeil, MoITOMYy TPYAHO CJeiaTh OKOHYATEIbHBIC BBIBOJIBI.
['mIpOKOPTU30H MPEKPATHIT MPUCTYIIBI Y TPOUX U3 IISITH MPOJICYSHHBIX UM TAI[UEHTOB.
JlexcameTa3oH mpoAeMOHCTpUpOBai O6osee HU3KYy0 d3HPeKTuBHOCTD: npekpamienue NC
U TIOJaBJICHUE TUIICApUTMHUU oTMedanoch y 5/13 (38,4%) nereii, cokpaiieHue 4ucia
anuenTUuYeckux cnasmMoB >50% wu nmoaasienue runcapurmuu Ha OO0 y 3/13 (23%)
nereit. He Obuio addexra y 5/13 (38,4%) nmereit. Y Tpoux nereid, MOTydaBIIMX
METUJINIPETHU30JI0H 03 MyJIbCOBOM Tepamnuu, MOJHOTO MPEKpallleHUus MPUCTYIIOB He

YAaJI10Ch I[06I/ITBC$I, Y OAHOTO M3 TPEX MALMCHTOB OTMCHAJIOCh 3HAUYUTCIIbHOC CHUIKCHHUC
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UX YaCTOThl. Y TPOUX JAETed, MOJy4yaBUIMX TaOJIETUPOBAHHBIN MPEIHU3O0JIOH, HE OBLIO
addexTa oT Tepanum.

Taxoke ObLT 0JUH peOCHOK, MoyydaBIuil Terpako3aktu 0,05 Mr Ha Kr B CYTKH,
B/M B oauH mpueM — 10 BBeACHMI €XEIHEBHO, YTO OTIMYAJIOCh OT CXEMBI C
MIPOTPECCUBHBIM YBEIIMUCHHUEM JI03bI, KOTOpasi MpuMeHsiack y 46/132 neteid, B CBS3M C
YeM JaHHBIM MalMeHT HE BKIIOYEH B OOLIYIO TPYIITY JAETeH CpaBHEHHUS, MOTYYaBIIUX
TETPaKO3aKTUA. BbUIO TOCTUTHYTO MOJHOE MPEKPAICHUE SMHICITHYECKUX CIIa3MOB U
MO/IaBJICHUE TUTICAPUTMUHU.

B perpocnekTuBHON TrpyIme JI€Ted HEBO3MOXKHO TOYHO OILEHUTh YaCTOTY
000YHBIX 3(P(HEKTOB MO JAHHBIM MEAUIIMHCKON JOKYMeHTauu. OJIHaKO U3BECTHO, YTO
MHOTHE POJIUTEIN MPEAbSIBISUIN KAT00bl HA TOSIBJICHUE BBIPAXKEHHOTO OECIOKOMCTBA
pebeHKa, MIaKCUBOCTb, YacThIi I1ad, HaOoop Beca. Y 1/203 pebeHka peTpoCHEKTUBHOM
rpynnsl ObUT 3aUKCUpPOBAH ciaydyail JieTaprud Ha (OHE MPOBENCHUS MYJbC-Teparuu
METUJIIPETHU30JI0OHOM, TpernapaT ObLT OTMEHEH, JeTaprusi KynupoBaiach. Jpyrux
CEpPhE3HBIX TMOOOYHBIX SBJICHUW 1O JAaHHBIM MEIUIMHCKON JTOKYMEHTAIlUU He
OTMEYaJOoCh.

[lo naHHBIM MEIMUMHCKOW JOKYMEHTAllMM TakKe OKa3alach HEBO3MOXKHOMU
OIICHKA YaCTOTHI PEIMIMBOB MPUCTYIOB. ITOT aHAJINU3 ObLIT MPOBEJICH B MPOCTIEKTUBHON

qaCTH MCCIICIOBaHM.

3.3 9pPpeKTUBHOCTH U MEPEHOCUMOCTH TOPMOHAJIBLHON TePANIMH 10 JAHHBIM

MPOCHIEKTUBHOI'O UCCJICTOBAHUSA

Jliist Gosiee TOCTOBEPHOM OIIEHKU PE3YNIbTaTOB 3(PPEKTUBHOCTU U IEPEHOCHUMOCTH
TOPMOHAIBHOW TEpariyd METHIIPEIHU30JIOHOM I10 MPEUIOKEHHON HaMU CXeMe ObLIH
MPOAHAIM3UPOBAHBI  pE3yJbTaThl JICUCHHsS] B MPOCHEKTUBHOW TpyNme JETEeH.
O¢ddexTuBHOCT U TEPEHOCHMMOCTHh Tepanuu Oblla oleHeHa y 23 mamueHToB. Ha
MOMEHT CTapTa MyJbC-TE€panuu MeTUpeaHu3ononom 1/23 (4,34%) pebeHoK yxke
paHee MmoTyJasl HETOJHBIN KypC Tepanuu TETPAKO3aKTHIOM, Tepanus ObLta OTMEHEHA B

CBA3M C IJIOXOM INEPpEHOCUMOCTBIO  IIp€liapaTta, II0 IPUCTyIIaM HW KapTHHE
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MEKTPOIHIIe(DATOTPAaMMBI  TETPAKO3aKTH A ObuT HedpdEeKTUBHBIM. 2/23 manueHTa
(8,7%) panee moydaiu TUAPOKOPTH30H SMI/KT/CyT — 0e3 apdekra.
O} PeKTHUBHOCT TOPMOHAIBHOW Tepamuu TIO0 MPEAIOKEHHOW cXeMe B
MPOCTICKTUBHON TpPYIIIe TIOCIe OKOHYaHWsA TyJbc-Tepanuu (5 1eHb Teparuu,

KpaTkocpouHas 3()(PeKTUBHOCTD) Mpe/ICTaBlIeHa HA PUCYHKE 3.2.

3P PEeKTUBHOCTb METUNPEAHN3ONOHA B
NPOCMNEeKTUBHOM rpynne nocse nysbc-Tepanuu

B OTCyTCBME 3NUNENTUYECKMX
CMa3smoB 1 nogasneHue
runcaputmmmn n=16/23

B YMeHbLUeHMe 4acToTbl
npuctynos 250% n nogasneHue
runcaputmmmn n=3/23

bes apdekra n=4/23

Pucynok 3.2 — Kparkocpounast 3 peKTUBHOCT TOPMOHAIBHON TEpanuu B

HpOCHeKTHBHOﬁ rpytaric mocCJjic OKOH4YaHUA MMYyJIbC-TCPpaAIllnn

Takum oOpazom, 1enb Tepanuu (TPEeKpalieHue MNPUCTYNOB U JIMKBUIAIUS
TUICcCapuTMHuM) Obuia ObBICTpO (B TeyeHWe 5 aHeil) mocturnyra y 69,5% mnanueHToB
(x’=13,652, p=0,0011). B Tom umcie y peGeHKa ¢ paHee MPOBEICHHBIM HEIOIHBIM
KypcoM  TETpako3akTHJa OTMeJallach  KJIMHHKO-3JeKTpodHIedanorpapuieckas
pemuccusa. U3 2-x nerel, paHee mojiydaBmnX HEIPPEKTUBHYIO B UX CIy4yae TEpamuio
THAPOKOPTHU30HOM, Yy OJHOrO He Obulo 3(Qexrta OT MpOBEICHUS Teparnuu
METWINPETHU30JI0HOM, Y JPYroro OTMEYalloCh CHMKEHHE YacTOThl MPUCTYIOB Oosee
yeM Ha 50%, nogasieHue runcaput™Muu Ha I01.

B cBsI3u ¢ HESACHOCTBIO YaCTOTHI PEIUOB B JAJIbHEHUIIIEM HAMU OBLIO MPOBEICHO

JUTMTEIbHOE HAOMIOJIEHWEe 3a TMPOCIEKTHBHOM TPyNIoM  JeTei, MOoJydaBIIuX
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METUJINIPETHA30JI0H TI0 Hamre cxeme. Cpok HaOMIOJEHUS B MPOCIEKTHBHOW TPYIIIE
coctaBui ot 6 10 36 MmecsirieB. Cpenuuii cpok HaOmoAeHUS — 16,2 Mecsma. PesynbpraTs

OTpaKEHBI HA PUCYHKE 3.3.

16/23
69,5%

18

14/23

M [TpeKkpalyeHne NpUCTyrnos u
nogasaeHue TMNcapuTMmm Ha
33r

B CoxpaHeHue NpucTynos

Mocne nynbc-Tepannun Yepes 6 mecAues nocne
nynbc-Tepanum

Pucynok 3.3 — Ouenka goiarocpoyHoit 3¢p(eKTHBHOCTH TOPMOHAIILHOM Tepanuu B

MPOCIIEKTUBHOM TPYyMIIE yepe3 6 MECSIIEB JICUCHUS

2 .

Tect MakHemapa nokazain, yto x=0,5, p=0,4795, T. €. 3HAUMMbIX U3MEHEHUN B
pe3ynbTaTax JedeHHuss B JOuHaMuKe HeT. Takum oOpaszom, B 60% Bcex ciayyaes
OTCYTCTBHUE MPUCTYIIOB COXPAHSIOCH BCE BPEMSI MPOBE/ICHHS] TOPMOHAJILHON TepaIrivu, a

MPOLIEHT peuuANBOB cocTaBmi 12,5% (n=2/16).

3.4 luHaMHMKA ICMXOMOTOPHOI0 Pa3BUTHSA HA ()OHE NMPEAT0KEHHOI CXeMbl

rOpMOHAJIbHON Tepanuu

W3BecTHO, 4YTO perpecc MOTOPHBIX M TICUXWYECKHMX (YHKIHUN y nered ¢
MHQAHTWIBHBIMU CIIa3MaMU OOYCJIOBJIEH pa3BUTUEM TUICApUTMUU. B cBsizu ¢ 3TUM

PaHHCEC MOAABJICHHUC THUIICAPDUTMHH MOKCT IPCKPATUTH HAPACTAHHUC IICUXOMOTOPHOI'O
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nedumMTa, a TaKkKe CrocoOCTBOBAaTh BO3BPAIICHUIO YTPAUCHHBIX M MPUOOPETEHHIO
HOBBIX HaBBIKOB.

OreHka ypoBHS pa3BUTHS JI0 Hadaja TOPMOHAIBHON TEpANUU U 4yepe3 6 MecsIeB
1ocJie cTapTa Teparuy B MPOCIEKTUBHON TPyIIE MPOBOAMIACEH MTPH MOMOIIHU METOAUKH
Developmental Profile 3. V Bcex 23/23 (100% naeteil) B Hayase Tepanuy OTMeuYaaach
3aJIepiKKa ICHXOMOTOPHOTO pa3BuTHA. Uepes 6 MecsIeB Mmocie Hayaia Tepaniu y BCeX

23/23 (100%) neteit coxpaHsiach 3a7epKKa ICHXOMOTOPHOTO pa3BUTHUS (PUCYHOK 3.4).

450
400

350

300

200
150
100

50

McxopHasn oueHka [vHamunyeckasn oueHKa

Pucynok 3.4 — Jlunamuka ypoBHs pa3zButus o mkaie Developmental Profile 3 B

IIPOCIIEKTUBHOM I'PyIIE

Ucxons u3 maHHBIX, M300pa)KEHHBIX HAa PUCYHKE, JIMIIb Y HEKOTOPHIX JeTel
oTMeYaiach TMOJOXHUTENIbHAsS JWHAMHUKA B Pa3BUTHH, Y OCTAIBHBIX HE ObLIO
MOJIOKUTEIIbHON TMHAMUKH WU JaXe OTMEYAJICS PETPECC PA3BUTHSL.

HecMoTtpss Ha coxpaHeHMe 3aI€pKKU IICUXOMOTOPHOTO PAa3BUTHS IO JaHHBIM
ATOM HIKAJIBI, MPAKTUYECKU BCE POIUTENU JeTeld M Mbl (UX Jieyalue Bpauu) B clydae
MPEKPAlICHNUs] TPUCTYIIOB M THUICAPUTMUUA OTMEYAIM CYIIECTBEHHBIE IMO3UTHUBHBIE

CABUTH B Pa3BUTHH.
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[TooTomy Hamm ObUTa TIPOBENEHA OTIOJHUTEIbHAS OIEHKA JIHHAMHUKHU
MICUXOMOTOPHOTO PAa3BUTHS MO CJIECAYIOIIUM KPUTEPHUSIM:

1. Hanuuwme mpooipKaroiierocs perpecca.

2. Ilpexpaiienue perpecca NCUXOMOTOPHBIX HABBIKOB.

3. VYaydineHue COIMAIbHO-IMOIIMOHATILHON cdepbl, a HMMEHHO IOSBJICHUE
NPOSIBIICHUM paHee YTpPayeHHBIX OHMOIMM, Yy3HaBaHWE IJIIOJCH, peakuus Ha
00OpallleHHYIO PEUb.

4. TlpuoOpeTeHue HOBBIX MOTOPHBIX HABLIKOB.

5. TlpuoOpereHne HOBBIX pPAHHUX PEYEBBIX HABBIKOB.

Cpenu 16/23 pereit ¢ MOJHBIM MPEKPAIICHUEM JHUICHTHYECKUX CIa3MOB U
runicaputMu Ha OO HM y opHoro pebeHka He 3a(UKCUPOBAHO MPOIOJIKEHUE
perpecca MCUXOMOTOPHBIX HaBBIKOB, y 16/16 (100%) nmereil oTMeuanoch MOSBICHUE
HOBBIX SMOIIMI W/WIM BO3BpalllcHUE paHee yTpadeHHbIX sMmouuid, y 13/16 (81%)
yinydmuiack pedeBas Gyukius, y 8/16 (50%) nosBuinch HOBbIE MOTOPHBIE HABBIKH:
JIETU CTaJIi 3aXBaThIBATh UTPYIIKH, IEPEBOPAYNBATHCS.

Msbl 1npoBeM CPAaBHUTEIBHYK) OLIEHKY JET€M 10 YPOBHIO COLIMAIBHO-

AMOIMOHATILHOTO pa3BuTHUs no mkane Developmental Profile 3 (pucynok 3.5).
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McxoaHasa oueHka OueHKa B AMHAMUKe

Pucynok 3.5 — JIluHamMuka ypoBHSI COLMATBHO-3MOLUMOHAIIBHOIO PA3BUTHS O LIKAJIE

Developmental Profile 3 B mpocniekTuBHO# Tpy1me
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Takoke MBI MpOaHATM3UPOBAIIN MPUPOCT B CONUATHEHO-3MOIMOHATHPHOM Pa3BUTHU
B IpYyIIe AeTel, OTBETUBIINX Ha Tepamnuio (n=16) (pucyHok 3.6).

120

100

80

60

40

20

McxoaHana oueHka OMHammnyeckas oLeHKa

Pucynok 3.6 — JIlunamMuka ypoBHS COIIMAIBHO-IMOIIMOHAIBHOTO Pa3BUTHSI MO IIKAJIE
Developmental Profile 3 B mpocniekTHBHOI rpyTine cpeau AeTei, OTBETUBIINX HA

tepanuio (n=16)

Takum o0Opa3oM, ropMOHajbHas Tepanus HKMeNla MO3UTHUBHOE BIMSHHUE Ha
IICUXUYECKOE PA3BUTHUE JIETEM.

[IprmepoM yCIIeIHOTO MPUMEHEHUS MPEIIOKEHHON HAMU CXEMBI TOPMOHAJIbHOU
Tepanuu SBJSETCA CleAyIolee KIMHUYECKOe HA0II0ICHHE:

Pebenok C., manpuuk, 1 rog Ha MOMEHT MEPBUYHOTO OOpAIIEHUs, TTOCTYINI B
otaenenue ncuxoneBponorun -1 OCII HayuHo-HmcCneqoBaTenbCKOro KIMHUYECKOTO
MHCTUTYTa neauatpun nMmeHu akanemuka lO. E. Benptumesa ®I'AOY BO PHUMY
uM. H. U. [TuporoBa Munszapasa Poccuu ¢ jxanobamu Ha STUIENITHYECKUE TTPUCTYIIBI U
perpecc NCUXOMOTOPHOIO Pa3BUTHS.

Anamnesis vitae. PebeHok ot 2-ii 6epemennoctu (I OepeMeHHOCTH — POJIBI,
MaJbuuK 8 JIET 370pOB, cecTpa-Onmm3Hen — 370poBa). PeOeHok ponauscs BTOPHIM W3

nBoiiHU. Poawl cpounsie. Macca npu poxaeHun — 2540 rp, poct — 48 cM. OlleHKa 1O
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Anrap — 7/8 6. YXynlieHHE COCTOSHUSI Ha 3 CYTKM C Pa3BUTHEM HEOHATAIbHBIX
cynopor. beul Ha3HaYEeH BaJbIIPOAT, U HEOHATAJbHBIE CYI0POTH ObLIN KYITUPOBAHBI.

Anamnesis morbi. JleOroT npuctymoB ¢ 9 MecsleB B BHAE CEPUNHBIX
WH()AHTWIBHBIX CHAa3MOB. bbUT BBEIEH TOmMMpaMar, YTO MPHUBEIO K arrpaBaiiuu
MPUCTYIOB. 3aMeHa Tepalid Ha MUKPOTpaHyJibl BasbipoaTta 350 mr/cyT (25 mMr/kr/cyr)
HE JaJIa 3HAYMMOUN TUHAMHUKH C COXPAHEHHUEM IMPUCTYIIOB A0 3—4 cepuil B JIeHb 110 6—7
cna3mMoB. Ha (¢oHe mnpucTymoB oTMeHancsi perpecc pa3BUTHUS: TEepecTal CHACTD,
nepecTayl ToJydaTb HOBbIE HAaBBIKH, «YXOAMUT B ceOs», mpomnaiu sMoiuu. BBenen
Buradbatpun — 0e3 cymectBeHHOro »¢dexkra. Ha MoMeHT oOpaiieHuss morydant
Burabatpun 750 mr 2 p/cyt (107 mr/kr/cyr).

Hespomornueckuii craryc. B Bo3pacte | roma KOMIUIEKC OKHMBJIEHUS
OTCYTCTBYET, p€OCHOK HE€ YJbIOAeTCs, BEIIaMU U JIIOJbMU HE WHTEPECYeTCs, HET HU
jgeneta, HA TyineHUs. OOMEMO3roBble W MEHUHTEAIbHBIE CHUMITOMBI OTCYTCTBYIOT.
Uepen 06b19HOM (POPMBI, TIEPKYTOPHBIN 3BYK — 0€3 0COOCHHOCTEH.

Uepennas unHepBauus: | nm. O0onsiHue: HeT AaHHbIX. Il m. 3penue: rpybo He
Hapymeno. I IV VI nm. — nBwkeHus: TWa3HBIX sSIOJIOK — TUIaBaromiue, (ukcarus
HeqnuTenbHasd. KonBeprenuus coxpaHeHa. 3paukd okpyrible D=S, peakunn ux Ha
CBET, aKKOMOJIAIIUIO yIOBJIETBOPUTENIbHBIE. V M. — TOYKH BBIXOJa TPOMHUYHBIX HEPBOB
— 0e300me3HeHHbl. KOopHEeaIbHBIN U KOHBIOHKTUBAIBHBIA PeQIICKCHI BhI3bIBAIOTCS, D =
S, BeIpaxkeHbl ymMepeHHo. VII n. — rnaszaeie menu D=S, nuno cummerpuuno. VIII n. —
CIyX — COCpPEIOTOYECHHE €CTh, HucTarmMa Her. XI 1. — TIOBOPOTHI TOJIOBBI C
3atpyaHeHusiMu. [lonaumanue mied c-m cBo6oaubix Haamieuni. [X X XII nm. — s3bIk
1o cpeaHel uHuMU. ['1oTaHue He HapYIIEeHO, )KeBaHWEe He CPOPMHUPOBAHO IO BO3PACTY.
®donanus yaoBieTBopuTeabHas. Msrkoe Hebo noasmwkHo. Uvula o cpenneit auHum.

