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Hcxoabl cusapoma Becma: 063op numepamypbl U co6cmBeHHbIe AaHHbIE

T.M. IlpsiryHoBa
Heeponoeuueckoe omoenerue 045 demeti ¢ NOPANCEHUEM YEeHMPANbHOU HePBHOU cucmembl U HapyuieHuem ncuxuku I'bY3 HO
«Huxcezopoockas obnacmuas demckas kaunuueckas 6oavrhuya»; Poccus, 603136 Huxcnuit Hogeopoo, ya. Baneesa, 211

Konumaxmeot: Tamosna Muxaiinosna Ilpsieynosa p-tanchita@yandex.ru

Cmambs nocesaujeHa AeueHuro U npoeHO3UPOBaHUIo ucxo006 cunopoma Becma. Ha ocnosanuu ananuza daHHsix aumepamypol U cOOCMBEHHbIX
OaHHbBIX BbINOAHEHbI OUEHKA I deKmUBHOCMU NeueHUs: U NONbIMKA NPOSHO3UPOBAHUS UCX0008 3a001e8aHUS C YHemOM AHAMHE3A, CeMUON0-
2uU NPUCMYnos u 8o3modcHocmeti mepanuu. Mznodxncena cmynenyamas cxema aeverus cundpoma Becma u oyenensi pezyssmamot npume-
HeHUs Pa3NuYHbIX NPEenapamos, GKA4Aas albnpoam, eueabampun’®, reeemupayeman, geHobapbuman, kaonasenam u monupamam. Om-
OenvHoe 6HUMAHUe YO0eaeHO oAU 20PMOHOMEPanuu, NPO0eMOHCMPUPOBAHA ee 8bicoKas Ipdexmuenocms. Boidenensl Haubosee 3Ha4UMble
npoeHocmuueckue Kpumepuu ucxoda dannoi namoaoeuu. Ha ocnoganuu danneix aumepamypul u co6CmMEeHHbIX OAHHBIX YCMAHOBAEHO,
umo npeduKmopamu HebAa2onpUsmMHo2o ucxoda cunopoma Becma seastomes cumnmomamuveckue opmol 3a001e6anus (cmpyKmypHas,
2eHemuyeckas, UHQeKYUOHHAs), NPUBHAKU HapYueHUs Hep8HO-NCUXU1ecko2o pasgumus do de6loma cnasmos, 8o3pacm debloma cnazmog
>8 mec, Haauuue Opyeux NPUCMYNO8 Kpome SNUAeNMUYEeCKUX CRA3MO08, He00X00UMOCMb NOAUMEPanUU aHMUINUAeNMUYeCKUMU npenapa-
mamu. [lamonoeus 6epemennocmu, nepuod adanmayuu, HeOHaAMAaNbHvle cyoopoeU, CMapmosds Mepanus U omeem Ha Hee He 8ce20a UMerom
3HA4eHue Npu NPOSHO3UPOBAHUU DEMUCCUU.

Karouesvie crosa: CUHapOM Becma, pemuccus, ncuxopeveeoe paseumue, npoeHo3uposarue ucxoaa, cOpMOHOmMepanus, anmusnuienmuvecKue

npenapamel, npeouKmopusl Ucxo0a

Jas yumupoeanus: [lpvieynosa T. M. Hexoodwvt cundpoma Becma: 0630p aumepamypot u coocmeentvie oanHvle. Pycckuil scypran demckoi
nesponoeuu 2019;14(4):8—16.

DOI: 10.17650/2073-8803-2019-14-4-8-16

OUTCOMES OF WEST SYNDROME: LITERATURE REVIEW AND OWN DATA

T.M. Prygunova
Neurological Department for Children with Disorders of the Central Nervous System and Mental Disorders of the Nizhniy Novgorod
Regional Children’s Clinical Hospital; 211 Vaneeva St., Nizhniy Novgorod 603136, Russia

The article is devoted to the treatment and prediction of outcomes of West syndrome. The analysis of literary and own data was carried out.

Was estimated the effectiveness of treatment and predicted the outcomes of the disease by data of anamnesis, seizures and the possibilities of
therapy. The article presents a stepwise scheme for the treatment of West syndrome and evaluates the results of the application of various drugs,

including valproic acid, vigabatrin®, levetiracetam, phenobarbital, clonazepam and topiramate. Special attention is paid to the role of hormone
therapy, demonstrated its high efficiency. The most significant prognostic criteria for the outcome of this disease are identified. These criteria
are based on literature and our own data. Predictors of an adverse outcome of West syndrome include: symptomatic forms of disease (struc-
tural, genetic, infectious), impaired neuropsychological development before onset of epileptic spasms, age of spasms onset more than § months,

the presence of other seizures types in addition to epileptic spasms, the need for polytherapy of antiepileptic drugs. The pathology of preg-
nancy, the period of adaptation, neonatal seizures, starting therapy and the response to it are not always important in predicting remission.

Key words: West syndrome, remission, mental development, prognosis of outcome, hormone therapy, antiepileptic drugs, predictors of outcome

For citation: Prygunova T. M. Outcomes of West syndrome: literature review and own data. Russkiy zhurnal detskoy nevrologii = Russian
Journal of Child Neurology 2019;14(4):8—16. (In Russ.).

BseneHue anexkTposHuedanorpamme (BDI) B Buae rurncapuTMmun
CungpoM Becta — miameHdyeckas snujenTuyeckas 1 3aePXKKOM IICMXOMOTOPHOTO pa3ButTus [2, 9]. JlaHHBII
sHIIedaTonaThs, XapaKTepU3yIOIIascsa TPUAIO CUMII-  OWArHO3 MOXET OBITh TaKXKE YCTAHOBJICH MPU HAIMINU

TOMOB: MH(PAHTWILHBIMU CITa3MaMU, U3MEHEHUSIMU Ha 2 MPU3HAKOB U3 3 mepevyncieHHbIX [2]. 3aboeBaeMOCTb

*[1pemnapaT He 3aperucTpupoBaH B PD.
*The drug is not registered in the Russian Federation.
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cocraBisgeT okoyo 2—3 ciaydaeB Ha 10000 XUBOpOXIEH-
HBIX ¥ MpeolianaeT y aeTeil mepsbix 6 Mec xkusHu [22, 32].
Llenpro Tepanum ciayXat KynmipoBaHUE IIPUCTYIIOB, OJIO-
KMPOBaHNE MHTEPUKTAILHOM! 3MMIenTU(OPMHOMN aKTUB-
HOCTHU U yJIyUYIIEeHWE IICUXUIECKOTO Pa3BUTHUS peOeHKa
[8, 16]. B neyenuu cunapoma Becra ncronp3yor MeanKa-
MEHTO3HYIO Tepamnuio, KeTOTeHHYIO TUETy U XUPyprude-
CcKoe BMeaTenbeTBo [12, 14, 17, 31]. HecmoTpst Ha 601b-
11O MUPOBOI OIIBIT JICYCHUSI, HE CYILIECTBYET €AUHOTO
MOJX0/Ja K BEIOOPY mpernapara 1-if JTMHUK, 103 Ha3Hava-
€MBIX CPEJICTB U MPOJOKUTEIbHOCTH Teparuu [24, 30].
Ucxonwl y neteit ¢ cunapomoM BecTa pa3nnuHbI U 3aBUCST
OT MHOXecTBa ¢akTopoB [21, 27].

I1pu ananm3e ormyOJMKOBAHHBIX PE3yIbTaTOB UCCIe-
JIOBaHWI MOXHO BBIICIUTH IPOTHOCTUYECKN 3HAYMMBIC
daxkTopsl Mcxona cuHapoma Becra. B nepBylo ouepenn
3TO 3THoJIorndyeckue dakTopbl. Hambosee pacrpo-
CTpaHEHHBIMU IIPUYMHAMHU CUHApoMa Becra ciyxar
IepUHATAJbHBIC TTOPaXKeHUSI HEPBHOM CUCTEMBI U 1Ie-
pebpanbHbie MaabdopMaiy. Ty0epo3HbIi CKIIEPO3 BBISIB-
Js110T B 6—8 % ciryyaeB. Ocoboe MeCTO B 3TUOJIOTMYECKOM
CTPYKTYpeE 3aHUMAIOT TeHeThudeckue ¢opMbl CMHApOMa [7,
13, 15, 20, 28, 33].

Bonpiioe 3HaYeHWE MpU IMIPOTHO3MPOBAHUU MCXOIA
3a00JIeBaHUSI UMEIOT BO3pacT JebloTa M HaJIMUKMe HEBPO-
JIOTUYECKOTo neduiinTa 10 MosBlIeHus cria3mos [1, 7, 10,
28, 29, 33]. Hemanoe KOau4ecTBO pabOT IOCBSIICHO M3-
YYECHHUIO MPOTHOCTUYECKOM POJIM THIIA CITA3MOB, a TAKXKE
MIPUCTYIIOB, BO3HUKAIOIINX 10 WX ITOCJIe Ne0ioTa cra3-
MoB [7, 10, 23, 28, 33]. [losiBaeHnEe TUIICADUTMUU U €€
0oJIBIIIasT TIPOIOJKUTEIBHOCTD TaKXKe SBIISIOTCS KpaiftHe
HeOMaronpuaTHBIMU (haKTOpaMU IIPU OIIPEASACHUHN TIPO-
ruosa cunapoma Becra [1, 15, 19, 23, 25, 26]. HauboJee
3HAYMMBIM IIPOTHOCTUYICCKUM KPUTEPUEM SIBJISIETCS CBOE-
BPEMEHHOCTh M 3(P(PEKTUBHOCTD JIeUeHUs . BLIOOp Ipe-
mapara 1-i TUHAM, OTBET Ha HAYajo Tepaluu, a TaKKe
IIPOIOJKUATETLHOCTD IIEPHOIA OT YCTAHOBJICHMS TUAarHO3a
o Havana tepanuu [3, 4, 5, 11, 18, 20, 28, 33].

Hauboiee KpyImHBIM KccliefoBaHUeM cUHApoMa Becra
cayxut padota R.S. Riikonen (2001), B KOTOpOIi IIPOBO-
IWJIOCH TMHAMMWYEeCKOoe HaOJoaeHe 3a Ipymmnoi us 214
nereit B redueHue 20—35 et WM 40 JETAIbHOIO MCXO0aa
[29]. ABTOpOM OBLT OIMCaAH PSII KPUTEPHUEB, KOTOPHIE MOXK-
HO CYMTATh IPOTHOCTHYECKU OJIATOIPUSITHBIMU: KPUIITO-
TeHHasT 3TUOJIOTHsI, BO3pacT Havaa 3aboeBaHus >4 Mec,
OTCYTCTBHE aTUITMYHBIX ¥ (DOKATILHBIX IIPUCTYIIOB, OTCYTCT-
BHE aCUMMETPUYHBIX M3MeHeHUT Ha DT, paHHee Hayauo
JIeYeHUsI, paHHUI ¥ CTOMKMI OTBeT Ha Tepanuio. BMmecte
C TeM HCCJICMOBAaHME IT0KA3aJI0, YTO OJIarOIPUSITHBIN MC-
XOII MOXET OBITh JOCTUTHYT HE TOJIBKO ITPY KPUIITOTCHHOM
¢dopmMe 3a00J1eBaHUS, a O IIPOTHO3E MOXKHO FOBOPUTH YXKe
MpU IEPBOM KIIMHUYECKOM OCMOTpe nauueHTa [21, 28].

Ilean uccienoBanus — BBISIBJICHUE ITIPOTHOCTUYECKIX
KpUTEpHEB Mcxona cuHapoMa BecTa ¢ yaeTom aHamHe3a,
CEMMOJIOTUH IIPUCTYIIOB X BO3MOXHOCTEH Teparuu.

Mamepuanbl u Memopibl

MarepuanomM ucciaegOBaHUs CIYXWIM JaHHbBIE Ka-
TaMHe3a (YaCTUYHO JaHHBIE UCTOPUiA Ooe3Hn) 82 meTeit,
MMPOXOAUBIIMX oOcJiemoBaHue U JieueHne Ha 6a3ze I'BY3
HO «Hwmxeroponckast obnacTHas AeTCKas KJIMHUYECKas
o6onpHULA» B epron ¢ 2000 mo 2018 r. Bo3pact nereit
BapbupoBai or 6 Mec 1o 16,5 roga. CooTHoIIEHNE TTa-
IIMEHTOB MYKCKOI'0 M XXEHCKOTO ITojia coctaBuiio 52:30.
B 74 % cnydyaeB BbISIBIIEHa cUMITOMaTtudeckas dopma
3a00J1eBaHMS (CTPYKTYpHasl, TeHETUIeCcKast, MH(PEKIIMOH-
Has), B 24 % ciy4aeB 3THOJIOTHsI HE YCTaHOBJIEHA (110 IIpe-
IBIIyIIei KiaccuuKalluy — UAUOIAaTUIeCKe (pOpPMBI)

(puc. 1).