PednexropHo-nBuratensHas cdepa: royioBy yaep:kuaeT xopomo. He cuaut. He
XoauT. BepxHHE KOHEYHOCTH: MACCUBHBIE W AKTHUBHBIE JBUKCHHS OTPaHUYECHBI.
Mpimieunsiii Tonyc moBbiied. Cuma MbIi He cHKeHa. CyXOXuiabHbIE PedIIeKChI
KuBble. HykHHME KOHEYHOCTH: JABWIKEHHE B Ta300€IPEHHBIX CyCTaBaX — OrPaHUYCHO
CBEJICHUE, B KOJCHHBIX U TOJCHOCTOIHBIX CyCTaBaxX — JBIDKCHUS B TOJHOM OOBEME.

MBEIICUHBIN TOHYC HCCKOJIbKO ITOBLIIICH. Cuna MBI COXPAaHCHA. CYXO}KI/IJIBHI)IC



67
pednekcol xkuBble. UyBCTBUTENHHOCTh HE HCCIEAOBANIACH B CBS3M C BBIPAKECHHOU
3a/IEPKKON TICUXMYECKOTO Pa3BUTHUS W OTCYTCTBHEM KOHTakTa. KoopauHaTOpHBIE
poObI HE MPOBOIUITUCK.

Comartnueckuii ctatyc 6€3 0COOCHHOCTEH.

Panee mnposeneHubie wucciaenoBanuss: Ha MPT romoBHOro mosra BbIsIBIEHA
nepuBeHTpuKkyisipHas Jeiikomansiuus (IIBJI); na pyrunnor 23 B 11 mec. —
MOAU(UITUPOBAHHAS TUTICAPUTMHUSL.

Buneo-23I'-monutopunr 14.05.2018 r. — penyuupoBanue (QpU3NOIOTHUECKUX
NaTTepHOB CHA. ONWiIenTH(POpPMHAS AKTUBHOCTh BO CHE C BBICOKUM HMHJIIEKCOM —
MoauUIMPOBaHHAsT TUIICApUTMUsA (pucyHOK 3.7). 3apermcrpupoBaHa cepus

MH(paHTHIBHBIX CIIA3MOB.

Pucynok 3.7 — Kaptuna mexnpuctynsoit 931" 1o nedenus
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Knuanyeckuil auartos: cumnromatuyeckas snuierncusi (cunapom Becta) (kon
no MKBb G 40.0). OcnoxhHeHus: 3aJep’KKa IMCHUXOMOTOPHOTO W TICUXOPEUYEBOTO
pa3BUTHSL.

Jleuenme: B Mae 2018 1. mpoBeneHa TOpPMOHaANbHAs  IIYJbC-TEPAIIHs
METUJIIPETHU30JIOHOM 0 cTaHaapTHou cxeme: 30 mr/kr/cyt B/B kameiabHO Ne3, 20
Mr/kr/cyT B/B kanenbHO Nel, 10 mr/kr/cyT B/B kanensHo Nel. Ha gone Tepanuu, mocie
TPETHEr0 BBEJAEHUS METHINPEIHU30JI0HA, MOJHOCTHIO KYNHPOBAJIUCh MH(PAHTUIbHBIC
cna3mbl. [To manabeiM D3I cHa kynupoBaiiach rurncaputMus. [1o60uHbIX 3PPEeKTOB OT
Tepanuu Mama peOeHKa He OTMedasia, OJHAKO 3aMEeTHJIa BO3BpAILLEHUE K PEOEHKY
DMOIIUH.

[Tocne  OkOHYaHUSI  MYJIbC-TEPANMU  HA3HAYEH  METWINPEIHU30JIOH B
TabnerupoBaHHON (opme: 2 mr/kr/cyt — 1 Henens, 3areMm 1,5 mr/kr/cyt — 3 mec. ¢
NOCTENEHHOW 0TMEHOM 10 4 Mr/Heaento. [Ipogomken nmpuem BUradaTpuHa.

KontponbHoe nHabmonenue B nekadbpe 2020 r. (7 mec. mocie ropMOHaIbHOM
Tepanum): SMUIECNTUIECKUX MPUCTYIOB HET. JlekapcTBeHHast Tepanusi: Buradarpun 750

mr 2 p/cyt. IIpoBenen kontposnb D3I — runcapurmun He 3apUKCUPOBAHO (PUCYHOK

3.8).

......

Rosgr

Pucynok 3.8 — Kontposp 331" B AUHAMUKE: OTCYTCTBUE TUIICAPUTMUU
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HpOBeI[eHa JMHaAMH4YCCKasaA OILCHKA ABUIAaTCIIbHBIX HABBIKOB M KOIHUTHBHBIX

byHKIMIL: oLleHKa, mpoBeAeHHas 1o mkaine DP3, oTpaxena Ha pucynke 3.9.

OueHKa no wkane DP3
46
45
44
43
42
41
40
39

38

37
OueHKa A0 Havyana fieyeHuns OueHKa B gUHamMMKe

B OueHka no wkane DP3

Pucynok 3.9 — O6mas nuaaMuyeckas orieHka 1o mkane DP3

IIpu oneHke 0011IeT0 CTAaHIAPTU3UPOBAHHOTO Oasia HAOJIIOAAETCS €T0 CHUKEHHUE.
B cBsa3u ¢ yBenmueHuem Bo3pacTta peOCHKA HIIET yBeJlIMYeHHE TpeOOBaHUN K HEMY, B
CBSI3W C YeM CTaHJAPTU3WPOBAHHBIM OaJT IO BO3pacTy YMEHbIIWICA. B 1ensx Oomee
KOPPEKTHOM OLIEHKU JUHAMUKHU PAa3BUTHS MbI MPOBEIHN OIIEHKY HABHIKOB MO KKIOMY

napaMeTpy IIKajbl, pe3yJbTaThl OTPaKEHbI Ha pucyHke 3.10.
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IVHammn4yecKaa oueHKa no wkane DP3
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McxopHan oueHka OueHKa B ANMHaMuKe

= [1B1IraTe/IbHaA WKana e [lOBEEHYECKAA
KorHuTnBHasn e COLINANIBHO-9MOLMOHAIbHAA

ObuweHne

Pucynok 3.10 — Jlunamuueckas ouenka no mkane DP3 o kaxaomy napameTpy

CornacHo JaHHBIM, OTPaKEHHBIM Ha PUCYHKE, Mbl BUJIUM MIPUPOCT B COLIMAIBHO-
sMOIMOHANIbHON cepe. OmMHAKO OTMEYAETCs] OTHOCHUTEIBHOE CHIKEHHE MOTOPHBIX
HaBBIKOB II0 CpPAaBHEHHUIO C HOpMaTUBHbIM pa3ButueM. Illkama DP3  sgBusercs
CTaHJAPTU3UPOBAHHON MIKAJION U, BEPOSITHO, 00JaJaeT HU3KOW UYBCTBUTEIHLHOCTHIO B
OIICHKE MOTOPHBIX HABBIKOB IMPU TPYOBIX 3a/iepkKax pa3Butusa. Cienyer OTMETUTh, YTO
y peOeHKa HE OTMEUAJIOCh HCTUHHOM MOTEPU HABBIKOB.

Hwxe mpuBoauTcs Ipyrou npuMep yCnenHoM rOpMOHaJIbHON TEPAIH:

Pebenox 3., naeBouka, 1 rom 4 MecsAma, TMOCTynWiIa B  OTJCICHHE
ncuxoneBposiorn — 1 OCII HaydHo-ncCneqoBaTenbCKOoro KIMHUYECKOTO WHCTUTYTA
nenuatpun uMmeHu akajgemuka 0. E. Benptumera ®I'AOY BO PHUMY um. H. .
[TuporoBa Mun3apaBa Poccuu ¢ xamobaMu Ha SMUJIECNTHYECKUE TIPUCTYIBI U PErpecc
MICUXOMOTOPHOTO Pa3BUTHSL.

Anamnesis vitae. Pebenok ot 3-ii GepeMeHHOCTH, 2-X POJIOB. bepeMeHHOCTH
npoTekana 6e3 ocobeHHocTel. Poabl mpexaeBpeMeHHble Ha 29 Henene rectaruu (C
PaHHUM M3JIUTHEM OKOJIOIIOAHBIX BOJ). Macca Tena npu poxaenuu — 1180 r, poct —
34 cMm., onerka mo Anrap — 3/4 6. Ilpu pokaeHun COCTOSHUE CTaOWUIIBLHO TSIKEIOE C

YXYAIIEHUEM Ha 5-€ CYTKHM H3-3a Pa3BUTHS BHYTPHKEIYJOUYKOBOIO KOPOBHU3IUSHUS 3
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CTEIMECHH, B JlaJIbHEUIIIEM pa3BUJICS THOMHBIA MEHUHTUT. OTMEYaluCh HEOHATAIbHBIC
CylOpord, uX MoApoOHas XxapakTepuctuka orcyrcTtByer. Haxoawnace nHa UBJI u
30HJJOBOM BCKapMJIMBaHUU B TeueHUE 28-X CYTOK, IMOCJE 4ero ObLI TMepeBelieH B
OT/AEJIEHUE MATOJIOTUA HOBOPOXKICHHBIX, CTAIMOHAPHOE JICUEHUE TaM MPOBOJWIOCH J10
BO3pacra 3,5 Mec.

Anamnesis morbi. /lo Hauana npUCTYIIOB MOTOPHOE Pa3BUTHE COOTBETCTBOBAJIO
rectariuoHHOoMy Bo3pacty. C 1 r. 2 Mec. — cepuifHble WH(GAHTUIBHBIE CIA3Mbl, Kak
paBuiio, mociie MpoOyKaeHus. Perpecc NCHXOMOTOPHBIX HAaBBIKOB: MepecTaja CTOSTh,
CUJIETh, CTaja IJIOXO JEpPXkaTh rOJOBY, NEpecTaia NEPEBOPAYUBATHCS, MpOMaia PEYb.
Mama otmetuna obOegHenue osmorui. [lo MecTy &KuTenbcTBa ObUI  Ha3HAYCH
nesetupaneram 300 mr/cyt (30 mr/kr) — 6e3 addexra.

HeBponornuecknii craryc Ha MOMEHT IIEPBHYHOIO OCMOTpa: MAlMCHTKA B
CO3HAHUU, KOHTAKT COXpPaHEH, Ha OCMOTp pearupyet. Peub — rynenue. OOIIeMO3roBbIX
U MEHHMHIeaJbHBIX CUMNTOMOB HeT. Uepen mukpouedanbHOH (POpMBI, OKPY>KHOCTh
roJIOBbI paBHA 42 CM, IEPKYTOPHBIN 3BYK — 0€3 OCOOCHHOCTEH.

UYepennas nanepBarus: | . O6onsaue: HeT AaHHBIX. Il m. 3peHue: HeT JaHHBIX.
IIT TV VI nn. — aBueHUs Tia3HbIX S0JO0K — TUIaBarolive, (puKcaius HeITUTeIbHas.
KoHBepreHiusi HECKOJIbKO CHUXEHA. 3pauyku OKpyriele D=S, peakuuu HUX Ha CBET,
AKKOMOJIALIMIO YIOBJIECTBOPUTEIBHBIE. V II. — TOYKHU BBIXOJIa TPOMHUYHBIX HEPBOB —
0e300se3HeHHbl. KopHeanbHbIi 1 KOHbIOHKTUBAJIBHBIN pedieKchl BbI3bIBatOTCS, D = S,
BbIpaxeHbl yMepeHHo. VII n. — rna3ueie menn D=S, nuno cummerpuuno. VIII o. — ciyx
— COCpeOTOUYEHUE €CTh, HUCTarMa HeT. XI M. — MOBOPOTHI I'OJIOBBI B MOJIHOM OOBEME.
[Togaumanne 1wied — cumnrToM cBoOomHbIX Hammieund. [X X XII mm. — s3bBIK 11O
cpenHel nuHUU. ['TOTaHWe HE HApPYIICHO, KE€BaHWE HE CPOPMHUPOBAHO MO BO3PACTY.
donarus yaoBiaeTBOpuTeIbHasA. Msirkoe HeO6o nmoaBmwxkHO. Uvula 1o cpeaHeit TuHuu.

PednexropHo-nBurarensHass  cdepa: TOJOBY  yAepKuBaeT 1uioxo. He
IIOBOPAYMBAETCS CO CIMHBI HA XHUBOT U C KMBOTa Ha criuHy. He cumur. He xomur.
JlnHaMu4ecKue KOHTPAKTYphl B TOJICHOCTONHBIX cycTaBax. OObeM aKTHUBHBIX W
MACCUBHBIX JIBIDKCHHM OTpaHWYCH, OOJbIlle B HOTax (Ta300€IpEHHBIX, KOJICHHBIX U

TI'OJICHOCTOITHBIX CYCTaBaX). MBEIICUHBIN TOHYC IIOBBIIICH, Ooipllle B HOrax IIO
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cnactuyeckomy tumy. Cuma mbimn coxpaneHa. CyxX0XuibHbIE PeQIIEKChI MOBBILLIEHBI C
pacmpeHneM pedraekcoreHHbX 30H. UyBCTBUTEIBHOCTH HE HCCIEAOBANach IIO
Bo3pacty. Koopaunaropusie npoObl HE MPOBOAMINUCH, I10 BO3PACTY.

Ilkama DP3 B MOMEHT MNEPBHYHOIO  OCMOTpa —  CYMMAapHbIi
cTaHaapTu3upoBaHHbIi 6awt — 311. O6mwuit 6amt — 47.

Ha MPT ronoBHOro mo3sra — mnepuBEHTPUKYJISIPHAS JICUKOMAJISIIAS.

Buneo-23I'-monutopunr 04.04.2018 r. — mynpTudoOKanbHas SMUIeNTA(GOPMHAS
aKTUBHOCTb, MOJIM(DUIIMPOBAHHAS TUICApUTMUs Ha MexnpuctynHoi O3I. Ha 3300 B
MOMEHT NPUCTYNOB 3aduKcUpoBaHa AU(Qy3Has BCIBIIIKA BBICOKOAMIUIMTYIHBIX
JeNbTa-BOJH C MOCHEAYIOIUM JU(PY3HBIM 3IEKTPOJEKPEMEHTOM U OBICTpOM

aKTUBHOCTBIO: MHOTOUHCIICHHBIC (PIIEKCOpPHBIC cria3Mbl (pUCYHOK 3.11).
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Pucynox 3.11 — Kaptuna 931" B MomeHT npuctyna (nud@y3Hast BCIbIIIKA
BBICOKOAMIUTMTYIHBIX JCIBTa-BOJH C MOCISAYIOMHIM TU(PPY3HBIM

AIEKTPOJIEKPEMEHTOM U OBICTPON aKTHBHOCTHIO)
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Knuanyeckuil auartos: cumnromatuyeckas snuierncusi (cunapom Becta) (kon
no MKB G 40.0). IlepunaranbHoe mnopaxenue [HHC (mepuBeHTpUKyIspHas
neiikoMansiius). OCIOXKHEHMs: 3aliepKKa T[CHUXOMOTOPHOTO U IICHXOPEUYEBOIO
pa3BUTHSL.

Jleuenne: B ampene 2018 r. mpoBegeHa TOpPMOHAIbHASA MYJbC-TEpaAIMs
METUJINIPETHU30JIOHOM MO cTaHfgapTHou cxeme: 30 mr/kr/cyt B/B kamenbHO Ne 3, 20
Mr/kr/cyT B/B kanensHO Ne 1, 10 mr/kr/cyT B/B kamenabHO Ne 1.

Ha ¢one Tepanuu mocie TpeThero BBEJACHUS METHIPEAHU30JIOHA MOJTHOCTHIO
KyIMpOBIMCh HH(paHTWIbHBIE crma3Mbl. [lo ganHeiM D3I cHa KynupoBaiach H
runcaputmus. [1o6ounbIxX 3¢ (hekToB OT Tepanuu Mama pedeHKa HE OTMedalia, OJIHAKO
3aMeTuia BO3BpalleHHe K peOeHky smouui. [locne oxoHuUaHuUS MyJbC-TEpanuu
Ha3HA4Y€H METWINPEIHU30JIO0H B TabnetupoBaHHOU (opme: 5T (1 T — 4 mr, 20 mr/cyr
w2 mr/kr/cyt) — 1 Henens, 3arem o 4 1T (16 mr) — 3 mec. [Ipogomxen npuem
neBetupanerama 600mr/cyt (60Mr/Kr/cyT).

KontponbHoe Habmoaenne B HosiOpe 2018 r.: snmiaenTudecKuxX MPUCTYNOB HE
HaOmomaercs. Ha 301" 3adukcupoBana peruoHagbHasi SnuiIenTudopMHasi aKkTUBHOCT.
[Iponomxaer npunumath Jseetupaneram 600mr/cyt (50 wr/kr/cyt). IloGouHbIX
ahdekToB Ha Tepamuio MaMa peOCeHKa He OoTMedacT. B 1ieoM B HEBPOJIOTHYECKOM
CTaTyC€ OTMEYAEeTCA IMOJIOKUTEIbHAA JIUHAMUKA B BHUJAE NOsBIEHUS sMouuid. Haudana
(buUKCUpOBaTh B3I, JAEP’KATh TOJOBY BEPTHKAIbHO, MEPEBOPAYMBAETCS, IBITAETCS
caauThes. IHTEpecyeTcst urpymKamy.

[llkama DP3 B  MOMEHT TMEPBHYHOrO  OCMOTpa —  CYMMapHbIU
CTaHAApTU3UPOBAHHBIN Oain — 261. O6mmii 6amn — 40.

IIpu omeHke AWHAMUKH pa3BUTHs pedeHka mo mkaiae DP3 mbl HaOmromamm

CHIDKEHHE o01iero 0amia pa3Butus (pucyHok 3.12).
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JnHamuKa pa3suTma no wkane DP3

06wmit 6ann ncxogHbIN 06wwmit 6ann B AMHaMMKe

48

46

44

42

40

38

36
B InHamuKa pa3BuTuna no wkane DP3

Pucynox 3.12 — OGmias quHaMudeckas oneHka mo mkaie DP3

Jist Gonee KOPPEKTHOM OLEHKH TOJIYYEHHBIX PE3yJbTaTOB MbI IPOBEIH

CPAaBHUTEIBHYIO OLIEHKY 110 Ka)KA0OMY IapaMeTpy OLEHOYHOM MmIKajbl (pUcyHOK 3.13).

AnHamunKa pa3sutma

McxofHbI ypoBeHb YpoBeHb B ANHAMUKe
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70

60
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o

2

o

1

o

o

B [1BuratesibHaA WKana Bl [NoBefeHYecKan WKana B KOrHUTMBHAA WKana

H CoumanbHO-3MOLMOHaNbHan M O6LieHne

Pucynok 3.13 — luddepenunpoBannas JuHaMU4YECKas OlleHKa 1o mkaie DP3
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Takum oOpa3oM, MO JaHHBIM OOCIIEIOBAHUS OTMEUACTCS TOJOXKUTEIbHAS
JUHAMHKa B COLMATBHO-IMOLIMOHAIEHOM cdepe.
OtpuiiatenbHas JWHAMHUKAa B MOTOPHOW cdepe, BEposSTHEE BCEro, BbI3BaHA

HHU3KUM YPOBHEM YYBCTBUTCIIBHOCTH IIKAJIbI.