1(2%)

[ HeonatanbHas natonorus: rumoKcuuecku-ueMuyeckan SHuedanonarua (13 cnyuaes) +
remopparuyeckuit HCynbT (BHYTpUXeNyA0uKoBoe kposousnuanme) (10 cnyyaes) +
runoraukemus (2 cnyyan) + sHuedanur (2 cnyyan)/Neonatal pathology: hypoxic ischemic
encephalopathy (13 cases) + hemorrhagic stroke (intraventricular hemorrhage) (10 cases) +
hypoglycemia (2 cases) + encephalitis (2 cases)

[7] CrpyKTypHble aHoManuu: GoKanbHas KopTukanbHas Jucniasus (3 cyuan) -+ BpoXaeHHbIe
nopoKu pa3sutua (7 cnyyaes) + cunapom Aitkapaw (2 cnyvas)/Structural anomalies: focal
cortical dysplasia (3 cases) + congenital developmental disorders (7 cases) + Aicardi syndrome
(2 cases)

. Ty6epo3Hblit cknepo3 (8 cnyuaes)/ Tuberous sclerosis (8 cases)

I TeneTuueckue GopMbi: HaCTeACTBEHHbIe Gonle3HM 06MeHa BellecTB (6 Cyuaes) + MyTaLua
SCNTA (1 cnyvait) 4+ myTauma MTHFR (1 cnyyait) + xpomocomuas natonorus (46 XY add16q)
(1 cnyvait) + cunppom Munnepa—[ukepa (1 cnyyait)/ Genetic forms: inherited metabolic
diseases (6 cases) + SCN1A mutation (1 case) + MTHFR mutation (1 case) + chromosomal
pathology (46 XY add16q) (1 case) + Miller—Dieker syndrome (1 case)

. MocnepcTBuA YepenHo-Mo3roBoil TpaBMbl (1 cnyyaid)/ Consequences of brain injury (1 case)

. MenunrosHuedanut (3 cnyyan)/Meningoencephalitis (3 cases)

Puc. 1. Cumnmomamuueckue gpopmvr cundpoma Becma
Fig. 1. Symptomatic forms of West syndrome
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IIpu olieHKe aKyllIepCKOro aHaMHe3a IaTOJIOTUS
OepeMeHHOCTH BhisiBIeHa y 87 % JeTeii, MaToJIOrusl po-
OB — y 28 %, Hanmnune HeOHATAIbHBIX cyaopor —y 29 %
(u3 Hux 50 % nosyyany aHTURIWICITUYECKYE ITpenapaThl
(ADII)). ¥V 28 % nmaumeHTOB OlieHKA IO IKaje Anrap
MPY POXKIECHUN HE MpeBbIiana 6 6amnos. o nebora nH-
(baHTUIIBHBIX cTIa3MOB Y 44 % neTeil pa3BUTHE COOTBETCT-
BOBAJIO BO3pacTHOM HOpMe, 51 % He uMeIu 04aroBoOit
HEBPOJIOrMYeCKOi maToysoruu. I1o JaHHBIM KaTaMHe3a
BBISIBJIEHO, 4TO Y 32 % OeTeil perucTpUpOBalMCh Ka-
KMEe-JIMOO MPUCTYIMbI 10 Ae0I0Ta 3MUIENITUYECKUX CIla3-
MOB, 26 % nony4yanu ADII no gebora cria3mMoB.

IIpoBemneHa orieHKa Bo3pacTa ae0ioTa Cria3MoB (puc. 2)
U HUX XapaKTEPUCTUK C IIOJCYETOM KOJIMYECTBA CIIa3MOB
3a cyTKH (puc. 3). OTMeYeHO 3HAYUTEILHOE ITpeodIagaHe
dnekcopHbix (78 %) cepuitHbix (90 %) CUMMETPUYHBIX
(67 %) cnazmoB. Ha D3I B 66 % city4aeB perucTpupoBain
runcaputMuio (y 13 % nereit HeT naHHBIX) U B 13 % — de-
HOMEH <«BCIIbIIIKAa—cynpeccust». ¥ 90 % nmereir oTMedyeH
perpecc pa3BuTH B 1e0roTe cria3mMoB. B 77 % city4aes crias-
MBI ObLIM HE eAMHCTBEHHBIM TUIIOM HNpUCTYIIOB. [Ipenmy-
LIECTBEHHO PETUCTPUPOBaIUCh okaibHbie (25 %) u 6u-
JlaTepalibHble TOHMKO-KJIOHUYecKre Mpuctymbl (10 %);

B 65 % ciydaeB IPUCTYIIbl HOCUIM ITOJIMMOPMHBIIA XapaK-
tep. [logpoOHas xapakTepUCTUKaA UCCACIYeMOU TPYIIIbI
npeacrapiaeHa B TabJr. 1.

OmHUM 13 aHAIM3UPYEMBIX IIapaMeTPOB OBLIN CTPYK-
TypHBIC U3MEHEHUSI TOJIOBHOTO Mo3ra. Ha puc. 4 rtokaza-
HO pacIIpeie/IeHre AeTeit 1o 3ToMy KpuTeputo. OTMedeHO,
4yTO JIulIb Y 9 % MalyeHTOB 110 JaHHBIM HeHAPOBU3YaIv-
3aLIMU TIATOJIOTUHU BBISIBJICHO HE OBLIO.

IIpu onieHKe CBOEBpEMEHHOCTH Havajia TepaIiy BbI-
SIBJICHO, YTO OOJIBIIIMHCTBY AeTel MeINKaMEHTO3HOE JIeue-
HUe Ha3HavyaJu CITycTs 2—4 Hel ¢ MOMeHTa J1e0roTa crias-
MOB, TIPY 3TOM 4acThb AeTeil yxke mmoaydanu ADII B cBs13n
C SMWICTITUICCKUMU TPUCTYIIAMK IPYTOro Xapakrepa,
BO3HUKIIIMMHU 0 AebioTa cra3mMoB (puc. 5). B kauecr-
Be Tepanuu 1-il TMHUU IPUMEHSUIN MPEUMYIIEeCTBEeH-
Ho Basbnpoar (73 %), B 4 % ciyyaeB — (eHOGApOUTAT,
KOTOpBII Ha3HAYaIM eIll¢ B HEOHATAJbHOM IIepHUOE.
VY 11 % nanueHTOB B Ka4eCTBE CTAPTOBOI Tepanuy Ha3Ha-
YyaJu JieBeThparneTaM. Takke B peIKUX CIydasx JIeUeHue
HauYMHaJIM C IIpueMa KJoHasemnama (2 % ciiydaes, JaH-
Hele 2001 r.), kapbamasernusa (1 %) u Tonupamata (2 %).
BurabaTpuH B MOHOTepaliMM Kak Iipernapar 1-i JUuHUU
npuMeHsun B 5 % cinydaeB. KoMOMHUPOBaHHYIO TEPAIIiO

10 10 10
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Puc. 2. Bospacm debroma cnazmog

Fig. 2. Age of onset of spasms
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[ Enuuunbie/Single Il [o500/Upto500

] Roso/tptoso [ ] bescuera/Countless

. N0 100/Up to 100 . Het pauHbix/No data

Puc. 3. Koauuecmeo cnazmos 6 cymku

Fig. 3. Number of spasms per day

Ta6auua 1. Xapaxmepucmuxa nayuenmoe

Table 1. Characteristics of the patients

Characteristic

TTaronorust 6epemeHHOCTH, %

4

B pe3yJbTaTe IPUCOEAMHEHUS MpenapaToB 1-il TUHUK
nosryyaau 27 % nereii.

IIpu neyennu cuHapoma Becra yacTto mpUMeEHSIOT
TOPMOHAJIbHYIO Tepanuio. B JaHHOM ucclief0BaHUU TOJIb-
KO 32 % neteii He MOJIy4Yaayd FOPMOHANIBHBIX IIPEapaToB,
54 % nauMeHTOB IOJYYMIU KYpC IeKcaMeTa30Ha BHY-
TPUMBIILIEYHO, 7 % — CMHAKTEH JErO BHYTPUMBIILIEYHO,
5 % — xopted peros,2 % — NPeIHU3OJIOH per 0S.

YV 76 % neteii K NedyeHUIO ObUTM JOOABJIEHBI IpeIa-
paThl 2-ii tMHUU, y 52 % — 3-ii TMHUU Tepaluu, a Jajlb-
Helmas Koppekunst KomouHanun ADIT morpeboBaiach
y 44 % nauueHToB. [1oBTOpHbBIE KYpChl TOPMOHAIBHOM
Tepanuy ObUIU POBEAEHEI B 26 % ciydaes.

Pe3ynbmambi

B pesysibraTe mpoBOAMMOIi Tepauy JOCTUYb PEMUCCUN
C KyITMPOBaHMEM BCeX BUIOB ITPUCTYIIOB yaaiock B 30 % ciy-
yaeB. Cria3aMbl ObUTH ITOJTHOCTBIO KYIIMPOBaHbI Y 54 % maiu-
€HTOB (C COXpaHEHUEM IPYTUX BUIOB IIPUCTYIOB). Y mamm-
€HTOB C CUMITTOMaTUYeCKMMU hopMaMiu cuHapoMa Becra
yacToTa Ky[MpOBaHMsI CriasMoB coctaBuia 48 %, yacrora
JOCTVDKeHUsT peMuccuu — 21 %; y MalueHTOB C Hen3BeCT-
HOM 3THOsI0rMEl 3a00eBanust — 71 1 57 % COOTBETCTBEHHO.

B pesynbrare Tepanuu 1-if IMHUM ¢ IPUMEHEHUEM
MpenapaToB BAIBIIPOEBOM KUCIOTHL B MOHOTEPAIIAKM CTOM -
Kuii apdext monyueH y 9 % nauuenToB. B pesyibrate

Disease of unknown etiology
(A0

Symptomatic disease (n = 61)

Pregnancy pathology, % 84 81
TIpexneBpeMeHHbIE ponbl*, % 36 5
Premature birth*, %
OreHKa 110 mKayie Anrap <6 6amios**, % 33 10
Apgar score <6**, %
HeonaranbHbie cynoporu***, % 34 10
Neonatal seizures™**, %
Hanuuue Apyrux TUIMOB MPUCTYIOB 10 AebioTa crna3moB, %

- . 31 33
Presence of other types of seizures prior to onset of spams, %
Hanuuwne snunentudopMHO aKTUBHOCTU
Ha 3JIEKTpOsHIIearIorpaMme 10 Ae6ioTa cria3mMoB, % 16 5
Presence of epileptiform activity on the encephalogram prior to onset of spams, %
HopmanbHoe HepBHO-IICUXUYECKOE Pa3BUTHE JI0 Ae0I0Ta cria3MoB*, %

. » 33 76
Normal motor and mental development prior to onset of spams*, %
OuaroBasi MaToJIorus 10 AeO0Ta cra3MoB™***, % 56 24
1 sokok

Local pathology prior to onset of spams***, %
MaxkcumanbHbIi IEPUOJ OT YCTAHOBJAEHMS TMAarHo3a 10 Hayaia
JICYCHHUS, MEC 54 15

Maximal time from diagnosis to start of treatment, months

—_
[a—
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Oxonuanue mabn. 1
End of table 1

Disease of unknown etio

Symptomatic disease (n = 61) (n=21)

TIprieM aHTUANMIEITUYECKMX TIPEIApaTOB 10 Ae0I0Ta cria3MoB**, % 30 10

Introduction of antiepileptic drugs prior to onset of spams**, %

®rekcopHble criasmbl, %
Flexor spasms, %

TuncaputMus Ha seKTposHLedaTorpaMmme***, %
Hypsarrhythmia on encephalogram***, %

DoxkanbHas aMIeNTH(HOPMHAsE aKTUBHOCTD, %
Focal epileptiform activity, %

*p <0,001.
**p <0,05.
xxxp <0 0],

79 76
61 24
23 14

[ Orcyrcraue ovarosoit natonorun/
The absence of focal pathology

[ Lnddysuoie nsmenenus/Diffuse
changes

JlokanbHble u3meHeHua/

Il Her nannbix/No data
Local changes

Puc. 4. Usmenenus na MaZHumHO-peS’OHaHCHOﬁ momoepamme 20/108H020
Mo3ea

Fig. 4. Changes in the magnetic resonance image of the brain

npucoeqrHeHYsI K ADI1 TIIIOKOKOPTUKOCTEPOUIOB YIATIOCh
JIOCTUYb PEMUCCUU cIa3MOB y 18 % neteit. Y 65 % mauu-
eHTOB 3 (eKT HOCUII BpeMeHHBIN XapakTep. Y 12 % nereit
MPpUMEHEHNE TOPMOHAIBHBIX IIPETAPATOB He A0 HOJI0XM -
TEJIBLHOTO pe3yibrara. bosbias 3¢ GeKTUBHOCTb TOPMO-
HaJIbHOM TE€PAIMK BbISIBIEHA B IPYIIIIE MALIMEHTOB C CUMII-
ToMaTJecKoi (hopMoii cuHapoMa BecTta, rie mpuMeHeHne
FOPMOHAJILHOM TePaIiu IIPUBEIO K KYITMPOBAHMIO CIIA3MOB

B 38 % cnyuaeB, U B IpyIlIe MALMEHTOB C HEU3BECTHOM
STHOJIOTUEN 3a00JIeBaHMS, THe MOJIOKUTEIBbHBIN 3P deKT
JOCTUTHYT B 29 % ciydaes.