3.5 IlepeHOCHMMOCTD NPENJIOKEHHOI CXeMbl TOPMOHAJIBLHOM Tepanuun

Hamu Oputn mpoananu3upoBaHbl moOouHbIe 3P GEKThl TOPMOHAILHON Tepanuu 1

UX YaCcTOTa BO3HUKHOBEHMS B IIPOCIIEKTUBHOM IpyIiNe MauueHToB (Tadnuma 3.8).

Tabmuua 3.8 — Xapaktep M yacTtoTa MOOOYHBIX A(PPEKTOB TOPMOHAIBHOU

Tepanuu B IPOCIEKTUBHON rpyrre (n=23)

[To60ounbIt 3P dexT Yacrora BcTpeuaemMocTu [IpouenT BcTpeuaeMocTu
JlelikouTo3 23/23 100%
BbecnokoiicTBo 8/23 34,8%
Pa3apakxuTebHOCTb, 8/23 34,8%

YacThIU T4

[laTonorunyeckass npudaBka 8/23 34,8%
Beca

KylrHroniaeie 4epTol 6/23 26%
CHIKEHHE alIeThTa 1/23 4,34%
CHmKXeHHe Beca 1/23 4,34%
3anepkka cryna 1/23 4,34%
Kannumos monoctu pra 2/23 8,68%
PBoTa 1/23 4,34%

[TaTonmornyeckoil mpuOaBKOl Macchl Teja CUUTAIOCHh YBEJIMUYEHHE MacChl Teja
Oonee ueM Ha 3 neHUTENS 4Yepe3 6 Mec. OT Hayajla FOPMOHAJIBHOM Tepamuu, 4TO

COCTAaBJISLIIO OoJstee 5 Kr 3a 6 MecsIIEB.
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W3 Tabmuuel ciemyer, 4ro HauOosiee 4YacTO Mbl (PUKCHUPOBAIHM BBIPAKEHHOE
O€cCIOKOICTBO peOeHKa, MOBBIIMIEHHYI0 BO30YIMMOCTb, YacThbIil Miad, HabOp MAacchl
tena. Hu y ogHoro pedeHka, 1mojiydyaBLIero MyJabC-TEPanui0 METHIIPEIHN30JI0HOM, HE
ObUIO 3aUKCHUPOBAHO TSDKETBIX TOOOUYHBIX SIBJICHUHM, a TaKkKe HE OBbLIO CIydyacB
OTMEHbl TOPMOHAJIBHOM Tepanuu B CBA3M C IUIOXOM NEPEHOCUMOCThIO. Bee mobouHble
3¢ deKThl ObUIN JIETKOM U CpeAHEN CTENEHM TSKECTH U IMPOXOAMIIN MOCIE 3aBEPLICHMUS
Kypca JedeHusd. Bcem nmanueHtaM yepe3 3 mecsla OT MOMEHTa CTapTa FOPMOHAJIbHOM
Tepanuu Obuin npoBeneHbl onieHka JKI', KIIMHUYeCKOro aHajlu3a KpOBH C pa3BEpHYTON
JedkonuTapHo Qopmysoil, olleHKa Tmokazarene obOmero Oenka, AJIT, ACT,
KpEaTMHWHA, MOYEBHHBI, IIETOYHON (ocdaTaza. 3HAUUMBIX U3MEHEHUH TOJYyYEHO HE
obu10. OOpainaer Ha ce0si BHUMaHUE pPa3BUTHE JIEHKOIIMTO3a MAKCUMAIIBHO J10 15 ThIC. y
BCEX JIETEW, MOJy4YaBIIMX TOPMOHAIBHYIO Tepanuio (0e3 caBura JIeHKoIUTapHOU
GopMynbl M KaTapajbHBIX SBJICHHUH). YPOBEHb JEHKOLMTOB MpHUIIET B HOPMY
CaMOCTOSITENIbHO Ha ()OHE CHUKEHMsI J03bl TOPMOHOB uepe3 6 Mec. OT Hauaja
TOPMOHANBHON Tepanuu. B cBs3M ¢ TeM, YTO JICUKOLMTO3 B JIaHHOM CIlydyae CBSI3aH C
BausiHueM ['KC Ha remMomos3 u He cBA3aH U € MH(EKIMOHHBIMH OCJIOKHEHUSIMHU.
HabGnrogaembpie Hamu 1oO0YHBIE 3P(EKTHl HE TpeOOBaiIM JOMOJIHUTEIBHON Tepanuu.
JIOTIONIHUTENBHO HAJ0 OTMETUTh, YTO POJAMTEISIMH BCEX NAIMEHTOB Oblla 3apaHee
mpoBeneHa Oecela O BO3MOXKHBIX MOOOYHBIX d(Ddekrax. bbun naHbl ciemyronme
PEKOMEHJAIUU:

1. Ocy1iecTBIsATh MPUEM KOPTUKOCTEPOUTHOM Tepanuu 10 12 yTpa B CBSI3H C
HUPKaTHBIM MEXAaHU3MOM TOPMOHAJILHOM PETYJIALIMH.

2. He npuHMMaTh KOPTUKOCTEPOUIHBIC MTPENapaThl Ha TOJOIHBIN KEIyI0K.

3. [Tpn OTCYTCTBHH HENEPEHOCUMOCTH JaKTO3bl, 3anMBaTh
KOPTUKOCTEPOUIHBIE Tpenaparbl MOJOYHBIMU MPOAYKTaMU (MOJOKOM, TBOPOTOM,
Kepupom).

4. CrenaH aklIEHT Ha BEPOSITHOM YBEJIMYEHUH MACCHI TeJa, TaHbl HHCTPYKLIUU

10 PALMOHAIBLHOW JUETE.
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3.6 DxoHOMHYeCKas 1eJ1eCO00Pa3HOCTh NMPEAJI0KEHHON cXeMbl TOPMOHAJIbHOM

TEpaluu

CrouMoCTh JeueHHs peOEHKa CKIaAbIBA€TCd M3 MHOTHX KOMIIOHEHTOB:
CTOMMOCTb Ipenapara, 3aTpaTbl Ha TEKYyIIyl0 TOCHUTAIM3aAIMI0, 3aTpaTbl Ha
MOCJIEYIONINE TOCUTATN3AlUU, CTOUMMOCTD JICYEHUS] BO3HUKIIUX OCIOXKHEHHUH U JIp.

Pa3bepeM  CpaBHUTENBHYIHO CTOMMOCTb CaMHUX mpenapatoB. Jleuenue
HaTypainbHbIM AKTI sBisieTCs 10CTaTOYHO JOPOTUM METOA0M JieueHus. CTaHAapTHBIN
kypc seueHusi HatypaibHbiM AKTI' B CIIA o6xomutcs okono 9 muH. 373 ThICAY
py6seii [77]. Hamu paccunTaHa CTOMMOCTh JICUEHHUS Hallled CXEMOW M3 pacueTa Beca
pebenka 10 xr no enam npemnapata B Mockse. [IpenioskeHHas HaMu cxemMa COCTOUT U3
JIByX 4acTel: TOpMOHaJbHAs MyJbC-TEpanusl METUINPeIHn3010HoM: 1 ¢aakoH o 500
Mmr — 400 py6., 1 daakon o 250 mr — 240 py6., Ha Kypc Heobxoaumo 3 ¢iakoHna o 500
Mr u 2 ¢uakona no 250 wmr. HrToroBas CTOMMOCTH ITyJIbCOBOWM Tepamuu
METWINpeTHU30JI0HOM paBHa 1700 py6Oneit. Jlasee npogoipkaercs: mpueM Ipernapara B
tTabnerupoBanHoi dopme: 4 Tabn/cyt, Heooxoaumo 730 Tabn. mo 4 mr Ha 6 mec. B 1
ynakoBke 30 tabnerok. Beero pebenky HyxHO 25 ymnakoBok mo 30 tabnerok. Ilena 1
ynakoBku okoiio 190 py6reit. CTouMOCTh MepopaIbHOTO Kypca METHIINPEIHU30I0HA
coctaisieT 4750 pyOseil.

Takum 00pa3oM, CTOUMOCTb BCETO JIEUEHHS] METHIINPEAHU30IOHOM ISl peOeHKa
BecoM B 10 kxr cocraBusier 6 450 py6. IlpeumymiecTBoM Takke SIBISETCS TO, YTO
NOJIy4eHHasi CyMMa pacrpeesercst Ha 6 MecsleB.

PaccuntaeM CTOMMOCTH JI€UEHHSI TETPAKO3aKTHAOM: CTOMMOCTb | amIyJibl
coctapisieT 3500 pyOeit — cxema ¢ TOCTETICHHBIM MOBBIIICHUEM JI03bI 10 1 MT, a 3aTeM
TaKUM K€ CHUKEHUEM, paCCMOTPEHHas paHee, npemnonaraet 20 BBeJeHUI Npenapara.
Taxum o6pazom, 3500 pyoseit ymuoxuth Ha 20 ammyn — 70000 kypce nedenus. Ciaemxyer
OTMETHUTb, YTO B TOCYJAPCTBEHHBIX aNTEKaX TETPAKO3aKTHUJ OTCYTCTBYET, & CTOUMOCTh
OJTHOM aMITyJIbl B MHTEPHET-aNTeKe MOKET OBITh U BBIIIIC ONTMCAHHOMN B JTAHHOM CITydae.

CroumocTh JjeueHus BUTrabaTpUHOM paccuuTaHa u3 pacuera 10 kr Beca

TIUTEIbHOCTRIO 1 Tom u coctaBinsger 137500 pyOneit. Pacyer mpuBeneH Huxke. |
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ymnakoBka npenapara coaepxkut 100 radnerok mo 500 Mr kaxkaast u crout okoio 12500
pyOreit. 10 kKT yMHOKUTH Ha CPeAHIO 103y mpemapat B cytku 150 = 1500 mr/cyt (3
TaOJETKN) U YMHOXUTh Ha 365 mHel B roj, MoTpeOHOCTh cocTaBUT 1095 TabieTok B
roja. 9To yuciao Heobxoaumo noaenuts Ha 100 (ducino Tadietrok B ynakoBke) — 10,95,

T.¢. 11 ynakoBok B roja no 12500 py6ae#t kaxnas wiu 137500 py6neit (Tabnuma 3.9).

Tabmuua 3.9 — CpaBautensHas crtoumocTh JjedeHus WMC  paznuuabMu
npernapaTamu
[Ipenapar AKTT Terpako3aktun | Metunnpenuusonon | Burabatpun
CronmocTs 9373 000 70 000 6 450 137 500
Kypca B pyo0.

JlaHHBIE, OTpa)K€HHbIC B TaOJUIlEe, OTYECTIMBO MOKA3bIBAIOT 3HAUYUTENIHLHO 0oJiee
HU3KYK0 CTOMMOCTbH JICYEHHUSI ¢ MPUMEHEHUEM METWIIPEAHU30JIOHA 10 CPABHEHUIO C
JPYTUMH PEKOMEHAOBaHHBIMU MeToAaMu. ClienyeT OTMETUTh, YTO JICYEHNE N0 HaIleH
CXEM€ IMPEAINOoJIaraeT TOCIUTAIM3ALUI0 JIMIIb HAa BpEeMsS TOPMOHAJIBHOWU ITyJIbC-
Tepanuu — S5 BBeJeHUM, TabneTupoBaHHas ¢opMa NpUHUMAETCS joma. llmaHoBbie
BU3WTHl K SIWICNTOJIOTY HAIIAMHU TAIMEHTAMU OCYIIECTBISIOTCS | pa3 B 6 Mec.
Tepanust TETpako3aKTUIOM TpEIoiaraeT rocnuranu3anuio He meHee 20 aneit (20
BBEJICHUN).

MBI Takke OUEHWIM TPEIJI0KEHHbIM HAMH METOJl JICUEHUS MO CIEUaIbHOU

MeToauKe, npeanoxeHHoit M3 PO (tabmuma 3.10).
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Tabmuma 3.10 — MeToauka 3KOHOMHYECKOW OIIEHKM METo/a MPO(HUIAKTUKH,

JIMAarHOCTUKH, JICUCHUs U peadbmmrauu [21]

OKAa3aHUE MEAUIMHCKON MOMOIIHM | manueHTy

1 2 3
KonuuectBennas PesynbTaT o11eHKH OrueHka B
OLICHKA Oatax
YMeHbllleHue [IpumeHneHnue MeTo1a MPUBOAUT K CYIIECTBEHHOMY 3
3arpat Ha 40% U | CHIXKEHHUIO 00beMa (PMHAHCOBBIX 3aTpaT Ha OKa3aHUE
Oonee METUIIMHCKON MOMOIIU | marueHTy
YMeHbllleHue [IpumeneHnne MeTo1a MPUBOAUT K CPETHEMY 2
3arpar Ha 15% — | cHMKeHUI0 00beMa (PMHAHCOBBIX 3aTpaT Ha OKa3aHUE
39% MEJIUIIMHCKOW oMoy | manueHty
VYwMmenbiienue | IlpumeHeHue MeTo/1a MPUBOAUT K HE3HAYUTEIIBHOMY 1
3arpaT Ha 1% — | CHWKEHUI0 00beMa (PMHAHCOBBIX 3aTpaT Ha OKa3aHUE
14% MEJIMIIMHCKOW oMoy | manueHty
Her [Ipumenenne MeTona He TpeOyeT yBeInueHus oobema 0
YMEHBIIICHUS Wik |  (UHAHCOBBIX 3aTPAT HAa OKa3aHUE MEAUIIMHCKON
YBEJITHMYCHHUS nomoiy | manuenty
3arpart (0%)
YBenuueHue [IpumeneHnre MeTo1a MPUBOAUT K YBEIIMUEHUIO -1
3arpar Ha 1% — o0beMa (DMHAHCOBBIX 3aTpaT HA OKAa3aHUE
10% MEIUIMHCKOW MOMOIIH | manueHTy
YBenuueHue [Ipumenenue MeTona MPUBOAUT K CYIIIECTBEHHOMY -2
3atpar Ha 10% u YBEIMYECHHIO 00beMa (DMHAHCOBBIX 3aTpaT Ha
Oonee

MeTonga AKOHOMMYECKOU OLICHKHN MCTOJa HpO(l)I/IJ'IaKTI/IKI/I, AUAarHOCTHUKU,

JICUCHHS U peabunuTanuu (MIpu HAIMYUW METO/Ia CPABHEHUS ):

l. B cronbue 1 yka3blBaeTcss MPOLIEHT YMEHBIICHUS WIH YBEJIMYCHUS

(MHaHCOBBIX 3aTPaT HAa OKa3aHUE MEAUIIMHCKON NOMOLIM | MalueHTy Npu NPUMEHEHUH

anpoOUpPyeMOro MeTO/1a 10 OTHOIICHUIO K METOy CPAaBHCHUS.

2. KonnyecTBeHHOE M3MEHEHHE 3aTpaT Ka4CCTBCHHO OLICHHUBACTCA B CTOJ'I6I_IC
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3. Omenka ot -2 70 3 6aI0B BBICTABISETCS B COOTBETCTBUU C YKAa3aHHBIMH B
cronbnax 1 u 2 pe3ynbraramu.

B namewm ciaydae koiMuecTBEHHas OLIEHKA OyIeT clienyroiei (tabauma 3.11):

Ta6muma 3.11 — Pe3yapTaT KOJIUYECTBEHHOMN OIICHKH

KonunuecTBenHas OueHka B
Pe3ynprar onieHkun
OLICHKa Oammax
YMeHbllleHHe 3aTpat [IpumeHeHre MeTo1a MPUBOIUT K 3
Ha 40% u Goiee CYILIECTBEHHOMY CHUXEHHUIO 00bemMa

(PMHAHCOBBIX 3aTpaT HA OKA3aHHE MEIULIMHCKOU
oMo | manueHTy

Takum o0pa3oM, Kak BUJIHO U3 TaOJUIIbI, IPEJIOKEHHBIM HAMU METOJ] 00JaaeT
HauOOJIbIIIEH IKOHOMHYECKOU BBITOJION.

Ha Ttepputopun P® B cCBI3M ¢ HHU3KOM JOCTYIIHOCTBIO BHrabaTpuHa,
terpako3aktuga u HatypanbHoro AKTI, kak mpasumo, Ttepanus MC HaumHaetcs ¢
«repedopa» pazIUYHBIX aHTUIIUJIENTHYSCKUX TpenapartoB. IHPEeKTUBHOCTD TAHHOTO
noaxojga Mbl pazOupanu paHee. B 3TomM pazmene Hama 3agada pa3oopath
HPKOHOMHYECKYIO I1eJiecoo0pa3HocTh. Ha MOMEHT crapTa TOPMOHAJIBHOW Tepanuu
OOJBIIMHCTBO TAIMEHTOB ToJydanu OT oaHoro no Tpex ADIL. T[opMmonanbHyIO
Tepanuto noayursid 132 pedenka. To ecTh 3TO T€ AETH, Y KOTOPBIX BCE MPUHUMAEMbIE
AHTURTIIWICTITUYECKHE Tpernaparbl okazainch HedPdekTuBHBIMU. Kak MbI ONMUCHIBATIU
paHee, Ham0OoJie€ 4YacTO HA3HAYAIMCh W MMEHHO B TaKOM TIOPSKE: BaJbIIpOEBas
KHUCJIOTA, JIEBETHpAIICTaM, TONUpaMaT, OCH30/1Ma3eN1HBI, KapOamMa3ernuH,
OKCKapOa3enuH, JaMOTPUDKUH, OdTocykcumua. CTOMMOCTh JTHX MpernapaToB

npuBeieHa B Tabmwmie 3.12.
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Tabnuma 3.12 — [Ipubnu3uTenpHas CTOUMOCTh | yIIaKOBKHM IIpemnapara

[Ipenapar CrouMOoCTh OpUTrHHaJIa B CTouMOCTB JIIKEHEpHUKA B
pyo. pyo.
BAJILIIPOEBAsT KMUCJIOTA 620 315
JeBeTHpaneTaM 2100 650
TONHUpamar 1600 1400

KapOamazenuH 300 78

OKCKapOa3enuH 500 500
JTAMOTPUIKUH 1100 600
ATOCYKCUMM]] 6500 3500
OO611ast cTOUMOCTh 12720 7043

B tabnuie yka3aHa TONBKO CTOMMOCTb BBEJIEHHUS Ipernapara, a HE CTOMMOCTb
roIMYHOro Kypca. B pesynbrate «mepeOop» aHTUANWIENTHYECKUX IPEnapaTroB B
nouckax 3PQPEKTUBHOTO CTOUT AOPOXKE, YEM MPOBEJIEHUE Kypca TOPMOHAIbHON MyJbC-
TE€panuy METUINPEIHU30JI0HOM.

Take ciienyeT yuyuThIBaTh BEJITMUYMHY KOCBEHHBIX 3aTpaT Ha JeuyeHHe peOeHKa:
BBIIUIATA TIEHCUM 110 WHBAJIWIHOCTH, IPOW3BOJICTBEHHBIE NOTEPU U OILIaTa JMCTOB
HETPYAOCIOCOOHOCTH Ui JIML, YXaXHUBAIOUIMX 3a OOJbHBIM pebOeHkoMm. Hamnuume
3¢ (}eKTUBHOM, a TrIaBHOE, JOCTYNMHOW CXEMbl JIeYeHUs] OYyJEeT IOCTOBEPHO CHUXKATh
JTAHHBIE 3aTPATHI.