JnutenbHas peMUCcCUsl ObUIa JOCTUTHYTA M COXPaHsI-
J1ach Ha (hoHe MOHOTepanuu B 28 % city4yaeB, Ipu JeYeHUN
2 npemnaparaMu — B 52 %, npu npyMMeHeHuu 3 Ipernapa-
ToB — B 12 %. OtMeHuTh ADII ynanock y 2 (8 %) nerei.

TurncapuTMmus B mpolecce pocta pedbeHKa U KOppeK-
LMK Tepaluu IpeTepleBasa U3MEHEHUS B MYJIbTUpPE-
ruoHaspHy0 (27 % cnyvaeB), peruoHanbhHylo (38 %)
¥ 1uddy3Hyio snuaentudopMHYI0 aKTUBHOCTD (15 %).
V 10 % mauneHTOB TUIICAPUTMUS COXPAHSIETCST B IMHA-
MuKe, Y 6 % snunentudopMHas akTUBHOCTh HE peru-
ctpupyercs, y 4 % nereil HET JaHHBIX 00 M3MEHEHMSIX
Ha DOI. Y 13 % nereil perucTpupoOBaIOCh MEPUOIAYE-
CKOe perHoHalbHOe 3aMmemieHue. [Ipy 3ToM Ha pa3HbIX
BO3pacCTHBIX 3Talax y OJHOIO U TOro Xe pebeHKa Moria
PErMCTPUPOBATHCS AU TU(GOPMHAsE AKTUBHOCTh pa3-
JIMIHBIX BUAOB (nucdy3HAI U peruOHAIbHAS, C IIEPHO-
INYEeCKUM PEeTMOHAIbHBIM 3aMeIJICHUEM I 0e3 HEero).

KoMmneHcupoBaHHOE MOTOpPHOE pa3BUTHE OBLIO
OTMEYEHO JOCTOBEPHO Yalle y IETE C HEU3BECTHOU
aTuosiorueit 3aboneBanus (67 %) B cpaBHEHUU C CUM-
nTomMatudyeckumu popmamu cunapoma Becra (31 %,
p <0,01). IIpu onmeHKe KOMIIEHCAIIUU TICUXUIECKOTO
Pa3BUTUS TOCTOBEPHBIX PA3IM4Mii B IPyIIax He MOJy-
YeHO, XOTS YacTOTa ObLIa BEIIIE y JeTel C HEM3BECTHOM
aTHooTUel 3aboseBanus (14 %), 4eM TIpU ero CUMII-
ToMaTudeckux dopmax (2 %). [Ipu 3TOM I1OCTOBEPHO
yalie y JeTeil ¢ HeM3BeCTHOM 3THOI0rueit 3a001eBaHUs
dopMUpOBaIUCh AyTUCTUKOIIOAOOHbIM cuHaApoM (43 %
npotuB 15 % npu cumntTomMaTudeckux gopmax, p <0,05)
u nepexon B cuHapom Jlennokca—Iacro (19 u 2 % coort-
BETCTBEHHO, XOTS JOCTOBEPHBIX PA3IMYMii 110 TAHHOMY
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Yucno gereir/ Number of children

Puc. 5. Bpems om debroma cnazmos 0o Havasa mepanuu
Fig. 5. Time from onset of spasms to start of therapy

rnmapameTpy He noJiydeHo). JlocTtoBepHO pexe HeBpOJIO- B Tabn. 2 mpencraBneHa 3aBUCUMOCTb YacCTOTHI J10-
TUYECKUI Ne(PUIIUT OTMEYaIN Y NEeTeil C HEM3BECTHONW  CTUKEHMSI PEMUCCHUU OT pa3IuuHbIX (pakTopos. B tab. 3
STHOJIOTHEN 3ab0oyieBaHug — 57 % mereil 6e3 04aroBoil MpeACTaBIeHbl JaHHbIE O YACTOTE JABUraTEIbHBIX U KOT-
MMaToJIOTu B cpaBHeHUU ¢ 10 % B TpyIIie ¢ CUMIITOMa-  HUTUBHBIX HAPYIICHWI B 3aBUCUMOCTU OT MOCTHKCHUS
THIecKoit popmoii cuHapoMa Becra (p <0,001). PEMUCCUM.

Taomua 2. Yacmoma docmudicerusi peMUcCUul 8 3asUCUMOCMU OM PasAu4HbIX gakmopos, %
Table 2. Remission rate depending on various factors, %

Characteristic Remission achieved Remission not achieved

IlaTonorust 6epeMeHHOCT 8 43
Pregnancy pathology
IlaTomorust pomos
Delivery pathology 26 29
HeonaranbHbie cynoporu 21 36

Neonatal seizures

OneHka 1o mkaie Arrap <6 6ajuioB
26 31
Apgar score <6

Hanuaue npyrux TMIIOB MPUCTYIIOB 10 1e0I0Ta CIIa3MOB 97 13
Presence of other seizure types prior to onset of spasms

HopmanbHoe HepBHO-TICUXUYECKOE PA3BUTHE
110 ne6roTa cra3mMoB* 44 20
Normal motor and mental development prior to onset of spams*

—_
w

s O pUTUHANDbDHDLE
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Characteristic

OuaroBag IaToJIOTHUS a0 z[e610Ta CI1asMOB
Local pathology prior to onset of spams

TTpuemM aHTUBMWIENTUYECKUX MTPErapaToB
10 1e010Ta Cria3MoB
Introduction of antiepileptic drugs prior to onset of spams

CHUMMETpUYHBIE CITa3MbI
Symmetrical spasms

Menee 100 crma3MoB B CyTKH
Less than 100 spasms per day

JleGroT cra3MoB 10 4 Mec
Onset of spasms prior to 4 months of age

Je6roT cria3MoB B 4—8 Mec
Onset of spasms at 4—8 months of age

JleGroT cria3MoB Tociie 8 Mec*
Onset of spasms after 8 months of age*

Hauaio neyeHus B TeueHue 1 Mec ¢ MOMEHTa

nebrTa crna3MoB
Start of treatment in the 1 month after onset of spasms

Tlaronorust 3peHms**
Vision pathology**

ITaTomorus cimyxa***
Hearing pathology***

M3MeHeHnsT Ha MAarHUTHO-PE30HAHCHOM
TOMOIpaMMeE
Changes on the magnetic resonance images

TurncaputMust Ha 3/1eKTpo3HLIehaTorpaMmme
Hypsarrhythmia on encephalogram

IIpuMeHeHe TOPMOHOTEpAITI
Use of hormone therapy

BAddekT oT cTapTOBOI Tepanyu MpernaparamMmu
BaJIbIIPOEBOI KUCIOTBI
Effect from starting therapy with valproic acid drugs

CraproBasl Tepanysi BATabaTpHMHOM
Starting therapy with vigabatrin

IIpucoenuHeHre APYruX TUTIOB MPUCTYIOB™
Addition of other types of seizures*

TTonmurepanms**
Polytherapy**

*p <0,05.
**p <0,01.
*xxp <0001,

CHILD
NEUROLOGY

4

OxoHnuanue maba. 2
End of table 2

Remission not achieved

Remission achieved

28 33
30 31
33 26
33 26
24 33
38 17
10 33

27 (HeT meTeil ¢ KOMIIEHCUPOBaH-
HBIM IICUXOPEYEBbIM 1 MOTOPHBIM
DPa3BUTHEM)

27 (no children with compensated
mental, verbal and motor development)

39 (u3 Hux 14 % ¢ KOMITEHCUPOBAH-
HBIM TICUXOPEYEBbIM 1 MOTOPHBIM
pa3BUTHEM)

39 (among them 14 % with compensated
mental, verbal and motor development)

17 45
0 64

28 (mucdysubie 24 %,
JIoKaJbHbIE 43 %) 57

28 (diffuse 24 %, local 43 %)
30 35

38 (cuHakTeH geno 9 %,
nekcaszoH 73 %, kopred 11 %,
MpeTHU300H 7 %)

38 (synacthen depot 9 %, dexasone 73 %,
cortef 11 %, prednisolone 7 %)

28 (cuHakTeH gemno 12 %,
nexcaszoH 82 %, kopred 6 %)
28 (synacthen depot 12 %, dexasone
82 %, cortef 6 %)

8 (IIpu 3TOM cria3mMbl KYITMPOBaHbI
B 18 % ciyuaeB) —
8 (spasms stopped in 18 % of cases)

25 (TIpu 3TOM CTIa3MBbI KYITUPOBAHBI

B 25 % ciy4aeB) —
25 (spasms stopped in 25 % of cases)

24 55

11 40
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Taomua 3. Yacmoma 0sueamenbHbix U KOSHUMUBHBIX HAPYUICHUTL
6 3asucumocmu om docmudicerust pemuccuu, %

Table 3. Rate of motor and cognitive disorders depending on
achievement of remission, %

Remission
is not achieved

Remission
is achieved

Characteristic

KoMneHcrupoBaHHOE MOTOP-

HOE pa3BUTHE™ 7 27
Compensated motor

development*

KOMI'[CHCI/IpOBaHHOC TICUXU-

YECKOE pa3BUTHE 12 2
Compensated mental development

OrtcyrcTBUe peun™ 16 79
Absence of speech*

AyTUCTUKOTIOAOOHBIA

CUHIPOM 20 23
Autism-like syndrome

Cunnpom JlenHokca—TIacto 4 7

Lennox — Gastaut syndrome

*p <0,001.
e

06cy:xneHue

CornacHO NoJlyYeHHBIM pe3y/IbTaTaM 9acToTa JOCTH -
XKEHUSI PEMUCCHU OblIa HIDKE MPU CUMITTOMATUYCCKUX
dopmax cuHapoma Becra, 4TO KOppenupyeT ¢ TaHHBIMU
3apy0exXHBIX ccienoBanuii [1, 7, 15, 20, 29].

VY nmereit ¢ cuMnroMaTuueckoil (popMoii cuHIpOoMa
Becra B anamHe3e yalle BCTpedaeTcs yKa3aHUe Ha IIpe-
XKIeBpPeMEeHHBIE POIbI, HEOHATAIbHBIC CYIOPOTH, HAIMYILE
0YaroBO MaTOJIOTWH 0 AeOI0Ta CIIa3MOB, PETUCTPALINIO
runcaputMum u rmpueM ADIT 1o nebiora cma3MoB.

CumniromaTyeckas (popma cuHapoma Becra B cpas-
HeHUU ¢ POPMOIi ¢ HEM3BECTHBIM 3TUOJIOTUYECKUM (pak-
TOPOM SIBJISIETCS IIPOTHOCTUYECKU MEHee OJIarOIIpUSITHOM,
IOCKOJIbKY IIPU HEM pexke TOCTUTAeTCS PeMUCCHS U Ja-
1Ie OTMEYAIOTCSI HapyIIeHUsI IICUXOMOTOPHOTO pa3BU-
TS, 4YTO coroctaBuMo ¢ gJaHHeIMU D. Nikoli¢ 1 coaBT.
(2012) [23]. M. Dijuric u coabrt. (2014) Takke oTMeJaIOT
XOPOIIIYI0 KOMIICHCAIIAIO IICUXMYECKOTO Pa3BUTHUSA Y AeTei

4

Mpy uarornarudeckoi ¢opme 3abosaesanus [6]. Joctu-
JKEHUE PEeMHUCCHUM ITOBBIIIAET BEPOSITHOCTH KOMIICHCAITNH
MOTOPHOTO 1 TICUXOPEYEBOTO Pa3BUTHSI, HO HE OKa3bIBaeT
ITOJIOXKUTEILHOTO BIUSHUS HA 9aCTOTY (DOPMHPOBAHUS
ayTUCTUKOIIOAOOHOIO0 CUHAPOMAa U cuHApoMa JIEHHOK-
ca—Tacro.

[Ipu cpaBHUTEILHOM aHAJIN3¢ PE3YIbTaTOB JICUCHMUS
YCTaHOBJICHO, YTO Ha (pOHE TOPMOHAILHOM TepaITiy ITaIi-
€HTBHI Yallle JOCTUTAIN PEMUCCUHU, YeM 0e3 Hee, a IIpueM
BUTrabaTprMHa HE BCeTHa IMPUBOIMI K JOCTIKCHHIO pe-
muccun. [TogooHble naHHbIe TToaydyeHbl B.P. Mohamed
u coaBT. (2011), KkoTopble TTOKA3IM IIPEUMYIIECTBO Te-
paIu TII0KOKOPTUKOCTEPOMAAMU TIepe BUTabaTpuHOM
B JICUYCHUM CIIa3MOB TP HEYCTAaHOBJICHHOI 3TUOJIOTUH,
B TO BpeMS KaK IIPM CHUMIITOMAaTHYECKON (hOopMe CHH-
npoma Becrta yeTKoro rnpermyliecTBa B BBI0OOpe TOro Win
MHOTO MperiapaTa BhISIBICHO He Ob11o [20].