Takum 00pa3oM, Npensio’KEHHAass HaMH CXeMa TOPMOHAJIBHOM MyJbC-TepaANUu
SBJISIETCSl O0JI€e SKOHOMHUYECKU BBITOJAHOM B CBSI3U € 00JIee HU3KOM CTOMMOCTBIO CAMOTO
npenapar, CHWKEHUEM IPOJOJDKATEIBHOCTH TOCHUTAIN3alNY, YMEHBIICHUEM YHCIIa

oOpallleHui K Bpauy.
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I'JTABA 4. OBCYKAEHUE ITOJYYEHHbBIX PE3YJIbTATOB

B o0cyxneHun pe3ylibTaToB CIEAYeT Cpa3y OCTAaHOBUTHCS Ha OIpPEACIICHHBIX
OrpaHUYEHMIX, CBS3aHHBIX C JHU3alHOM wucciedoBaHus. Ilpexne Bcero, 3TO
CMEIIAHHBIM, MPOCIHEKTUBHO-PETPOCIIEKTUBHBIN XapakTep UcCCIeqoBaHus. BriroueHue
PETPOCIIEKTUBHOMN YaCTH MCCIIEIOBAHUS OOBSICHSETCS TEM, YTO HAM HE XOTEIO0Ch TEPATh
UHTEPECHBIX, Ha HAll B3IV, JAHHBIX MO JOCTATOYHO OOJBIIOMY KOJIHYECTBY
naiueHToB ¢ MIC. OObIYHO JaHHBIE OTIEIBHBIX LIEHTPOB MO ATOMY SIUJIECITUYECKOMY
CUHAPOMY OCHOBAaHbl HAa BKIIFOYEHHH HECKOJBKHUX JECATKOB MAlMEHTOB, U TOJBKO B
OOJBIINX MYJBTULEHTPOBBIX HCCIECIOBAHUAX UX MOKET OBITh HECKOJIBKO COTEH. Tak, B
MHOTOLIEHTPOBOE HCCJIE0BAHUE, MMOCBALICHHOE MOAX0AaM K Tepanuu MH()AHTUIBHBIX
cnazmoB, F.J.K. O'Callaghan u coaBTopoB ObuIn BKItOUeHbl 377 mamueHToB [64]. Ham
IPEJICTaBISUINCh UHTEPECHBIMU JaHHbIE 110 3THoJIoruu C 1 0COOEHHOCTSIX UX Tepanuu
B P®, nosToMy MBI OCTaBMWIM UX B HallleM HccienoBanuu. Jpyras npoOiema cBsizaHa ¢
OTKPBITBIM ~ HAOJIOAATENIbHBIM  XapakTepoM  HUCCieloBaHUS  3(P(HEKTUBHOCTH
ropMOHajJIbHON Tepanuu. Takoe uccienoBaHue (0e3 MCHosib30BaHus Iutanebo u 0e3
IpynIbl KOHTPOJIS,, HE MOJYyYarollled Tepanuio, a TakKe C BKIIOYEHHEM HEOOJIBIIOTO
Yucia MAMeHTOB) B NMPUHIMIE 00JalaeT HEBBICOKUM YPOBHEM Jl0Ka3zareiabHocTu. Ho
(dbopMupOBaHUE TPYIIBI KOHTPOJIS B JAAHHOM Cllydae 3aTpPyAHEHO TeM (aKkToOM, 4TO
rOpMOHAaJIbHAS T€panus MPOBOAMUTCS MO KU3HEHHBIM MOKa3aHUAM, U OCTaBUTh PeOCHKA
c UC 6e3 Hee He mpencraBisieTcs Bo3MokHbIM. Kpome Toro, UC — He camblil yacThbiit
ANUICNTUYECKUH CHHAPOM (4YacToTa pa3BUTUS MHGAHTUIBHBIX CIa3MOB, IO
JUTEpaTypHBIM JaHHBIM, cocTaBisieT 2—4 Ha 10 ThICA4 HOBOPOXKIEHHBIX JieTel [86]), u
B TeYeHHEe JBYX JeT HaMm yJaaioch c(QOpMHUpPOBaTH TPYHIYy MPOCIEKTUBHOIO
UCCJIEeIOBaHMS TOJBKO U3 24 neredl. HecMoTpst Ha TO, YTO JaHHBIE PETPOCHEKTUBHOTO
UCCIIEIOBaHMsI OBLIM TOJY4YEeHbl M3 TpPeX KPYIMHBIX KIMHHUK, MPOCIEKTHBHAs 4YacTb
UCCJIEIOBAHMS OTPAKAaeT NPAKTUKY TOJBKO HAIIEr0 LIEHTpA MU MOXET HWMETh CBOM
xapakTepHble  ocoOeHHOcTH. CpaBHeHHEe H(P(GEKTUBHOCTH  TETPAKO3aKTHIA U
METWINPEIHU30JI0Ha ObUIO  HEMmpsIMbIM ~ (C  HapajulebHBIM ~ OJJHOBPEMEHHBIM

Ha3HA4YCHUEM npenapaTOB), YTO TAKXKC CHUKACT YPOBCHL NOCTOBCPHOCTHU PEC3YJIbTATOB.


https://pubmed.ncbi.nlm.nih.gov/?term=O%27Callaghan+FJK&cauthor_id=30236380
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Tem He mMeHee moJOOHBIE OTKPBITHIE HAONIOAATEIbHBIE MCCIECIOBAHMS, MaKCHMAJIbHO
NpUOIMKEHHBIE K OOBIYHOW KJIMHUYECKOW MpPAaKTHKE, TaKKe€ HMEIT NpaBO Ha
CYILIECTBOBAHME, TaK KaK HMEHHO B HHUX OLICHUBAIOTCA XPOHUYECKHE MMOOOYHBIC
3¢ ekt u quTenbHas 3QpPexTuBHOCTh Tepanuu [39].

[lomy4yeHHble HaAMU JIlaHHbIE [0 OSTUOJIOTMM WH(MAHTUIBHBIX  CIa3MOB
CYLIECTBEHHO HE OTIMYAINCH OT JAHHBIX MHPOBOW JUTEpaTypbl. J[0CTaTOYHO 4YACTO
UHGAHTWIbHBIE CHAa3Mbl BO3HHUKAIOT y JeTel ¢ TyOepOo3HBIM CKIEpPO30OM — B
peTpocrnekTuBHOM rpynme yactota coctaBuia 69/180 (38,3%). Bo3mokHo, uTo Takas
BBICOKAsi 4YacToTa TyOepOo3HOro ckiepo3a B Hamed koropre mnamueHToB ¢ HC
oObsicHsiercs Tem, uro Ha 0aze OCII HayuyHo-uccnenoBaTenbCKOro KIMHHUYECKOTO
MHCTUTYTa nieauatpud uMmeHu akajgemuka 0. E. Benptumesa ®I'AOY BO PHUMY
mMm. H. U. IluporoBa MunzapaBa Poccum cymecrByer ®enepanbHbldi LEHTP MO
JUArHOCTHKE M JICUEHUIO TyOepo3Horo ckieposa. Ilosromy Hanmuuume TyOEpO3HOTO
ckiepo3a y tpetu nauueHToB ¢ MC, ckopee Bcero, He OTpakaeT oOIIEH CUTyallMH B
nonyJysiiiuu nanuentToB ¢ MC. Cam xe ¢akt Boicokoit yactotel MC npu TyOepo3HOM
CKJIEPO3€ COMHEHHMM HE€ BbI3bIBacT. 110 JaHHBIM MEXAYHApPOJHOTO PErucTpa ACTEU C
Tyoepo3HbIM ckiiepo3oM (TOSCA), y nereii ¢ TyOEpO3HBIM CKIEPO30M MH(MAHTUIHHBIC
cria3Mbl BO3HHKAIOT B 38,9% (n=2216) [62]. B npoCneKTUBHON T'pyIIe UCCIAEAOBAHUS
MPOLICHT JIeTel ¢ TyOEpO3HBIM CKIIEPO30M 3HauuTeabHO HIbke — 1/23 (4,3%), 4dro
MOXET O0BSACHITHCA HEOOJIBIIINM YUCIIOM HCCIeayeMbIX eTei. Kak Xxopoio u3BecTHo,
TyOepO3HbIN CKJIEPO3 SIBISETCS T€HETHUECKUM 3a00JI€BaHUEM, BBI3BAHHBIM MyTallel B
reHax 7SCI wm TSC2, KoOUpYIOMKUX MPOAYKIUMIO OEIKOB ramMapThHa W TyOepuHa.
Janubie 6enku perynupytoT aktuBHOCTh MTORCI (mammalian Target Of Rapamycin
Complex 1). Mytarusi B O4HOM U3 T€HOB MPUBOJUT K YBEIMYCHUIO aKTUBHOCTH KUHA3HI
mTOR u, Kak ciencTBue, K yBEIMUYECHHUIO MPONHQeEpali KIETOK U UX OMYXOJIEBOMY
pocty. Pa3BuTue KOPKOBBIX TyO0EpOB U CYyOdNEHIUMANbHBIX THTAHTOKIETOYHBIX
aCTPOILIMTOM B TOJIOBHOM MO3re 00yCIIaBIUBAET CBSI3b MEXAY TYOSPO3HBIM CKJIEPO30M U
pa3BUTHEM Snuiencuu [23].

Taxxe wyacToi MNPUUMHOM pa3BUTHUA WH(QAHTWIBHBIX CIA3MOB  SIBIISJIOCH

THIIOKCUYCCKU-UILICMHUYCCKOC IICPUHATAIbHOC MMOPAKCHNUEC I'OJIOBHOT'O MO3ra: 110 HallluM
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nauubeIM, y 75/180 (41,6%) B perpocniekTuBHOM Tpynme u'y 17/23 mauuentos (73,9%) B
npocnekTuBHOM rpymnme. [Topoku pa3BUTHS TOJIOBHOTO MO3Ta OBUIM TUATHOCTHPOBAHBI
y 12/180 (6,6%) nereii perpocnekTuBHOM Trpynmsel Uy 1/23 (4,3%) npocnekTuBHOU
rpymme;;  y  4/180 (2,2%) nereir perpocnektuBHOM Tpynmel u 1/23  (4,3%)
MPOCIIEKTUBHON TpPyNIbl pa3BUTHE 3a00jeBaHUs ObUIO CBSI3aHO C MEPEHECEHHOMN
HelpouH(ekuuen. B 1emom pe3ynbTaTbl COOTBETCTBYIOT JUTEPATYPHBIM JIaHHBIM [76].
Obpamaer Ha ce0sf BHMMAaHME HHU3KHH TMPOLIEHT JETe C TeHEeTUYEeCKOU
sTHOJIOTHEN MHGaHTUIBHBIX criazMoB — 8/180 (4,4%) B peTpocniekTuBHOM rpymne, 3/23
(13%) B mpocnekTuBHOI rpymme. [lo nurepaTypHbIM AaHHBIM, IPOLIEHT T€HETUYECKUX
npuunH cuHApoMa Becra pasnHsiercs 30% (mpaBaa, pedyb HAET B TOM YHCIE U O
TyOepo3HOM ckiepose). B perpocnexktuBHol rpymme: y 5/9 (55,5%) nuarHoctupoBaH
cunapom JlayHa, y 2/9 (22,2%) — cungpom Perra (MECP2), y 1/9 (11,1%) — CDKLS5.
Ham npencraBisieTcs, 4TO MMEET MECTO HEJOCTAaTOYHAas Te€HETUYecKas JUarHOCTHKa,
410, OE3yCI0BHO, OOYCIIOBICHO JOPOTOBU3HON CEKBEHUPOBAHMSI HOBOTO MOKOJIEHUS U
XPOMOCOMHOTO MUKPOMATPUYHOTO aHANN3a, a TakKe TeM (aKTOM, YTO 3TH METOJIbI HE
BKJIFOUYEHBI B CTaHAAPTHI oOcieoBaHus JeTel ¢ snuiencueil. Hampumep, HU onuH U3
HAIIUX JIeTell C TOPOKOM pa3BUTHs TOJOBHOTO MO3Ta HE MPOIIET TeHETUYECKOTO
oOcieoBaHUsI K MOMEHTY JIEYEHHs, XOTS XOPOIIO H3BECTHO, 4YTO OOJBUIMHCTBO
MIOPOKOB Pa3BUTHSI SIBJIAIOTCS reHeTHueckuMHU. [IpencraBisiercs, yTo Kaxkablii peOeHOK
¢ UC, y KOoTOporo HeT O4YeBUIHOW MPUUYUHBI PA3BUTHUS MPHUCTYNOB (THIOKCUYECKHU-
UIIEMUYECKO HHIehamonaTiui, HEUpOMH(MEKIMU, B TOM YHUCJIE BHYTPUYTPOOHOU U
np.), JOIHKEH MPOXOAWTHh TOT WJIM WHOW BapHaHT TeHeTudeckoro obciemoBanus. [Ipu
HAIMYUU TIPEHATATbHOW TUIOTPOGUU, MHOKECTBEHHBIX CTUTM JTUCOMOpHOTrEeHEe3a,
MOPOKOB Pa3BUTHUS JAPYTUX OPraHOB U MPU HAIWYUH HOPMAJIBHOIO KapHOTHUIIA MMOKa3aH
MUKPOMATPUYHbIA XPOMOCOMHBIM aHanu3. Ecin mnonoOHBIX CHUMOTOMOB HET, TO
MOKa3aHO CEKBEHHMPOBAHUE HOBOTO IOKOJICHHUS — JUArHOCTHYECKas SMHJICIITHYECKAas
naHeslb, MCCIEAOBaHUE KIMHUYECKOTO S5K30Ma, IMOJHOIO 3K30Ma, M, HakoHel (Tpu
HEMHPOPMATUBHOCTH  BBIIIE  TEPEUYHCICHHBIX  METO/AOB),  MOJHOTCHOMHOTO

CEKBEHUPOBAHUSI TPHO (PEOCHOK U €T0 POIUTEINH ).
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KoHeuHO, cOoXpaHseTcsl poJjib U TApreTHOrO0 FEHETUYECKOro 00CIIeI0BaHUs B TEX
cllydasix, KOTJa TeHeTuYeckoe 3a00IeBaHie UMEET XapaKTePHYIO0 KIIMHUYECKYIO W/WIH
sHIe(danorpaduyecKy0 KapTUHY, HallpuMmep, Ipu cuHapome JlayHa U Mpu CHUHAPOME
Perra. CormacHo nauTepaTypHbIM JaHHBIM, cuUHIpoMm [layHa (tpucomust mo 21
XpPOMOCOME) YacTO MOXET ObITh aCCOIMUPOBAH C BO3HUKHOBEHHEM HH(PAHTHIHHBIX
cna3moB. Ha mbinHON Mozenu Oblla JIoKa3aHa CBSI3b MEXKY BBICOKOW aKTHUBHOCTBIO
['’AMKGO-peuentopoB  (conmpoBokmaer cuHApoM JlayHa) ¥ BO3HHUKHOBEHHEM
ruricaput™Muu Ha D31, SNUIenTHYECKUX Cria3MoB [38]

ITo nanaeiM Daniels D. u coart. (2019), yacToTa pa3BUTHS SNUJICIICUU Y JAETEH C
cungpomom Jlayna pgoxomut no 13%, mpu 3TOM Ha 1010 MH(DAHTUIBHBIX CIa3MOB
npuxoautcs 32% u3 00111ero Yucia dMUICHTHISCKUX MpUcTymoB [70].

N3BectHO, uTO cuHapoM Perra BbI3BaH Mytanuen B rene MECP2, konupyromem
MeTuI-CpG-cBsizbiBatoniuii 6enok 2 (MECP2). Ha mbimmHoN Moaenu qokazaHa poiib
rena CDKL5 B perymsiuun MECP2. Tlpu HapymieHun Xots Obl B OJHOM W3 T'€HOB
HapylalwTcs Mpoluecchl (GOpPMHUPOBAHUSA HEHPOHANBHBIX CETEd M, KakK CIEJCTBHE,
BO3HHMKAIOT TPyOble HHTEIUICKTyaJIbHbIE HAPYIICHHS, HapyIIEHWE AayTUCTUYECKOTO
cnekTpa, snuierncud. Onucansl cllydad pa3BUTHUS SMWIENTHYECKUX CIIAa3MOB Y JETEH ¢
MmyTtauusmMu B reHax CDKL5 B perymauuun MECP2  [30]. Onuinentudeckas
sHIe(amonaTus, o0ycioBiaeHHass MyTanusMu B rene CDKLS5, paHee onuchiBaiach Kak
aTUIIMYHBIA BapyWaHT CHHJApoMa Perra, HO celyac paccMaTpuUBAETCS KaK OTHAEIBHOE
3a00JIeBAaHUE CO CBOMMH KJIMHMUYECKHUMH TEPANEBTUYECKUMU W MPOTHOCTHUYECKUMU
ocobenHoctsimMu [30]. Ee kiuMHMuYeckas KapTHMHA HE HACTOJBKO crHerupuyHa, YTOObI
UJTH HAa TapreTHYH JIWAarHOCTUKY, KaK IMPaBWIO, MYTallMM B T€HE BBISABISIOTCS MPU
WCITOJIb30BAaHUY TIAHEJIeH WM UCCIIEOBAHUH dK30Ma/TeHOMA.

B npocnexkTuBHON TrpyIie y OJHOro pedeHKa ¢ MOMOIIBI0 JTUArHOCTHYECKOU
naHenau OblIa BBISIBJICHA TMaTroreHHas wMytamus B Tene DOCK7, y 1apyroro
JMAarHOCTUPOBAH HEWPOHAIBHBIN 1epouIHbIN nunodycuunos 2 tuma. MaTepecHo, 4to
red  DOCK7 xonupyer Oenok GEF, npuHuMaromwuii ydyactue B HOPMajJbHOM

dopMupoBaHur akcoHOB. B juTepaType uMeeTcs ONHMCaHWE TMAIlMEHTOB C


https://www.ncbi.nlm.nih.gov/pubmed/?term=Daniels%20D%5BAuthor%5D&cauthor=true&cauthor_uid=30671494
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86
reTepo3uroTHeIMU BapuanTamMu myTtanuu rena DOCK7 ¢ pa3BuTHeM 3MUIENTUYECKUX
cria3MoB [27, 67].

OOHapyxeHue Takol 3THUOJOTMHU, KaK HEUpOHAIbHBIA JHUNOPyCHMHO3 2 THUIIA,
OYeHb Ba)XHO, TaK KaK MOSBUJIACH (hepMEHTO3aMeCTUTENbHAs Tepamnus (IepiaunoHas3a
anb(Qa, HE 3aperucTpupoBaHHas B PO, HO Tepanusi ocylecTBUMA B JAHHBII MOMEHT T10
3aKJII0YEHUIO0 KOHCHIIMYMa (pefiepalibHOTO 1eHTpa). HelipoHanbHbiil munodyciuuHos 2 —
3TO MPOTPECCUpYIONIee  HEUpOoAEreHepaTUBHOE  3a00J€BaHUE, MPOSIBISAIOLIEECS
KOTHUTUBHBIM U MOTOPHBIM PETPECCOM, a Takxke (HapMaKOPE3UCTEHTHON SMUIICTICUEH C
pPa3HBIMM THUIIAMHU SIWICITUYECKUX MPUCTYNOB, B TOM YHCIE€ C HH(PAHTUIbHBIMU
criazmamu [26].