Tuncapurmus gaiie perucTpupoBagach P CUMII-
TOMaTUUYECKUX (popmax 3a00JIeBaHUsI, YTO KOPPEIUPYyeET
¢ naHHbiMU Z.R. Primec u coabrt. (2006) [25].

YacroTa pa3BUTHS APYTMX IPUCTYITOB NTOCIIE Ne6I0Ta
CcIa3MoB OblJ1a BBIIIE ITPU CUMIITOMATUYECKOM (hopMe
cunapoma Becta, mpuyem B 250 % citydaeB IIPOUCXOAM-
J1a TpaHcdopmanus B GoKaJabHble U MYJIbTH(HOKATbHBIE
¢opmel smtericun. [oydeHHbBIE TaHHBIE TOATBEPKIAIOT
pe3yJBTaThl MMPOBEJSHHBIX paHee ucciaenoBanuii [11, 25].

3aknouenue

Ha ocHOBaHUM MOJIy4eHHBIX TaHHBIX MOXKXHO BBIIC-
JITH CJICTYIONINE TIPEIUKTOPHI HeOJIarOIPUATHOTO UCXOa
cunapoma Becta: cumnromaruueckue (popMbl 3abose-
BaHMS (CTPYKTYpHasl, TeHeTHIeCKast, MH(GEKIIMOHHA),
HapyIlIeHHe HEPBHO-TICUXUYECKOTO Pa3BUTHUSA 10 AeOI0Ta
CMa3MoB, BO3pacT Ae0I0Ta Cria3MoB >8 Mec, HaIu4ue JIpy-
TUX TIPUCTYIIOB KPOME SIUJICITUYSCKUX CIIa3MOB, He-
obxogumocTh noautepanuu. [TaTonorus 6epeMeHHOCTH,
IepHOJ afaIlTalluii, HEOHATaJIbHBIC CYIOPOTH, CTapTOBasI
Tepalus U OTBET Ha Hee He BCerma MMEIOT 3HaYeHHE TIPU
NporHo3upoBaHuu pemuccuu. HeobxonumMo nposeneHue
MAJbHEMIINX UCCIEA0BAHUI, KOTOPHIC IIOMOTYT OIITUMM-
3UpOBaTh TAKTUKY JICUYCHMSI, OIIPEIEIUTh HEOOXOIUMBIC
CPOKM ITMHAMUYECKOTO HAOMIOACHUS U ITO3BOJIST IIPO-
THO3MPOBATh MCXO YXe IPU IIePBUYHOI KOHCYIBTALINU
pebeHKa.
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Beedenue. Cpasrnumenvhoe ucciedoganue aHMUINUACRMUHECKUX NPENapamos mexcoy co6oil no3eonsem ocyuecmensmos onmuMaibHolil
8b100p 6 mepanuu.

Lleaw uccaedosanus — cpagHumensviblii aHaAU3 IQGeKmusHOCMU U NEPEHOCUMOCMU 30HUCAMUOA U MONUPAMAMA NPU NPUMEHEeHUU 8 aM-
0yAamMOpHOIL npaKkmuke 6 Ae4eHul Snuiencul y demei.

Mamepuanvt u memooot. [Iposeder pempocneKmueHbslii aHAAU3 AMOYAAMOPHBIX KAPM PABHbIX O Huciennocmu (n = 18) epynn nayuenmog
€ Pa3HbLIMU hopmamu SnUAencull, NOAYHABUIUX 30HUCAMUO U MORUPAMAM 8 MOHO- U KOMOUHUPOBAHHOU Mepanuu.

Pesyavmamoi. B yeaom ne noayuero (p = 0,692) cmamucmuuecku 3Ha4UM0e0 pasau4us 8 3ghghekmugHocmu 30HUcamuoa u monupamama.
Dppexmuernocms npu cmpyKmypHoiX QOKAAbHbIX SNUACHCUSX MAKice Oblia conocmasuma (omcymemeue npucmynog — 54,6 u 45,5 %
coomeemcmeenHo). Ilpu conocmasumoil 3¢pgexmusHocmu 30HUCAMUO HABHAYAAC NAYUECHMAM 3HAYUMENbHO N03ice 8 AUHeliKe AHMUINU-
aenmuyeckux npenapamog (Me = 5), uvem monupamam (Me = 3). Ilo6ounvie s¢ppexmoir 30nucamuda sapeeucmpuposanst y 27,8 % nayu-
enmos, nobounsie 3gpgpexmor monupamama — y 38,9 % (p = 0,480). Ommeuena pasnuya 60 6AUAHUU OAHHBIX NPERAPAMOE HA KOHUMUBHDbIC
Gynrkyuu.

But6oowt. 3onucamud nokazsigaem coio IghghekmugHocmb NPU pasHbIX Gopmax snuiencuu y demeil, HecMomps Ha 6onee no3oHee HA3HAaAYe-
Hue 6 npakmuie. [Ipenapam xopouio nepeHocumcs u, 603MOINCHO, 0KA3bl6aem MeHbulee 8AUsHUe HA KOCHUMUBHbIe (DYHKUUU demell, yem mo-
nupamam.

Karoueevie caosa: anmusnurenmuyeckas mepanusi, 30HLICCIML10, monupamam, snunencus, 0emu, ¢0Ka./lebl€ npucmynasl
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COMPARATIVE ANALYSIS OF ZONISAMIDE AND TOPIRAMATE USE IN TREATMENT OF PEDIATRIC
EPILEPSY IN REAL CLINICAL PRACTICE: THE RESULTS OF A RETROSPECTIVE STUDY
AND RELATED CLINICAL CASES
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Background. Comparative study of antiepileptic drugs allows to make the optimal choice in therapy.

The aim of the study: a comparative analysis of the administration of two similar by chemical structure antiepileptic drugs (zonisamide and
topiramate) in the outpatient practice in epilepsy in children, taking into account the efficacy and tolerability.

Materials and methods. A retrospective analysis of outpatient charts of equal in number (n = 18) groups of patients with different forms
of epilepsy treated with zonisamide and topiramate in monotherapy and in combined therapy was carried out.