Crnenyromiast CII0)KHOCTb, KOTOPYIO BBISIBUJIO HAIIE UCCIEAOBAHUE, 3TO TPYIHOCTH
OaJNIbHOU OIICHKH TICUXOMOTOPHOIO Pa3BUTHUsSI peOCHKA C BHIPAKEHHOMN €T0 3aJePIKKOH,
a TaKXKe 3aTpyJHEHUsT B OIEHKE JWHAMUKU €ro pa3BUTHS NpPU TOAABICHUU
rurncaputMun. B ToMm, 4TO KacaeTcs KIMHUYECKUX ocoOeHHocTel pedenka ¢ IC, To oHn
TECHBIM 00pa30M CBSI3aHbI C «MAaCCHUBHOW» AMUIEHTU(OPMHON aKTUBHOCTBIO Ha DI
[losiBneHue rumncapuTMuu Ha MexnpuctynHot D3I BiedeT 3a coOoi mpekpaiieHue
ycBauBaHUs MHGOpPMALUM M, KaK CJIEACTBUE, MPEKpalleHue MPUOOPETEHUS HOBBIX
HABBIKOB W/WJIM yTPATy paHee MPUOOPETEHHBIX (TPUYEM BHE 3aBUCUMOCTH OT BO3pacTa
pebenka). IlomaBieHue runcapuTMuUu Ha MEXNpUCTYMHOW D3I maeT BO3MOXXHOCTH
JaTbHEUIIer0 pa3BUTHS peOCHKA, OJHAKO K MOMEHTY €€ MOJIaBJICHUS YK€ CYIECTBYET
3HAYMTEIBHBI KOTHUTUBHBIM JE(PUIIUT M OTCTaBaHWE OT BO3PACTHOM HOPMBL.
[IpnoOpeTeHne HOBBIX HABBIKOB MPOUCXOJUT MOCTEIIEHHO, JIIOObIC OIICHOYHBIC IIKAJIbI
CTaHAApTU3allMM TOJIYYEHHBIX Oa/sioB K BO3pacTy peOeHKa CO3[al0T JIOKHOE
MIPEICTABIICHUE O TMPOJIOJDKAIOIIEMCs perpecce pa3Butusa. K Tomy ke nH(paHTUIHHBIC
CIa3Mbl HE SIBJISIIOTCSI CAMOCTOSITEJIBHBIM 3a00JIeBaHUEM, a SIBJISIOTCS JIMIIh THUIIOM
SMWJICNTUYECKUX MPUCTYNOB M, KaK TOBOPWJIOCH PAaHEE, MOI'YT BO3HUKATh y OYEHb
Pa3sHOPOJHBIX TPYIII JAETEW C PA3IMYHBIMU MATOJIOTUSIMUA TOJOBHOTO MO3ra, B TOM
Yyucjie MPOrPECCUPYIONIMMU HeWpojereHepaTuBHbIMU 3abojieBaHusiMu. [lo  Bceit
BUJAMMOCTH, UIMEHHO I10 3TOM MPUYMHE B MEXKIYHAPOJAHOMN JIUTEPATYpPE HET AAHHBIX O

MNPUMCHCHHH OLCHOYHBIX IIKaJl AJIA OIMPCACICHUSA HCHXOMOTOpHOﬁ JUHAMHKH I[CTCﬁ C
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AMWIENTHYECKUMU clazMaMu. Yamie Bcero B ONpPENEICHUM HApPYLIEHWH W IpOrHo3a
UCIIOJIB3YIOTCS. TEPMHHBI «YMCTBEHHAs OTCTaJOCTb», «IIPEKPAIICHHE perpeccar
«4acroTa JeranbHOoro ucxona» [83]. [lo HammMm JaHHBIM, HOPMAJbHOE PA3BUTHE [0
nebroTa HPAHTUIBHBIX cra3MoB Obu1o Yy 95/180 (52,7%) B peTpOCTIEKTUBHON TpyTINe
JeTel, 3a7iepKKa TEMIIOB TICUXOMOTOPHOTO Pa3BUTHA JO AeO0Ta SMHUICTITUYECKUX
npuctynoB — y 70/180 (38,8%); y 15/180 (8,3%) oueHuTh ypOBEHb pPAa3BUTUS HE
MPEICTABIIIOCH BOBMOXKHBIM B CBSI3H C PAHHUM J€OIOTOM SMUJIENTUYECKUX MPUCTYIIOB.
B nmpocnexktuBHOM rpynmne HaOMIOIEHHWS HOpPMallbHOE pa3BUTHE J0 JAelroTa
nHpaHTUIBHBIX cria3MoB ObuIO0 y 7/23 (30,5%), 3amepkka TEMIIOB MCUXOMOTOPHOTO
pa3BUTHS 10 Je0r0Ta SMUICNITHUYECKUX NpUCTYynoB — y 15/23 (65,2%); y 1/23 (4,3%)
OLICHUTh YPOBEHb pAa3BUTUS HE MPEIACTABIAIOCH BO3MOXHBIM B CBSI3U C PaHHUM
ne0rToM snuiienTuueckux npuctynoB. Y 19/23 (82,6%) nereit oTMeuancs perpecc
MICUXOMOTOPHOTO Pa3BUTHS ToOcie Je0roTa MH(PAHTHIBHBIX cra3MoB, y 4/23 (17,4%)
JIETEl OLEHUTh PETPECC HE MPEACTABIBUIOCH BO3MOXXHBIM B CBSI3M C BBIPAKEHHOMN
M3HAYAIBHOU 3aJI€PKKOM IICHXOMOTOPHOI'O Pa3BUTHSL.

ITo Bcelt BUAMMOCTH, Il KOPPEKTHOM OIICHKH KOTHUTHUBHBIX (DYHKIHMH y ASTEH ¢
AMUIENTUYECKUMU ClIa3MaMU HEOOXOJUMO CO3[JaHuE COOCTBEHHOM OLEHOYHOM IIKAJIbI,
YTO 3aTPYJHEHO OOJIBIIION HEOIHOPOJHOCTHIO ITOM T'PYIIHLI ManueHToB. HeoOxonumo
OTMETUTh, 4YTO HWH(AHTWUIBHBIE CMa3Mbl MOTYT pa3BUBAaTbCsl y JETed ¢
MPOrPECCUPYIOLIUM TEUEHHEM OCHOBHOTO 3a00JI€BaHUs, B CBSI3U C YEM MpEKpalieHUue
IPUCTYNOB U MOJaBJIeHUE runcapuTMuu Ha D91 He ocTaHaBIUBAET perpecc pedoeHka, a
JIUIIb 3aTOPMAKUBAET €TO0.

Yem Bce-Taku JiIeyuTh WMH(AHTWIBbHBIE cria3mbl? B naHHON cUTyaluu Mbl He
MOXEM TI0JIaraThCsl HAa AHTUANWICNTHYECKHE TIpernaparbl KakK allbTEPHATHBY
TOPMOHAJILHOW TEpanuu Mo HeckoJbkuM npuuuHaM. [lo nanusiM Kelley S.A. u coaBr.,
HAWIy4llue MPOTHO3bl B MCXOJe 3a00JeBaHus HAOMIONAINCh y JETel ¢ peMuccueil B
TEYEHUE TEepPBOr0 Mecslla oT Havana 3aboseBanus [48]. DddexTuBHBIM JeueHUEM
ABJIIETCSI Tepallvs, B pe3yjbTaTe KOTOPOMl OTMEuYaeTcs MOAAaBICHUE TUIICAPUTMUU Ha
O0I' u mpekpaieHue HHQPAHTUIBHBIX CIMA3MOB, (oKanbHasg SHuiIenTu(opmMHas

aKTUBHOCTb M JAPYTHeE TUIBI NpUCTynoB He yuuThiBatoTcs [43]. Tlo nannbiM Yuskaitis


https://www.ncbi.nlm.nih.gov/pubmed/?term=Kelley%20SA%5BAuthor%5D&cauthor=true&cauthor_uid=29671077
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C.J. u coaBt., npu ouenke 132 neteil ¢ MHPAHTUIBHBIMH Cla3MaMU ObLIa BBISIBJICHA
npsMas  3aBUCUMOCTb MEXAY JUIMTENBHOCTBIO COXPAaHEHUS THUICApUTMHHM Ha
MeXIPUCTYITHON D3I, CKOPOCTHIO KYNMUPOBAaHUS UH(PAHTUIBHBIX CIA3MOB M UCXOJOM
3a0osieBaHus [86].

B cBs3uM ¢ 3TUM OCHOBHOW 3ajauell Tepamuu sBISETCS Haubojee ObICTpoe
npekpamieHie  MHGAHTUIBHBIX  CMa3MOB W MOJAaBJICHUE  THUICAPUTMHUMU  HaA
mexnpuctynHoit 01, TlpuMenenue 1000ro aHTUAMMICITUYECKOTO Mpenapara OyJaeT
CBSI3aHO C 33JIEP>KKOM 10 BPEMEHU B CBSI3H C HEOOXOAMMOCTBIO JITUTEIbHOU TUTPALIUU
OOJBIIMHCTBA AHTUAMMWIECNITUYECKUX mpenapaToB. K ToMy ke BbIOOp KOHKPETHOIO
AHTUAMNWICITUYECKOrO Mpenapara TakkKe He O4eBHACH. UTO 3acTaBisieT crenuainucTa
«repedupaTh» HECKOJIBKO aHTHIMWJIENTUYECKUX INPEernaparoB, 4YTO €LIe CUJIbHEe
YBEIMYMBAET BpeMs OT Havajla MpUCTynoB. JlaHHble ke mno 3(PPeKTUBHOCTH
anTudnwIenTnyeckor tepanuu npu MC nocratouno nmporusBopeuussl. [1o pesynbraTtam
MeTaaHajau3a 55 UCCIEeN0BAaHMM, B TOM YHCIIE PAaHIOMU3UPOBAHHBIX KOHTPOJIMPYEMBIX
UCCIICIOBaHUM, TomMpamart, JEBEeTHpalleTaM, 30HU3aMHUJ W OCH30JMa3eNuHbl ObLIN
4acTUYHO d3(PPEeKTUBHBI B JICUEHHWU DSHWIENTUYECKUX crna3MoB. IIponeHTHas
3 PeKTUBHOCTH BapbUPOBaJIa B IOCTATOYHO MIUPOKUX npenenax ot 14 go 60% [74].

[IpoBeneHHbIN aHANIU3 CHIEKTpa NMpUMEHsOIUXCcs B PO npenaparoB B JieueHUH
NC no3Bonmsl HaM clenaTh OINPEJCICHHbIE BBIBOABI M3 IOJYYECHHBIX JAaHHBIX. Bo-
NEPBbIX, TOPMOHAIbHAS TEpanusl B JEYEHUH HHPAHTUIBHBIX cna3mMoB B P® pexaxo
SBIIIETCS. TEpBOM ouepenpto BblOOpa. HecMoTps Ha pekoMeHAalMu IO Tepamnuu
MH(AHTUIIBHBIX CMAa3MOB, MO JTAHHBIM MPOBEJICHHOIO0 HAMH aHAJIM3a PETPOCIIEKTUBHON
rpynnel - (n=180), 48/180 (36,3%) nereldi HHUKOrJa HE MOJy4YalId JIEUCHUE
KopTukoctepougamu. Tonpko 47/180 (26%) nmerel mosiydand CHUHTETUYECKUNA aHAJIOT
AKTI (terpako3akTuj), He ObLJIO HU OJHOTO peOEHKa, MOJIyYaBIIEro HaTypalbHBIN
AKTI'. BepositHee Bcero, 3TO CBSI3aHO C OTCYTCTBUEM PETUCTpallMd Y JaHHBIX
MPENapaToB Ha TEPPUTOPUHN PoccrU M BBICOKOM UX CTOMMOCTBIO. BO3MOXKHO, pEAKOCTH
HA3HAYEHUsI TOPMOHOB CBSI3aHA CO CJIOHBIM M JJIUTEIBHBIM yTeM (MapLIpyTU3auei)
NalMeHTa — CHayaJla OH MNPUXOJUT K HEBPOJIOTY, KOTOPBIM HaIpaBisieT €ro Ha

ANEKTpO3HIE(DaTOrpaMMy, MOTOM K SIMUIIENTOJNIOTY, KOTOPBINA, KaK MPaBUIIO, CTPEMHUTCS
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FOCHUTAIU3UPOBATh TAKOTO MAlUEHTa, U T.A. BUIMMO, HMEHHO MOATOMY HEBPOJIOT Ha
MIEPBOM-BTOPOM TPUEME Ha3HAyaeT MPOTUBOCYAOPOXHBIM mnpenapar. [lo Hamum
JTAHHBIM, Yallle BCETO ATHM IIpernapaTtoM SBIsETCS BajblpoeBas Kuciora — B 88%
ciy4aeB MH(PAHTUIHHBIX CITa3MOB 0e3 TyOepo3HoTro ckiepo3a u 83% cimydaeB OOJBHBIX
TyOE€pO3HBIM  CKJIepo30M. BurabatpuH, Takke pEKOMEHJOBAaHHBIM y JeTed ¢
WHOAHTUIBHBIMU ~ Clla3MaMH, [puHUMaiu  Toibko  85/180  (47,2%)  nereit
PETPOCIIEKTHBHOW TPYIIIBI, YTO, BEPOSTHEE BCETO, TAKKE OOYCIOBICHO OTCYTCTBHEM
peructpauuu Ha Tepputopun Poccuu. [lo manHbIM Hamero ananusa, 126/132 (95,5%)
JeTeid Ha MOMEHT CTapTa TOPMOHAJIBHOM Tepamuu YKe TMOoJdydald pa3jIudyHbIe
anTudnuientuueckue mnpenapatbl (ADID). HMcciaegyempie netu mojiydayii B TEYEHUE
*m3Hu oT 0 nmo 10 pasnuusHbIX aHTHAMIIIENTHYECKUX MpernaparoB. Oxono 60%
MalMeHTOB Toy4yanu Tpu U Oosiee ADIl 1o Hauana crapTta KOPTUKOCTEPOUTHOM
Tepanuu.

B perpocniektuBHON rpymme jAeTell ¢ TyOepo3HBIM CKiIepo3oM (n=69),
HauOonbied  3ddexkTuBHOCTRIO  oOnaman  Burabarpun  33/47  (70,2%), dTtO
COOTBETCTBYET JTUTEPATYPHBIM JTAHHBIM. MeHnbliyto 3¢h(HEKTUBHOCTH
IPOJIEMOHCTPUPOBAIM BanblpoeBas kuciora 12/62 (19,3%), ronupamat 5/30 (16,6%),
nesetupaneram  7/28 (25%). He Obmo »ddexra oTr mpueMa ITOCYKCHUMHIA,
pypunamuna, 3onucammnpa. Cnemxyer ormerutb, 4yto 11/69 (15,9%) npunumanu
KapOaMasenuH, NPOTUBONOKA3aHHBIA MpU JHuUienTHdyeckux cnazmax (y2=51,137,
p<0,0001; p-3HAYCHMs MONYYECHBI B TECTE ) C MCIONb30BaHHEM MeToga Monte-Kapio
JUIsL anmpoKcuMaluu pacrpeaencHus). [Ipu ananuze aHTHANMWICNTUYECKONW TEparnuu B
pPETPOCIEeKTUBHOM Tpynmne aered 6e3 TyOepo3Horo ckiepo3a (n=111) Burabatpun
npogeMoHcTpupoBai 3hdext y 8/38 (21%), Takke HEKOTOPHIM PGHEKT oTMeUancs OT
npueMa InpernaparoB BajibIpoeBout kuciaoTel 14/98 (14,3%), Tonupamara 5/40 (12,5%),
neBeruparnerama 3/48 (6,3%). pyrue aHTUANIIICITUYECKIE TPETapaThl: ITOCYKCUMHU/I,
JaKOCaMHJ, 30HHCAMUJ, JIAMOTPHUKUH OBLIH HEA(D(OEKTUBHBI (x2=106,68, p<0,0001,
*p-3HAYCHMs IOJTYYCHBI B TECTE Y- C MCIONb30BaHMEeM Meroma Momnte-Kapmo mis

annpOKCUMAIUU PACIIPEAEIICHHUS ).



90

OueHka BAMSHUS TMpUEMa MPENApaToB HAa COKPALIEHUWE YacTOThl IMPHUCTYIIOB
Goree ueM Ha 50% mokasana, 4to pasimune 3Haunmbl (V=31,2, p<0,01). KpuTuueckoe
3HaueHHe Y MPH ypoBHe 3HaumMoctH p<0,01 cocrasmser 20,09. Cpemy mpenaparos,
OKa3bIBAIOIIMX BIMSHUE HA CHUXKEHHUE YAaCTOThl MPHUCTYNMOB, MOKHO OTMETHUTH
BUTa0aTpHH.

Crnenyer OTMETHTb, YTO OJHOMY PEOCHKY C OTCyTCTBHEM 3(¢eKTa Ha MpUeM
BUra0aTpUHA, KOPTUKOCTEPOUIHON Tepalny, BaJbIIPOEBOM KHUCIOTHI, TONMpamara,
JeBeTupaneTamMma, dTOCYKCUMHIA, Kiobazama ObUT Ha3HAayeH Mpernapar rnepamIiiaHes ¢
MOJIOKUTENbHBIM 3((PEKTOM B BUJE KYNUPOBAHUS HHWICNTHYECKUX CIa3MOB U
Hopmanuzanueit 991", JlaHHBIX A1 OleHKU 3(P()EKTUBHOCTH TepaMIaHesa y JeTei ¢
AIUJIENTUYECKUMHU CIIa3MaMH B HACTOSIIMI MOMEHT HEIOCTATOYHO, OAHAKO BO3MOKHO
NPOBEICHUE [aJbHEHUIINX MCCIECAOBAaHUN JUId BBIICHEHUS €ro 3(QQEeKTUBHOCTH Yy
JAHHOW TPYIIIbI MAllHEHTOB.

YauBnser mepeueHb OCTANbHBIX (KpoMe BajblpoaTa M BHUrabaTpuHa)
npumensieMbix  ADIl. Mbl  MoXeM  THOHATh  OOOCHOBAaHHOCTh  HAa3HAUEHUS
OC€H30/1Ma3eNMMHOB, TONMpaMaTa M 30HHCAMHUIA, HAa OTPaHUYCHHYIO 3(PGPEeKTUBHOCTDH
KOTOPBIX €CTh CCBUIKM B MEXKIYHApOAHOW M OTE€YECTBEHHOM sutepatype. Ho TpyaHo
HalTU OOBSICHEHUE 11e71ecCO00Pa3HOCTH Ha3HA4YeHHs KapOaMas3emnuHa, OKcKapOas3emnuHa,
namotpumkuna npu MC. Cnegyer oTMETUTh, UTO BpauM, UX Ha3HAYAIOLIWE, BIIOJIHE
OTIAIOT cebe OT4YEeT B TOM, YTO OHM jedar uMeHHO MC, a He (okaiabHble MPUCTYIIHI.
Taxxe He OueHb ACHA 11eeCO00Pa3HOCTh HA3HAUEHUS 3TOCYKCUMHJIa B MOHOTEpAIIUU B
14% cnyuyaeB mH(MAHTWIBHBIX Cla3MoOB 0e3 TyOepo3Horo ckiepo3a. Ham He ynamock
HAlTU HU OJHOTO ONMHMCAHUA MAlMEeHTa ¢ ycneumHbIM JieueHueM MC 3TocykcuMuaoM B
MeXIyHapoaHou murepatype. OOpamaioT Ha ceOs BHUMaHWE TPUMEHSEMBIE J103bI
npenapatoB. Oxono 20 JjeT TOMy Has3aJl JEUCTBUTEIBHO CYIIECTBOBAJIA IPAKTHUKA
MPUMEHEHUS JIOBOJBHO BBICOKUX 103 Bajbmpoara (1o 200 mr Ha Kr macchel Tena). Ho
3aueM Mmpuderath K J103aM BajabIpoeBoi KUCIOThI B 100 Mr Ha 1 Kr Macchl Tena Temneps,
KOI'/Ia €CTh BO3MOKHOCTh TOpMOHaNIbHOM Tepanuu? [lopaxator u 10361 JeBeTHpaneTama
B 200 mr Ha | Kr Maccel Teila y HECKOJBKMX IAUMEHTOB, HNPU TOM YTO €ro

adpdexkTuBHOCT,  ObIa  MHHUMaIbHOM  (cM. oOcyxnenue Hmwke). OlleHKa
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3¢ (HEKTUBHOCTH MPOTUBOCYJOPOKHBIX MPENapaTroB MOATBEPKIAET HX HU3KYIO
sp¢pexktuBHOCTh. OueBUIHO, YTO 3(G(GEKTUBHOCTH (MpEKpalleHne MPHUCTYINOB U
TUIICAPUTMHM) TP IMPUMEHEHUHU BaJIbIIpoeBOM KHUCIOTH (B 19,3% Bcex ciydaeB mpu
TyOepo3HoM ckjepo3e U B 14,3% Bcex cimyuyaeB 0Oe3 HEro) HE COMOCTaBUMa C
3¢ (EKTUBHOCTHIO TOPMOHAJIBHONW TEpanuu. DTOCYKCHUMMJI HE BBI3BAJ] IpEKpallCHUs
IOPUCTYNOB HU Yy OJHOro mnanueHTta. OxumaeMo HU3KOM Obuia 3()@PeKTUBHOCTH
okckapOazenuHa (0% B obOeux rpymnmax), kapOoamazenuHa (0% y DalUEHTOB C
TyOepO3HbIM ckiepo3oM U 7,7% 6e3 Hero). JleBetupaneram Obut ddextuBen B 25%
CllyyaeB Ipu TyOepo3HOM ckJiepo3e M B 6,3% 0e3 TyOepo3Horo ckieposa. Takxke
oOpamiaer Ha ce0s BHUMAaHHE JIOCTATOYHO HHU3Kasg 3(P(EKTUBHOCTh BHUradaTpuHa Yy
nereir 06e3 TybeposzHoro ckiepo3a — 21%, mpu TyOepo3nom ckiepose — 70,2%.
Cumraercs, uto 3(¢ekTuBHOCT, BHUradbatpuna npu WC, accounupoBaHHBIX C
TyO€pO3HBIM CKJIEPO30M, JoCcTHraeT 95%. Bo3MoXHO, 3TO CBSI3aHO € TE€M, YTO K Ham
oOpamanuch MPEUMYIIECTBEHHO T€ MAallMeHTbl, Yy KOTOPbIX Ipenapar Obul
Hea(ppexTuBeH. Takke BO3MOXKHO, YTO HEJOCTATOYHO BBICOKAas 3(P(PEKTUBHOCTH
BUrabaTprHa Obljla CBS3aHa C HEJIOCTAaTOYHO BBICOKOM 7030 BUTrabaTpwHa, TaK Kak
nedyebHass no3a kojeosercs ot 20 mo 150-200 mMr Ha kr Beca. B 1enoM TakTHUKY
IPOTUBOCYAOPOKHOM Tepanuu MH(GAaHTWIBHBIX cria3MoB B PD, 1o HammM AaHHBIM, MbI
MOKEM OIIEHUTh KaK HeaJeKBaTHYI0. Mbl orgaeM ce0e OT4YeT B  CIIOXKHOCTSIX
NpUMEHEHUs1 BUrabaTpuHa, Tak Kak OH He 3apeructpupoBad B PD. Tem He meHee OH
MOJKET Ha3HA4yaTbCs MAlMEHTaM M0 JKU3HEHHBIM IOKa3aHMUSIM pEIIeHHEM BpaueOHOro
KOHCUJIMYMa Ha YPOBHE KpaeBbIX U 00JAaCTHBIX OoJibHHUII. B 11000M citydae cyiecTByer
JOCTyIHAsi BO3MOXKHOCTh TOPMOHAQJIBHON Tepalmuu HE TOJBKO JOPOTOCTOSIIINM
TETPAaKO3aKTUAOM, HO M Oojiee [eHIeBbIMU NpernapaTaMu — MPEIHU30J0HOM,
JIEKCaMETa30HOM, TUAPOKOPTU30HOM. OTBIEKasACh Ha Her(h(PEeKTUBHYIO
IPOTUBOCYIOPOKHYIO TEPANUI0, Bpay TEpsieT TO IparoleHHOE BpeMs (OKOJIO Tpex
HEeJeNb C Hayajlla MPUCTYNOB), B KOTOPOE, MPEKPATUB THIICAPUTMHUIO, BO3MOXKHO
PEIOTBPATUTH WIIM YMEHBIITUTh PErpecc pa3BUTHS peOCHKa.

B nameif koropre JOCTaTOYHO PEIKO MPUMEHSUIUCH aTbTEPHATUBHBIE METOJbI

Tepanuu. MOXXHO yHNOMSIHYTh TOJIKO OJHOTO peOeHKa ¢ TyOepO3HBIM CKJIEPO30M, Y
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KOTOPOIO BO3HHKJIA CTOMKAas PEMHCCHS IIOCJIE OMNEPATHBHOIO JIEYEHHS (PE3EKIUS
AMUJIENTOTEHHOTO TyOepa) W omHoro marueHnta u3 180, y koTtoporo HabIr01aI0Ch
3HAQUUTENBHOE COKPALICHUE YHCIA OHIUICNTUYECKUX MPUCTYNOB W TOJABJICHUE
runcaputMu Ha D3OI Ha QoHe KeToreHHo#l nuetsl. [lpruMeHeHne KeTOreHHOM TUETHI,
Ha HaIll B3IJIAJ, HE MOXET OBbITh Tepanued MepBOM JMHUU B CBSI3H CO CIIOKHOCTBIO
MIPUMEHEHHUSI, BRICOKOW 1IEHOW O0yUYeHHs pojuTesiel, OTCyTCTBUEM Ha Tepputopuu PO
TOTOBBIX CMECEH M HEeIOCTATOYHO BBICOKOH 3 dhekTrBHOCTHIO. B 0030pe Prezioso G. u
COaBT. y 3HAUMUTENBHOTO YHUCIA AETEH yAAIOCh JOCTUYb JIUIIb CHUKEHUS YaCTOTHI
SIUJICITHYECKUX CITa3MoB Ooiiee yeM Ha 50% [69].

Takxe ObUT OJIMH MAIMEHT, Y KOTOPOro MpEKpallleHUe MPUCTYIOB BO3HUKIIO Ha
OJIHOBPEMEHHOM BBEJICHUM CEPHOKHCIION MarHe3uud U BuTamuHa B6, pebeHOK He ObLI
oOcJeI0BaH T€HETUYECKU Ha MUPUIOKCHUH-3aBUCUMBIE cyaoporu. B 1954rony Hunt u
COaBT. BIIEPBHIC OINHCAIM MUPUIOKCHH-3aBUCUMYI0 »nujerncuto [69]. B Hacrosiiee
BpEMsI M3BECTHO, 4YTO MNHUPHIOKCUH-3aBUCHMAsl DSIUJIEIICHUS SIBIAETCS ayTOCOMHO-
pEeLEeCcCUBHBIM 3a0oJieBaHreM ¢ AedektoM reHa ALDH7AI, KOTOpblid KOOUPYET O.-
aMUHOQIUIMYECKYIO TonyanbaeruaaeruaporeHasy (a-AASA) unu antukButuH (ATQ),
YTO TMPHUBOJUT K HAPYIICHHIO METa0oJIM3Ma JIM3UHA, HAKOIUICHUIO MHUIIEKOJIUHOBOU
KUCJIOTEI, 0-AASA. B mociaemHux HcCieIOBaHUAX COOOIIAETCS O CBSI3M JAHHOTO
3a0oneBanusi ¢ reHoM PROSC, KoIUpyOIIMM MUPUAOKCATb-5-(hochaT — CBSI3bIBAIOIINN
oenok [72]. B ciyyae mUpUAOKCHUH-3aBUCUMOM SIUJIENICUU B JICUCHUU TMPUMEHSIETCS
MUPUJIOKCHH, B CBS3M C 3THUM MHOTHE aBTOPbHI MPEIaraloT MPOBEACHHE MPOObI C
MAPUIOKCUHOM BCEM JIETSIM ¢ MH(GAHTWIBHBIMHM CIIa3MaMHU JI0 Hayaja WHBIX CIIOCOOOB
nedyenus [50], ogHAKO MCMOIB30BaHNE MUPUIOKCHHA B KaueCTBE JOOABOUYHOU Teparuu
y JAeTed ¢ He MNHUPUIOKCUH-3aBUCUMON smwiencued (y JOeTeil ¢ OTpUllaTebHOM
MUPUIOKCUHOBOM TIpoOoi) mokazano cBow HedpdektuBHocTh [50]. Beem 23 nmetsam,
BKJIFOYCHHBIM B TPOCMEKTHBHYIO TPYMIy HAIETO aHaln3a, Oblja paHee MpoBeIcHa
npo0a ¢ MUPHUIIOKCUHOM, PE3YJIbTAThl TPOOBI OB OTPUIIATEIHHBI.

WNurtepecHsiM mpencraBisierca TOT ¢dakt, yto y 5/180 neredt HacTynuiia
CaMOINPOU3BOJIbHAS CTOMKAsl peMuUcCcUs. Y OJHOTO U3 JAETel oTMedalics 1e00T Cra3MOB

c 4 Mec. C perpeccoM ICUXOMOTOPHOTO pa3BUTUA M MOAUGULIKMPOBAHHOU
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runcaputmueil Ha I0I'. Mama pebeHka KaTeropu4ecky 0TKazajaach OT MpueMa JIF00BIX
AHTURIWICITUYECKUX npenapaTtoB. B Bospacte 10 mec. cmasmbel KynupoOBajucCh
CaMOCTOATENBHO, IICUXOMOTOPHOE Pa3BUTHE BO30OHOBUIIOCH, HO MOSIBUIIMCH peakue (1
pa3 B Mecsi) ¢okanbHble snuientudeckue npuctynel. Ha 3317 GoapcTBOBanMs
AMUWIENTU(POPMHAS aKTUBHOCTh OTcyTcTBOoBasia, MPT romoBHoro wmosra Oblia
HOPMAJIbHOM, FeHeTHYecKkoe oOcieioBaHrue pedeHKa He MpPOBOAMWIOCH. B Hacrtosiee
BpeMs peOeHKY S5 JIeT, OTMEYaeTcs Jierkas 3aJep>KKa MCUXOPEUYEeBOro Pa3BUTHs, YaCTOTa
(GOKaNbHBIX SMUIENTUYECKUX TPUCTYNOB — 1 pa3 B Mmecsl. Y apyroro pebeHka ¢
MH(AHTUIIBHBIMU CIIa3MaMU MPEKpAIlIEHUE MNPUCTYNOB C MOCIEAYIOIIEH pemMuccuei
BOo3HUKIIO HA (hoHe OPBU u Temnieparypsi 39 rpaaycos.

Eme ogHUM AMCKYCCHOHHBIM BOIIPOCOM SIBJISIETCSI TEOPETHUECKOE 0OOCHOBAHME
NPUMEHEHUSI KOPTUKOCTEPOUJOB TPH SIUJIENTUYECKUX cHazMax (d3Mmupuyeckas
3¢ (EeKTUBHOCTh UX NPUMEHEHUs oKa3aHa naBHO). [Ipumenenne AKTT B neuenun NC
BCTpeyaeTcss B juteparype emie B 1958 r [43, 75] u 10 cux mop pPEeKOMEHJIOBaH
AwmepukaHckor Akanemuen HeBposioruu B Jieuenun C. B nurepatype HEOTHOKPATHO
ONMCHIBAJIACH CBSI3b MEXKJY BOCIHAJEHUEM U DIWIENCUEN, W TOPMOHBI MOTYT
BO3JICICTBOBATh UMEHHO Ha 3TO 3BEHO NaToreHesa snuiencu. OJHON U3 BEPOSITHBIX
TEOpPU BO3HUKHOBEHHS SIUJIENTUYECKUX CIA3MOB SIBJIIETCA IIOBBIIIEHUE B KPOBU
KOPTUKOTPOIUHA-peU3UHT-TopMoHa U akTtuBainusa ['AMKO-penentopoB, 4to ObLIO
MOATBEPKACHO HA MBIIIMHON Mozaenu [38].

B KIIMHMYECKHX MCCIIEOBAHUSAX MTOCIE ANWIENTHYECKUX TPUCTYIIOB OTMEYAIOCh
YBEJIMYECHHE YPOBHS LIMTOKMHOB — OEJIKOB, KOTOPbIE MOAYJIHPYIOT BOCHAIUTENIbHbBIC
IpoliecChl, a UMEHHO MHTepJeiikuHa 10, uHTepieiikuna 6, pakTopa HEKpo3a OMmyXxoJein
(TNF-0) B CHMHHOMO3TOBOW >XUAKOCTA. ONMCAaHO W BIUSHUE HAa BO3HUKHOBEHUE
AMUWIENTUYECKUX NPUCTYNOB (PakTopa akTUBALMK TPOMOOIMTOB W MpPOCTarjiaHIuHa
[71]. B cBs3U ¢ 4eM KOPTUKOCTEPOUAHASL TEPANUS SIBISETCS TEpanuend NepBoi JTMHUH Y
neteit ¢ MHGAHTUIBHBIME Ccria3MaMu 0e3 TyOepO3HOTO CKJIep03a W Tepamueil BTOpoit
JUHUU Yy JieTel ¢ TyOepo3HbIM ckiiepo3oM [42]. OgHako clieyeT yYUThIBaTh, YTO MPU
HEBO3MOXKHOCTH TpuUMeHeHusi Burabarpuna y nereir ¢ HC, accounupoBaHHBIMU

TyOEpO3HBIM  CKJIEpO30M, TME€pPBOM  JMHUEH Tepanmuud MOXKET Takke  ObITh
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KOPTUKOCTEpOUHAs Tepanus. YacT B JMTepaType MOXHO BCTPETUTh IPUMEHEHUE
TOPMOHAJIFHON Tepanuu 0e3 ydeTa 3THOJIOTMH MH(PAHTUIBHBIX CIAa3MOB, STHOJIOTHUS B
ATUX UCCIEOBAHUSAX YTOUHSIETCS TOJIBKO C IEJIbIO OMpeIeIeHUs TPOrHo3a 3a00JIeBaHUS
[80].

BeposiTHo, 4TO 1enecoo0pa3Ho M OJIHOBPEMEHHOE Ha3HAYeHHE TOPMOHAIBHOU
Tepanmui W BuUrabarpuHa. Tak, B MHOroneHTpoBoM (102 OoibHUIIBI ABCTpasIvH,
['epmanuu u Jp. cTpaH) paHIOMU3UPOBAHHOM UCCIEAOBAHUU (I€TH ¢ UH(PAHTUIIbHBIMU
cnazMamMu 0e3 ydera 3TUOJOorTuu, n=377) NpoBOAWIOCH CpaBHEHHE 3(P(HEKTUBHOCTH
M30JIUpOBaHHONW KopTuKOocTepouaHo Tepanuun (AKTIT wim npeaHu3oio0H) MO
CPAaBHEHUIO C KOMOMHUPOBAHHOW TEpanueil BUradATPUHOM U KOPTHKOCTEPOUAAMH Yy
nerei ¢ HMC BHe 3aBHcHMMOCTH OT 3THOJOTMH. OTMEYasoCh NPEUMYILIECTBO
KOMOMHUpoBaHHOU Tepanuu. [Ipu oneHke yepe3 18 mecsueB peMuccus 0TMeqaiach y
79% nerei, moyd4aBIIMX KOMOMHUPOBAHHYIO Tepanuio, U 'y 63% netell, moaydaBIux
TOJIBKO TOPMOHAJIBHYIO Tepanuto [64].

Ecnu nenecooOpa3HOCTh MPUMEHEHUsI TOPMOHAJIBHON Tepanuu MpeACTaBIsSeTCs
HECOMHEHHOH, TO mpobirema BbIOOpa KOHKPETHOTO Mpenapara MpeCcTaBiIsieTcs
Heckosbko Oonee cnoxHou. [Ipumenenune HarypaiabHoro AKTI mns nedenuss IC BHe
3aBUCHUMOCTH OT JTHOJOTMM SIWIENTUYECKUX CIIa3MOB 0100peHO AMEpUKaHCKOU
axanemuei HeBposoruu B 2004 r. [54]. Jaunbie 00 apdexruBaoct AKTIT paznuunsl,
M0 Pa3HbIM JaHHBIM, YACTOTA MPEKPALICHUS SMUICNTUYECKUX CMAa3MOB U MPEKPAICHUS
runcaputMun Ha D3I konebmercs ot 30 1o 70% [32, 84].

Bricokas ctoumocts HarypansHoro AKTI (ot 70 000 mo 150 000 mosmtapoB 3a
Kypc sedenus) [32, 77], a Takke OTCYTCTBHE €ro pEerucTpanud Ha Tepputropuu PO
CHENAaJ0 HEBO3MOXHBIM €ro NpPUMEHEHHWE B Hameh crtpaHe. [Ipumensembli B
eBporneiickux crpaHax cuHTerndeckuit ananor AKTI, Terpako3aktujy (TOproBoe
Ha3BaHWE CHHAKTEH Jerno) W BurabarpuH (TOProBoe€ Ha3BaHWE CaOpWiI), TaKKe
MaJIOAOCTYITHBI JIJIsl IPUMEHEHHS Y HAac B CBSA3HM C BBICOKOW CTOMMOCTBIO IPENAapaToB U
TaK)Xe OTCYTCTBHEM Y HUX PETUCTpaIlMu Ha Tepputopuun PO.

Croumocts kypca HarypanmbHoro AKTIT B CIIIA Bapeupyer, mo pasHbIM

ucroyHukam, ot 70 000 go 150 000 momnapos 3a kypc neuenus [17, 77].
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B cBsi3u ¢ BBICOKOW CTOMMOCTBIO JICYEHUS B €BPONENCKUX CTPaHAX MCIIOJIb3YETCS
€ro CUHTETHYECKHH aHayior teTpako3akTua. OnHako B Hacrosimiee Bpems y AKTT,
TeTpako3aKTUJa U BUrabarpuHa HeT perucTpaluu Ha Tepputopun Poccun.

B cBA3M ¢ HU3KOW JOCTYNHOCTBIO M BbICOKOM crouMocTthro  AKTI,
TeTpako3akTHJa, BUrabaTpuHa Mepe]l HaMH BCTajla 3ajada pa3pabOTKU U BHEIPEHUS
3¢ (HEKTUBHOMN U JOCTYITHOM CXEMBI JICUEHUS SMUJICNTUYECKUX crla3MoB. B moucke Hamu
IIPUMEHSUIMCh PA3JIMYHbIE TOPMOHAJIBHBIE IPENApaThl: NMPEIHU30JI0H, JEKCAaMETa30H,
METWINPEIHU30JI0H, TUAPOKOPTU30H. B CBSI3U ¢ BBICOKOM CTOMMOCTBIO HATYpajbHOIO
AKTI' m ero CHHTETHYECKOTO aHaJIOora, B Pa3BUBAIOIIMXCA CTPaHAX JOCTATOYHO YACTO
UCIIONB3YIOT NpeaHu30i10H [32, 77]. Takke B CBOMX MOUCKAX Mbl OOHAPYXWIH padOTy
J.R. Mytingera, JEMOHCTPUPYIOLILYIO UCIIOJIb30BAHUE BBICOKHX 1103
METUJINPETHNU30I0HA B/B KalleIbHO B JICYEHUH HH(PAHTHIBHBIX cla3MoB [61].

B  pesynbrare Hamm  Oblma  pa3zpaboTaHa cxemMa € [PUMEHEHHUEM
METHINPEIHN30JI0HA, KaK CAMOI0 XOpOIIO MEPEHOCUMOro M 3(PPEeKTUBHOIO, Ha HaIl
B3IUISL], penapara.

Hama cxemMa mpuUMEHEHUs IMyJbC-T€PalMi METHINPEAHU30JIOHOM YCIIEIIHO
3anmareHToBana (RU 2648957). Cxema npeamnosiaraeT NpUMEHEHUE METUIITPEIHU30JIOHA
BHYTPUBEHHO Kall€JIbHO, C MOCIEAYIOIUM JUIMTENBHBIM IPUEMOM IIpenapara, 4To, 1o
HalleMy MHEHHIO, CIOCOOCTBYET YMEHBUICHHUIO YKCia PELUAUBOB.

Jist onieHKM 3(hPEKTUBHOCTH HAILIETO METO/A JICUEHUS SMUIIENTUYECKHUX CIIa3MOB
MPOBENICH aHAJIU3 PETPOCIEKTUBHON Tpynmbl aAeTteid. DPPEeKTUBHOCTh TOPMOHAIBHON
Tepanuu yaaioch npoa”Hanu3upoBatbh y 109 u3 132 nereit, y oCTanbHBIX JAaHHBIE MO
3G (HEKTUBHOCTH OBUTM HEOCTYIHBI WM BbI3BIBAIM COMHEHHSI B MX JIOCTOBEPHOCTH.
[IpoBeneHO CpaBHEHUE PETPOCIEKTUBHOW Tpynnbel jgered (n=38), MoaydaBIINX
METUJINPEIHU30JI0H MO pa3padOTaHHOW HaMHM CXeMe, ONMCAHHOW B Marepuanax u
METO/IaX C PETPOCIEKTUBHOW Tpynmoi (n=46) nereil, Moy4aBIIUX TETPAKO3AKTHU] IO
cxeme 0,1 Mr B/mM ¢ HapammBaem 1036l 1o 0,1 Mr Kaxaplid 4 JOeHb, 10 JOCTHXKCHUS
s dexTa, MaKCUMaNIbHO 10 | MI, 3aTeM CHHXKEHHUE IO TOW K€ CXEMe; JTaHHAasl CXeMa B
TEUeHHEe MHOTMX JieT Obula caMmoi pacmpocTpaHeHHoOW B Poccuiickoit ®eneparum.

CornacHo MMpOoaHAJIU3NPOBAHHBIM HAMH NdHHBIM, B pCTpOCHeKTHBHOﬁ rpyniic HE OBLIO


https://journals.sagepub.com/doi/abs/10.1177/0883073809356107?journalCode=jcna
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CYIIECTBEHHBIX CTATUCTHUECKUX Pa3iuduil 3()(HEKTUBHOCTH METHIPETHU30IOHA T10
npenioxeHHod Hamu cxeme 20/38 (52,6%) u >ppexTuBHOCTH TETpako3aKTUAa IO
BBILICONMCAHHOIT cxeme 26/46 (56,5%) (x’=5,8337, p=0,2119) (*p-3Ha4eHHUs OTYUEHbI
B TecTe )  C WCHNONb30BaHMEM Mertoja Monre-Kapino i  anmpoxcHManyu
pacmpejenieHus; ** p-3HaueHusl NMOJy4eHbl B TOUHOM TecTe Dulepa npu CpaBHEHUH C
rpynno manueHToB, MPUHUMABIIMX TETPAKO3aKTUI). MHTepecHbIM mpeacTaBiseTcs
ToT (hakt, uro 25/109 gereil pPETPOCIEKTUBHOW TPYIIIbI MOJyYadd pPa3IndHbIC
ropMOHaJIbHBIE TIpernapatbl U cxeMmbl. Jloctarouno »sddexktuBHbM  3/5  (60%)
MPEACTABIIAECTCS THIPOKOPTU30H, HO OH OBUT MPUMEHEH Bcero y 5/25 nereil, mo3romy
TPYJHO CIEJIaTh OKOHYATEJIbHbBIE BIBOJIBI.

JlekcamMeTa3oH  NPOJAEMOHCTpUpOBaN  Oojee  HU3KYIH0  3()PPEeKTUBHOCTH:
IpEeKpalieHle SMUICITUYECKUX CIIa3MOB W IMOAABJICHUE THIICAPUTMUU OTMEYAIOCh Y
5/13 (38,4%) nereit, cokpallleHME 4YHWCIa DSMOWICNTUYECKUX crna3MoB >50% w
nonasienue runcaputMud Ha 91 y 3/13 (23%) nereit. He Obimo addexra y 5/13
(38,4%) neteit. Y Tpex nereu, MoaydaBIIMX METHJINPEIHU30JIOH B TaOJIECTUPOBAHHOM
¢dopme 0Oe3 MyJabCOBOM Tepamuu, IOJHOTO NPEKpalleHHs: NPUCTYNOB HE YyIajoCh
NOOUTHCS, Y OAHOTO M3 TPEX MAIMEHTOB OTMEYalOCh 3HAYUTENIBHOE CHUKEHUE HX
4acTOThl. Y TpexX JeTed, MOJIy4aBIIMX TaOJETUPOBAHHBIN MPETHU30J0H, HE OBLIO
s dekra oT Tepanuu.

B perpocnekTuBHON TpymIe IE€Te HEBO3MOYKHO TOYHO OLEHUTH IPOLEHTHOE
yucio mo0ouHbIX dPdexToB. OMHAKO HU3BECTHO, YTO MHOTHUE POJUTEIH MPEIbIBISIIH
’Kajo0bl Ha TOSIBJICHHWE BBIPAKEHHOTO OECMOKOWCTBA peOeHKa, MIaKCUBOCTh, YaCThIM
iay, Habop Beca. Y 1/203 peOeHka peTpOCHEKTHUBHOW Tpynmbl OblI 3aUMKCHpPOBaH
cllydail JeTapruu Ha (pOHEe MPOBEIEHUS MYyJIbC-TePaluy METHIIIIPEIHU30JI0HOM. J[pyrux
CEpbE3HBIX IMOOOYHBIX SIBJICHUH TIO JaHHBIM MEAWIIMHCKOW JOKYMEHTAIlMH He
orMeyasioch. [lo  JaHHBIM  MEAMIIMHCKOW  JOKYMEHTAallMM TakXKe OKas3ajlach
HEBO3MOKHOM OIIEHKa 4acTOThl PELIMIMBOB MPUCTYIOB. DTOT aHAIU3 ObLI MPOBEICH B
MPOCIIEKTUBHOMN YaCTU UCCIEAOBaHUSI.

Jlnsa Gonee KOPPEKTHOro aHaimu3a 3(PQPEKTUBHOCTH TEPaNuU, y4eTa YacCTOTHI

PELUUIUBOB U YaCTOThl MOOOYHBIX 3(D(PEKTOB OT KOPTUKOCTEPOUJIHON Tepanmuu HaMu
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MPOBEJEH MNPOCHEKTUBHBIN aHanu3 rpynnbl jgered (n=23) ¢ HUC. Llenp Tepanun
(mpekpalleHre MPUCTYNOB WM JIMKBUJALUS TUICAPUTMHUHM) Obula aocTurHyta y 69,5%
nanpeHToB (y°=13,652, p=0,0011). Y peGenka ¢ paHee MPOBEICHHBIM HEIIOIHBIM
KypcoM  TETpako3akTHJa  OTMeYallach  KIMHHKO-3JeKTpodHIedanorpapudeckas
pemuccusa. U3 2 nmereit, panee nonydaBmux Hed(P(EKTHUBHYIO B MX CIydae TEpaIuio
ruapokoptuzoHoM, y 1/2 (50%) ne Obuio 3ddexrta OT MNpOBEACHUS Tepanuu
MeTHInpeaHn3oaonom, y 1/50 (50%) oTmeuanoch CHI)KEHHE YacTOThI IMPHUCTYIOB
oosee ueM Ha 50%, mogaBiaeHue ruricapuT™Mum Ha D01,

B cBa3u ¢ uyem Hamu ObUIO MPOBEACHO JIMTEIbHOE HAOJIOIECHHE 3a
IIPOCIEKTUBHOM TPYIIIONW JIETEW, MOJYyYaBIIMX METWUIIIPEAHU30JIO0H IO HAIIEH CXeMe,
MOSIBUJIACH BO3MOYKHOCTH OIICHKU JJIUTENHHON d(PPEKTUBHOCTA U YaCTOTHI PEIUIUBOB.
Cpoxk HaOmoIeHUsT B TPOCHEKTUBHOM TpyIme cocTaBuwi oT 6 10 36 mecsueB. Cpennuii
cpok HaOmonenus — 16,2 mecsina. Yepes 6 mecsueB y 60,9% gaereit coxpaHsiach
KIIMHUKO-3J1eKTposHLedanorpadpuueckas pemuccusi. Tect MakHemapa mnokazain, 4to
x2=0,5, p=0,47935, T. €. 3HAUUMBIX U3BMEHECHUH B PE3yJIbTATAX JICUCHUS B TMHAMUKE HET.

Takum o6pazom, B 60% Bcex ciydaeB OTCYTCTBHE MPHUCTYIIOB COXPAHSIOCH BCE
BpeMsI IIPOBEACHUS FOPMOHAIBHOM TEPANMUH, a MPOLEHT PeUUAUBOB cocTaBuia 12,5%
(n=2/16).

['opMoHanbHast Tepamusi OKa3blBaJla MO3UTHBHBIM 3(P(HEKT HA TMCUXOMOTOPHOE
pasButue gAered. CpaBHUTENbHAs OLEHKA JETEH MO YPOBHIO  COLMAJBHO-
HIMOIIMOHAJILHOTO pa3BuTus no mkane Developmental Profile 3 mponemoncTpuposana
ynyuiienue B 3Toi cepe. Cpenu 16/23 ¢ MOJHBIM MPEKpaAIICHUEM IMUICITUYECKUX
cna3MoB W runcaputMuu Ha O3 HM y omHOro pebGeHka He 3apUKCHPOBAHO
MIPOJIOJDKEHUE perpecca MCUXOMOTOPHBIX HaBBIKOB, y 16/16 (100%) nereii orMedanoch
MOSIBJICHHE HOBBIX AMOIMN W/WJIM BO3BpAICHUE paHEe yTpadeHHBIX sMorui, y 13/16
(81%) ynyummnace pedeBas ¢yHkuus, y 8/16 (50%) mosiBUINCH HOBBIE MOTOPHBIC
HaBBIKU: JIETU CTAJIM 3aXBaThIBATh UTPYILKHU, IEPEBOPAYNBATHCSL.

N3 mnonyd4eHHBIX JaHHBIX MOXKHO CJieJlaTh BBIBOJl, YTO HET CTaTUCTHUYECKHU
3HAYUMBIX OTIHYNN 3((HEKTUBHOCTH TOPMOHATILHON Tepanuyu METUIPETHU30IOHOM Y

I[CTCﬁ C JIMICHITUYCCKUMHU CIIa3MaMH B TPYIIIC neTeﬁ Cpa3y 1oclic FOpMOHaHBHOﬁ
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nmyJbc-Tepanuu u 4epe3 6 mecsies. [IpennoxxkeHHas cxema JIeYEHUS SMIICTITUYECKUX
CHa3MOB IMyJIbC-TEpANUeNd METHINPEIHU30JIOHOM C TMOCIEAYIONIMUM MEPEeXoJIoM Ha
nepopaibHbIA pueM 1o 3PPEKTUBHOCTU HE OTIMYAETCS OT TEPANTUU TETPAKO3AKTHIOM.

B ToM, WTO KacaeTrcss MEPEeHOCHMOCTH TMPU aHAIW3E TPOCIEKTHBHON TPYIIIBI
nereir (n=23), Hanbojee YacThIMHU kajgoOaMH ObLIM OECIOKONMCTBO pebeHka — &8/23
(34,8%), pazapaxuTenbHOCTh U YacThlil miay — 8/23 (34,8%), nabop Beca ot 5 g0 10
Kr — y 8/23(34,8%), taxke y 1/23 (4,34%) oTMedanoch CHWKEHHE alllleTUTa, MAacCChl
tena. Hamo oTMeTuTh, 4TO TOCHE MpeKpalleHus: KOPTUKOCTEPOUIHON Tepanuu (HoH
HACTPOCHHSI HOPMATM30BAJICS, alllIETUT M Macca TeJla HAaYMHAIM CHIKaThes. O0pamaet
Ha ceOs BHUMaHue, uto y 1/23 (4,34%) pebGenka ObUT NPOBEAEH HEMOJHBIA KYypC
Tepanmuu TETPAKO3aKTUAOM, Tepamus OblJla OTMEHEHa B CBS3M C  IUIOXOH
NEePEeHOCUMOCThIO Tpenapara. Cieayer OTMETUThb, YTO JAHHBIA peOEHOK HOPMAaJIbHO
MepeHec Kype Tepanuu METWUJIIPEIHU30JI0HOM IO HaIllel CXEeME C TOJOKUTEIbHBIM
s dexToM B BUE KIMHUKO-AJIEKTpodHIehamorpadhuieckoi peMUCCH.

Hu y onmnoro peGeHka, MOMy4aBIIEro MyJIbC-TEPANUI0 METHIINPEIHU30JI0OHOM B
MIPOCTICKTUBHOM TpyIIne, He ObUIO 3a)MKCHPOBAHO TSDKEIBIX MOOOYHBIX SIBICHUM, HE
OBLJIO CITydaeB OTMEHBI TOPMOHAJIBLHOW TEparuu B CBS3U C IUIOXOW MEPEHOCHMOCTHIO.
BeposiTHee Bcero, HU3KHI TIPOIEHT MOOOYHBIX d()PEKTOB TakKe CBS3aH C MPOBEICHHOMN
paboToil ¢ pOIUTENSIMU 10 KOPPEKIMU JUeThl peOCHKa W TMpaBWiaM IpueMa
KOPTUKOCTEPOUTHBIX TIPENapaToB, OMMMCAaHHBIX HAMU BHIIIIE.

Takum 00pa3oM, MOXXHO cleNaTh BBIBOJ, YTO TMPEUIOKEHHAS HAMHU CXeMa
JeUeHUsl TyJIbC-Tepanmrel METWINPEAHU30JIOHOM C TOCIEAYIONUM TEepPEeXoAoM Ha
NepopaIbHBIA TIPHEM IIpernapara SBISETCS OTHOCHUTEIBHO XOPOIIO TMEPEHOCHMOW |
0e30MacHoi.

OTnenbHBIM ~ BOMPOCOM  SIBJIICTCS ~ DKOHOMHYECKas  Ierecoo0pa3HOCTb
NPUMEHEHUSI TPEUIOKEHHOTO HaMH TPOTOKOJIa TopMmoHansHOM Tepamuu HUC.
Crannmaptasiii kKype aedenust HatypanbHbiM AKTI B CIIIA o6xoautcst okomo 9 MiH.
373 Thicsiu pyOnen [77]. Croumocts 20 BBeaeHui Terpako3aktuaa paBHa 70000
pyOneii. Hamm paccuMTaHa CTOMMOCTBH JIEUEHMsI Halled CXEMOM U3 pacyera Beca

pebenka 10 xr, mo meHam mnpenapata B MockBe, u oHa cocTaBiseT 6450 pyOnei.
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[Ipeumy1IeCTBOM TaKXe SIBISETCS TO, YTO MOJYyYEHHas CyMMa pacmpejaeisierca Ha 6
MecsaueB. Crenyer OTMETHTb, YTO JICYEHHME [0 Hamed CcXeMe MpeanoJiaraet
TFOCHUTAIN3ALMIO JIMIIb HAa BpPEMs TOPMOHAIBHOW ITyJbC-TEPANlMA — S5 BBEICHUI,
TabneTupoBaHHas Qopma MpUHUMAETCA aoMa. [[1aHOBbIE BU3HTHI K AIHJIEHITOJOTY
HaIlllMMH TTaUEHTaMU OCYyIIECTBIIIOTCA 1 pa3 B 6 mec. [Ipu Tepanuu TeTpako3aKTHIOM
rocrnuranu3anus JgoikHa ObiTh He Menee 20 aneit (20 BBenmenuit). IIponecc mogdbopa
3¢ (HEKTUBHOTO aHTUAMUICITHYECKOTO TIpenapara MpeanoaaracT BU3UT K SMHICTITOJIOTY
nepes KakKJIbIM HOBBIM IIPENapaToM ¢ 4aCTOTOM OKoJIo 1 pa3za B Mecsn — 3 Mecsna.

Takum 00pa3oM, NpPEAsIOKEHHAsT HaMH CX€Ma TOPMOHAJIBHON ITyJlbC-TEPANHH
ABJIAETCS 00JIee SKOHOMUYECKU BBITOJHOM B CBSI3U ¢ 00Jee HU3KOM CTOMMOCTh CaMOT0
npenapar, CHWKEHHEM MPOJOKUTEIbHOCTH TOCHUTAIN3ANN, YMEHBIICHUEM YHCIIa
oOparieHuii Kk Bpayy. MOHO c/iesiaTh BBIBOJI, YTO MPEAJIOKEHHAS HAMH CXEMa JICUCHUS
ANWIENTUYECKUX  CHa3MOB C  IPUMEHEHUWEM  METWIIIPEAHU30JIOHA  SIBISIETCS
OTHOCHUTEJIbHO 0€30IacHOM, XOpOIIO NEPEeHOCUMOM, 3(PPEKTUBHON U IKOHOMHUYECKH
JIOCTYITHOM, 4TO MMOMOKET CBOEBPEMEHHO M 3(P(HEKTUBHO MPOBOAUTH JIEUECHHUE Y JAHHON

IPYINIbI HAIUEHTOB.
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BbIBO/1bI

1. DddekTuBHOCTh aHTHANUIIENITUYECKON Tepanuu y xaereit ¢ UC, He
accouuupoBanHbiMu ¢ TC gocraTouno muskas. Haubonee addextuBabpim ADII y neteit
¢ UC, accommmupoBannbiMu ¢ TC, siBnsercs Buradarpu (70,2%).

2. [To maHHBIM pEeTPOCHEKTUBHOIO aHaiu3a, 3¢dexktuBHOCTH Tepanuu C mo
HaIllell cXeMe ¢ MPUMEHEHHEM METHINpeaHu3oiona cpaBauma (20/38 umm 52,6%) c
> peKTHBHOCTBIO TeTpako3akTuaa (26/46 wmun 56,5%) (x°=5,8337, p = 0,2119)

3. B mnpocnexktuBHOU rpynmne cxema JjedeHuss MC MeTWIpeHU30JI0HOM
noctaTouHo dpdexktuBHa —y 16/23 (69,5%) (x2=13,652, p=0,0011).

4. HaubGonee uvacteiM 1mo6oyHbIM 3(h(PEeKTOM Tepanuu ObUIHA: BBIPAKEHHOE
0ecroKOMCTBO pedeHKa, MOBBIIICHHAsS BO30YIMMOCTh, YaCThIN 1J1ad, HA0Op MaccChl TeJa.
Hu y ogHoro peGeHka, noixy4aBiiero myJjabC-TEParnuio METHIPEIHU30I0HOM, HE OBLIO
3a()UKCUPOBAHO TSDKENBIX MOOOYHBIX SIBIICHUN, a TakKe HE ObLJIO CIydyaeB OTMEHBI
TOPMOHAIBHOM TEPANHH B CBS3M C IIOXOW MEPEHOCUMOCTHIO. Bee mobounbie 3ppexThr
OBLIM JIETKOM M CPEIHEW CTEMEeHH TSHKECTH U MPOXOIWIM TIOCIe 3aBEpIICHHs Kypca
JICUYCHUS.

5. [Ipn otTcnexMBaHMM KaTamMHE3a MAIMEHTOB HAMHU YCTAHOBJIEHO, YTO
pa3paboTaHHassT HaMH CXeMma JICUCHUS TMPOJAEMOHCTPUPOBAJIa HU3KUHA YPOBEHBb

PELHANBOB Yepes 6 Mecsues — 12,5% (n=2/16) (x*=0,5, p=0,4795).
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NNPAKTUYECKHUE PEKOMEHIAIIUN

1. Bcecem geTsaM ¢ 3a1epiKKO IICUXOMOTOPHOI'O Pa3BUTHS WIM C BO3ZHMKIIMM
perpeccoM B 3MOIIMOHAJIBHONU c(epe M MOTOPHBIX HABBHIKOB IMOKA3aHO MPOBEICHHE
35IeKTpo3HLEedamorpaMmbl cHa. D3I cHa He0OXOIUMO ITOW TpyMIe AETeH Jake B TOM
cilydae, €Clii y HUX HOpMaJlbHast pyTHHHas D01

2. Bceem netsim ¢ mH(GaHTUIBHBIME ClIa3MaMU W/WJM TurnicaputMueid Ha D00
1okasaso nposenenue MPT roysossHoro mosra.

3. JletsM ¢ uWHGQAHTUIBHBIMU CHA3MaMH, rurncaputMuein Ha O30 npu
OTCYTCTBUHU HU3BECTHOM 3THOJIOTMHU 3a00J€BaHUs MOKa3aHO MPOBEICHUE MOJIEKYISIPHO-
IFCHETUYECKOI0  MCCIIEAOBAHUA: IIaHENb  «HACIEACTBEHHBIC  DIWICIICUW»  WIH
KIIMHUYECKAW 3K30M, IMPU OTCYTCTBHM KIMHWUYECKH 3HAYMMBIX MYyTalWdWd IIOKa3aHO
CEKBEHHUPOBAHKUE '€HOMA.

4. Ecin y pebenka ¢ MHQaHTUIBHBIMU CIIa3MaMH €CTh MHOKECTBEHHBIE
CTUTMBbl JMC3MOpPUOTEHE3a WM TOPOKM PA3BUTHA JPYIMX OPraHOB U CHCTEM IpHU
YCIOBUM HOPMAJIBHOTO KapHOTHUIIA, MEPBBIM METOAOM T'€HETHYECKOro O0O0CIIeTOBaHMS
ABJISIETCS XPOMOCOMHBIM MUKPOMATPUYHBIN aHAIM3.

3. Tepanueit mepBoil JuHMM y JeTed ¢ WHGAHTUIBHBIMH CHAa3MaMH, He
ACCOLMUPOBAHHBIMU C TYOEpPO3HBIM CKJIEPO30M, JOJIKHBI OBITh KOPTHUKOCTEPOU]IHBIC
npenaparsl (Ipyu OTCYTCTBUM MPOTUBONOKA3aHUM ).

6. [lepBoit nuHueW Tepanuu y JAeTel ¢ WHPAHTWIHBHBIMH CIIa3MaMHU,

aCCOLIMMPOBAHHBIMU C TYOEpO3HBIM CKJIEPO30M, JOJKEH ObITh BUTabOaTpUH; MPHU €ro

HEeA((PEKTUBHOCTH WM HEBO3MOXKHOCTU €ro BBEACHUS — KOPTUKOCTEPOUIHbBIE
npenaparsl.
7. Bo3moxxHO mnpoBeieHHe KOMOWHHUPOBAaHHOW Tepanuyu BHUra0aTpUHOM C

KOPTUKOCTEPOUIHBIMU MpernapaTaMH.

8. PexomMeHmoBaHHasT HaMM cXeMma JICUCHHUS WH(GAHTHIBHBIX CITa3MOB:
METWINPETHNU30JI0H 1o cxeme: 30 mr/kr — 3 ans, 3atem 20 Mr/kr — 1 aeHs, 3atem 10
MI/K T — 1 J€Hb, ¢ TIOCIEAYIOIINM IEPEX0/IOM Ha MEepPOpaIbHBIA MPUEM Tpermapara B

J103€ 2 MI/KT/CYT B T€UCHHE OJHOM HeNelu, 3aTeM B J103€ 1,5 MI/KI/CyT B Te€UE€HHE TpeX
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MECSIIEB U Jajee C E€XKEHEACIbHbIM YMEHBIIEHUEM J03bI Ha 4 MIr KaxkIyIo
MOCJEAYIONIYI0 HENEI0 J0 OTMEHbl mnpenapara. [IpomomKuUTENbHOCTh Tepanuu
COCTaBJISIET B CpeaHEM O MecC.

9. Bcem netsM HE0OX0IMMO MPOBOAWTH KOHTPOJIb AJIEKTPOIHIIE(hATOTPaMMBI
cHa Ha (poHE rOPMOHATHLHOM Teparnuu He pexke YeM | pa3 B 6 MecsIIeB.

10. Bcem persim moBoautcs OKI' 10 Hayama mpoBEeAEHUS TOPMOHAJIBHOU
Teparuu.

I1. KiouHuyeckuii aHaiM3 KpPOBM M MOYM MOPOBOAUTCS JO Hayaia
FOPMOHAJIBHOM Tepanuu, 3areM | pa3 B 3 Mecsa A0 MOJHOM OTMEHbI TOPMOHAIBLHOM

TEparvu.
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CIIMCOK COKPAIIEHUI

AJl — apTepualibHOE TaBJICHHE

ADII — aHTHANIUIIENTHYECKUE TTPENapaThl

'AMK — y- aMmuHOMAcIIsiHas KUCJIOTa

BO3I'M — Bueo-231'-MOHUTOPUHT

MPT — maruutope3oHaHncHasi ToMmorpadus

P® — Poccuiickas ®denepanus

[MHC — uenTpanbHas HEpBHAs CUCTEMA

YCC — yacToTra cepIeUHbIX COKpAIICHUI

OKI - sanexrpokapauorpadus

9XO-KTI" — sxokapauorpadus

O9I" — anekrposHIedanorpadus

DP3 (cokpai. ot anri. Developmental Profile 3) — mikana npoduiis pazsutus, 3
U3/1aHue

TOSCA — MexTyHapOHBIA PETUCTP JETEH C TyOSPO3HBIM CKIECPO30M
NBJI — uckyccTBeHHast BEHTUISILUS JIETKUX

[IBJI — nepuBEHTPUKYISIPHAs JIEHKOTATHS

BXK — BHyTpHKEITyI0UKOBOE KPOBOU3IIUSIHUE

ILAE — MexayHapo/iHas qura 1no 6ops0e ¢ snuierncuen

AJIT — ananuHaMUHOTpaHCcepasza

ACT — acnapraTaMuHOTpaHcdepaza

JIAI" — nakraraeruaporenasa
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IIpuioxenue A

MOIH/I(I)H[[I/IPOBaHHLIe BapHaHTbI THIICAPDUTMHUN

1. CUHXpOHM3MPOBAHHBI BapHAHT TUICAPUTMHUU — JIOMUHUPOBAHHE
CUHXPOHU3UPOBAHHBIX MEJUICHHBIX (DOPM AKTUBHOCTU M OMIIaTepaIbHO-CHHXPOHHBIX
pa3psAI0oB MEJUICHHBIX MHUK-BOJHOBBIX KOMILJIEKCOB ¢ (popmupoBanuem au@dy3HbIX U
TE€HEPAIN30BaHHBIX Pa3psA0B, NPH 3TOM HE XapaKTepHO HAIMYKE PErHOHAIBHOTO
aKIeHTa WM JaTepalu3alud. OJTOT BapvaHT Oojee XapakKTepeH mJsi JeTed ¢

KpUINTOreHHou (opmoii cuaapoma Becta (pucyHok A.1).

Pucynok A.1 — CHHXpOHU3WPOBAHHBIM BapUaHT MOAU(PUITUPOBAHHON TUTICAPUTMHUH —
OunaTepaibHO CHHXpOHHBIE. KOMITIEKChI OCcTpasi-Me1JICHHas! BOJIHA, OCTPhIE BOJIHBI U

cniaiiku y pedenka 7 mecsa [22]

2. AccumeTpu4Hasi TUIICAPUTMUS XapaKTEPU3YETCS BBIPAKEHHOW M YCTOMYMBOU
YHWJIATEPAIbHOM aCUMMETPUEN aMIUIMTYAHBIX XapaKTEPUCTHK JOMUHHUPYIOLIEH
MEJYICHHOBOJTHOBOM ~ aKTMBHOCTM M CTENEHHM  BBIPAKEHHOCTH AU Y3HBIX

AMUICNTU(POPMHBIX H3MEHEHUH, T.€. YETKUM MpeoOjaaHueM SNuUiIenTU(HOPMHBIX
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U3MEHEHUH B OJHOM IIOJIyIIapuu TroJIoBHOro Mmosra. Hawubonee xapakrtepHa s

cuMnToMaTu4eckux ¢popm cuuapoma Becra (pucyHok A.2).

Pucynok A.2 — AccuMeTpuYHbIA BapuaHT MOAU(PUIUPOBAHHON TUIICAPUTMHUH —

SNUIeNTU(GOPMHASI AKTUBHOCTH YETKO PETUCTPUPYETCS B JieBoii remucepe [22]

3. T'uncaputmust c yCTOHYMBBIM (DOKYCOM CHANKOB WM OCTPBIX BOJH
XapaKTepU3yeTCsl BBIPAKEHHBIM YCTOMYUBBIM IpeobiiajaHieM (Kak aMIUTUTYIHBIM, TaK
Y KOJINYECTBEHHBIM) PETMOHAJIBHBIX CHAHKOB M KOMILUIEKCOB OCTpas-MeIJIEHHAs! BOJIHA.
OTOT THUN TUIICAPUTMHHU SBJISIETCS OCHOBHBIM BAPUAHTOM «CTPYKTYPHOM TUIICAPUTMUMY,
T.€. BCTPEYAECTCA INPU CUHApPOME Becra, BO3ZHUKAIOWIETO y IETEH CO CTPYKTYPHBIM

MopakeHUEM r0JIOBHOT'O Mo3ra (pUCYHOK A.3).



raoe

R P 9 YA \ A A f
A A AR AN "\ /' 1] : Mo A\ | s [ NS fis '\ N V
f! W/ -\- TAN R ‘\_!lk s \J '-,' RVAWN \V 'vl!ry‘ MA \[ \aif v "("\ /‘ J .\ v VNS WY
g Yy \S ¥l A/ » X p
‘t ol W p..\f_ VAR (’\’A (\ M)\-» ,\\‘/ J \'\/ ‘q (7 , \ /J»\./\. AN ‘, \;' v / —— 'L\f{"‘ /'.‘\,‘.

e A M/ / \ )u' [ r'( ’::‘ I v“““’? - N l‘./" ~. a .
ol l l\ ’:! I,. /1 w\/‘f// t - ‘.’J_ '\ \/1\’ b \t Jz}-‘/": ij:‘ 'l‘ ?\-“ w‘ 4;\\" f"‘ ", V\(A \J - \L 3 }f Faadh

0 L l'

Faaty 12008 ma M

recs ¥ -” /v‘ .\~

AN

Pucynok A.3 — Bapuant MoAM(pUIMPOBAHHON TUIICAPUTMHH C YCTOMUYUBBIM (DOKYCOM

OCTPBIX U MEJIJICHHBIX BOJIH (33 IHEBUCOYHO-3aThUIOYHAS 00JIACTh CIIpaBa U cjena) [22]

4. T'uncapuTmMusi € SNHU30JaMHU YIUIOIICHUS PUTMHUKH WIH MEPCUCTUPOBAHUE
«CYIPECCUBHO-B3PBIBHOTO» MaTTEpHA («suppression-bursty pattern, OT aHTJI. «BCIIBIIIKA
-noJaBieHue» ). JJaHHbII BapuaHT XapaKTepU3yeTcss HAIMYMEM B CTPYKTYPE U3MEHEHHM
OO0l mo Tumy THUICAPUTMHH TEPUOJIOB YTHETEHUS OHORIEKTPUYECKONW AKTUBHOCTHU
JIUIATEIIBHOCTBIO 1—4 Ccek., YepelyrommMXcs CO BCHBIIIKAMUA MEJICHHBIX BOJIH U MHUK-
BOJTHOBBIX KOMIUICKCOB. J[aHHBIM BUJ TUIICApUTMHUHU O0Jiee XapaKTepeH mJi JAeTei ¢
cunapoMmoM OTaxapa B aHaMHe3€ U ero TpaHchopmaireit B cuaapom Becra u y nereii ¢
panHuM ne0rToM (0 5 Mec.). B auHaMuke HaOMrOJaeTcsl MOCTENEHHBIM perpecc
«CYNPECCUBHO-B3PBIBHOIO»  MAaTTEpPHA IO MEpPE  3aBEPLICHUS  MUEIMHU3ALNHU
MOJIKOPKOBBIX 00pa3oBaHuii. Kak mpaBuiio, JaHHBIN MAaTTEPH MOJHOCTHIO MCYe3aeT K 1

rony (pucyHok A.4).
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Pucynok A.4 — Bapuant MoauuimpoBaHHOM TUTICAPUTMHUH (BCIIBIIIKA TOJABICHUS) —
B OTJIMYMU OT cuHApoMa OTaxapa UHTEPBAJIbI MEK]TY «BCIBIIIKAMI Pa3IMYHbIC,
HWHOT/Ia C BKIIFOUCHHUEM CJIa00 BRIPAKCHHBIX CITAHKOB U OCTPHIX BOJH Ha (OHE

YTHETEHUs aKTUBHOCTH (TIOKa3aHbI CTPENKOM) [22]

5. MOI[I/I(i)I/IIJ;I/IpOBaHHaﬂ TUIICAPUTMHUA C BBICOKO&MHHHTYHHOﬁ, aCHHXpOHHOﬁ
MCI[HGHHOﬁ AKTHUBHOCTBIO XapaKTCPU3YCTCA ,I[H(b(l)YSHBIM 3aMCOJICHUCM
6H03HGKTpH‘ICCKOI>’1 AKTUBHOCTHU C IIOBBIMICHUEM aMINIMTYJAbl MCIAJICHHBIX BOJH H
HaJIM4YucM 3HHH€HTH(1)OpMHOI>'I AdKTUBHOCTH  PCTHOHAJIbBHOI'O  HJIHK I[I’I(l)(l)YBHOFO

xapakrepa (pucyHok A.5).
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Pucynok A.5 — MeaJieHHOBOTHOBOW BapUaHT MOAU(PUIMPOBAHHON TUIICAPUTMUHM [22 ]

JlaHHBIE O YacTOTe BCTPEYAEMOCTH KJIACCUYECKOM U MOJIU(ULIMPOBAHHBIX
(dbopmMax rurncapuTMUU CyIIECTBEHHO M3MEHWINCH C TeueHueM BpemeHH. Kiaccuueckas
TUIICAPUTMUS B HACTOSIIIEE BPEMsI BCTPEUYAETCsl JOCTATOYHO PEAKO, Yalle HabIroaeTcs
OIMH W3 BapHaHTOB MOJIW(UIIMPOBAHHON TUIMCAPUTMHUU. DMWICITUYECKUE CIIa3Mbl
MOTYT HE COMNPOBOXKIAThCSl THUIICAPUTMHEN, a NIPOXOAUTh C Hecneuupuyeckon
MMIEeNTUGOPMHON aKTUBHOCThIO Ha D3I (OCTpble BOJIHBI, KOMIUIEKCHI OCTpas-
MenneHHast BojiHa) [55]. ITo manueimM Gastaut H. ot 1970 r., yactora BCTpeuaeMoCTH
KJIACCMYECKOM THIcapuTMuH coctaBuia 63%, monuduuupoannoit — 37%. [1o nanHeIM
C.O. AiiBazssma ot 1999 r. [1], TunuuyHas runcapuT™Mus Tpu cuHIpoMe Becta
BcTpevaercs B 21,8%, monudunuposannas — 78,2%. [lo mannsiMm K.}O. Myxuna Ha
2011 r., TunuuHasg runcaputMus — 16,7% oOciaenoBaHHBIX, pa3IMYHbIE BapHAHTHI
MOAU(PUIIMPOBAHHON TUTICAPUTMUH — 72,9%, Hanuure (POKaIbHBIX AMUIECOTU(OPMHBIX

U3MEHEHUH (HO HEe B BHUAEC MOAU(GUIUPOBAHHON TUICAPUTMHU C (HOKAJIHHBIM
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KOMITOHEHTOM) — 6,2%, MoiaHOe OTCYTCTBHE SmmienTu(GOpMHBIX M3MeHeHur — 4,2%.
Yucno GonMpHBIX ¢ M3MeHEHUsIMU Ha D3I, OTHOCAUIMMUCS K pa3MYHBIM BapHaHTaM
rurncapuTMuu, coctaBuio 89,6% (43 nanueHTa), COOTHOIIIEHUE CIIy4aeB OOHAPYKEHUS
TUIIUYHON ¥ MOAU(HUIIpOoBaHHOU runcaputmMun — 18,6:81,4% [20].
Cpenu Oo0nbHBIX C H3MEHEHHAMH Ha OOl mo Ttumy MoAU(PUIMPOBAHHON
TMIICAPUTMHUH OTMEYEHBI TAKHE €€ BapUAHTBHI:
— CHHXPOHHM3UPOBAHHBIM BapuaHT MoAU(UIMPOBaHHON runcaputTMun — 35,3%
Clly4aeB HaJIU4Usg MOAU(DUIIMPOBAHHOMN TUTICAPUTMUU;
— AaCHMMMETpPHUYHAs PETHOHAJIbHAS WIM YHUJIATepalbHas runcaputmus — 42,9%;
— TUICAPUTMUSA C MAPLHAIBHBIM KOMIIOHEHTOM — 45,7%;
— TUICAPUTMUS C IEPCUCTUPOBAHUEM «CYIIPECCUBHO-B3PBIBHOrO» narrepHa — 20%
CIIy4aeB.
[To nanueiM Pramote Laoprasert 3a 2011 r. [51], cpean OOJIBHBIX ¢ U3MEHEHUAMHU
Ha D0I" o Thmy MOAN(PUIMPOBAHHOW TUIICAPUTMHHU:
— CHUHXPOHHM3WPOBAHHBIA BapHaHT THrcapuTMuu — 35%;
— aCMMMETpPHUYHBbIN BapuaHT — 12%;
— C yCTOMYMBBIM (DOKYCOM CHAKOB WUJIU OCTPBIX BOJIH — 7%;
— C 3NU30JaMH YIUIOIIEHUS pUTMUKH — 11%);
— C BBICOKOAMIUIUTYAHOM, ACHHXPOHHOW MEJICHHOW aKTUBHOCTBIO — 26% [51].
Yacrota  BCTPEUaeMOCTH  PAa3JIMYHBIX  BapUaHTOB  MOJIU(MUUIMPOBAHHOM

TUTICAPUTMHUH, 110 TAHHBIM Pa3HbIX aBTOPOB, paznuyHa (Tabmuna A.1).



121

Tabmuua A.1 —YacroTa BCTpe4aeMOCTH Pa3IMYHbIX BAPHAHTOB TUIICAPUTMUU

BapuanT runcaputmun YacroTa BCTpeyaeMoCTH
Gastaut H., 1970 | AiiBazsan C.O., Myxun K.1O.,
1999 2011
Kimaccnueckas 63% 21,8% 16,7%
MopaudunupoBaHHas 37% 78.,2% 72,9%
BepositHee  Bcero, naHHas ~ BapuaOENbHOCTH  CBsi3aHAa € OOJBIION

BapHa6CJII>HOCTBI-O O9THOJIOTHYCCKHUX Q)aKTOpOB, INpUBOAANIMX K BO3HHKHOBCHHIO
SIHAJICIITUYICCKUX CIIa3MOB, U, KaK CJIICACTBUEC, Pa3HOPOJHOCTBIO BHYTPH I'PYIIIIbI ):[eTeﬁ C

SIMUICIITUYCCKHUMU CITa3MaMH.