Results. In general, no statistically significant difference in the efficacy of zonisamide and topiramate was obtained (p = 0.692). Efficacy
in structural focal epilepsy was also comparable (absence of seizures 54.6 % and 45.5 %, respectively). With comparable efficacy, zonisamide
was administered to patients much later in the antiepileptic drugs (Me = 5) than topiramate (Me = 3). Side effects on zonisamide were regis-
tered in 27.8 %, side effects on topiramate — in 38.9 % (p = 0.480). The difference in the effect of these drugs on cognitive functions was noted.
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Conclusions. Zonisamide shows its effectiveness in different forms of epilepsy in children, despite the later appointment in practice. The drug
is well tolerated and probably has less negative effect on children’s cognitive functions than topiramate.

Key words: antiepileptic therapy, zonisamide, topiramate, epilepsy, children, focal seizures

For citation: Rakhmanina O.A., Levitina E.V., Khramova E. B. et al. Comparative analysis of zonisamide and topiramate use in treatment
of pediatric epilepsy in real clinical practice: the results of a retrospective study and related clinical cases. Russkiy zhurnal detskoy nevrolo-
gii = Russian Journal of Child Neurology 2019;14(4):17—25. (In Russ.).

Bsepnexue

OnHo 13 aKTyaJbHBIX ITPOOJIEM COBPEMEHHOM 31 -
JICTITOJIOTUU SIBJISICTCS BBIOOP ONTHUMAJIbHOTO JICUCHMUS
MpY pa3INYHBIX (opmax 3abojieBaHMsA. 3HAYUTEIBHYIO
POJIb B pacIIMpeHNU 3TUX 3HAHUI MOTYT UTpaTh CPaBHU-
TeJIbHBIC UCCIICAOBAHNS aHTURIUJICIITUYSCKUX MIperapa-
ToB (ADII) Mexmy coboii. OmHAKO TaKHe MCCAeIOBAHMS
HEMHOTOUYMCIICHHBI, ITOCKOJIBKY KaK B MHOTOIICHTPOBBIX
PaHIOMM3MPOBAHHBIX, TaK 1 B JIOKAIBHBIX UCCIICTOBAHMSIX
JTOMMHHPYET METOJl CPABHEHUSI IIPEIIapaToB C IUIAIe0o0.

Brioop ADII njis nedyeHnst STWIETICUN Y IeTEH SIBIIS -
€TCs1 0COOEHHO TPYAHBIM U OTBETCTBEHHBIM, MOCKOJIbKY
CHeINAINCTy HEOOXOMMMO IIPUHUMATh BO BHUMaHME
IpsIMOE BIMSHUE IIpeIiapaTa He TOJIbKO Ha TEKYIIee CO-
CTOsTHUE pebeHKa, HO U Ha pa3BUTHE HEPBHOU CUCTEMBI
B JOJITOCPOYHOI ITepCHeKTUBE. TakKe psi AMICIITHIC-
CKMX CUHIPOMOB BCTPEYAETCS TOJBKO B IETCKOM U MO -
POCTKOBOM BO3pacTe, mo3ToMy BeIoop ADII mist mereit
MOXET OTJIMYATHCS OT TAKOBOT'O BO B3POCJION IIPAKTUKE
[2, 15].

3onucamuy — ADIT HOBOro MOKOJIEHUS ¢ IUPOKUM
CIIEKTPOM TEPaIeBTUICCKOTO IECTBUS, SIBJISICTCS CHH-
TETUICCKUM ITPOM3BOIHBIM CYJIb(hoHaMuIa (0eH3M30KCa-
30/1a) ¥ TIpUMEHSIETCSI B eBpornelickux crpaHax ¢ 2005 .
[5—7, 15]. Tonmupamar — coBpeMeHHBIIT ADII, pa3paboraH-
HBII M BHEAPEHHBIN B KJIMHUYECKYIO MPAKTUKY B 1995 1.
B xyiMHrYeCcKoM OTHOLLIEHUM OH MpPeACTaBIIsIeT COOO0M CyIb-
dar3amelnieHHOe mpousBogHoe D-dpykro3ssl [4, 21].

IIpenapaTbl UMEIOT CXOOHBIA ME€XaHU3M ACUCTBUSI,
3aKJTIOYAIOIINIICA B 0J10KaIe BOIBTAXK3aBUCUMBIX HATPHE-
BBIX M KAJIbIIEBBIX KAaHAIOB, YBEJIMUCHUU IIPOBOIUMOCTHI
TAMK-MenuaTopHbIX XJIOpUIHBIX KAHAJIOB, MYHTMOMPOBA-
HUU KapOoaHruapasbl. UMEHHO CXOXeCTh XMMUYECKOM
CTPYKTYPBI X MEXaHMU3MOB ACHCTBUS 3TUX 2 IperapaToB
SIBWJIACH MPEAIIOCHIIKOM TSI TaHHOTO MccaenoBanms. Om-
HAKO MEXaHU3MBI UX OEUCTBUS HE COBCEM HICHTUYHBI:
TOIMpaMaT BO3ICICTBYeT Ha KaJIblIMeBbIe KaHaJIbI L-TuIa,
MOJABJISAET AKTUBHOCTb BO30YAUTENbHBIX TIIyTaMaTepIu-
YeCKHMX PEleNTOPOB KAaMHATHOTO TUIIA, 30HUCAMUI Ke
BJIMSIET HA KajibllMeBble KaHaibl T-TUIa U 00JagaeT ce-
POTOHMHEPIMYECKUM U TO0(PaMUHEPTUICCKUM ITEHCTBUEM
[5,6,8, 10, 16].

Ieas uccaemoBanuss — CpaBHUTEIBHBINA aHAIU3 3(P-
(eKTUBHOCTHU U TIEPEHOCUMOCTH 30HMCAMUAA W TOIIHNPa-
Mara IIpy IPUMEHEHNHU B aMOyJIaTOPHOI ITpaKTUKE B Jie-
YEHUU SIICIICUN Y NETEH.

Mamepuanbi u Memofbl

PeTpocniekTuBHOE HabJIOAATEIbHOE IIPOIOJIbHOE
HccaenoBaHue TIpoBoamioch Ha 0a3e TAY3 «OomacTHOM
JieueOHO-peabuIUTalMOHHBINA LeHTp» I TromeHu. [1po-
BElICH PETPOCIICKTUBHBIN aHAIN3 aMOYJIaTOPHBIX KapT:
18 cirydaeB Tepanuy 30HUCAMUIOM U 18 ciydaeB JiedeHUS
TOIMPAMaTOM.

B rpynnbl cpaBHeHMs1 ObLIO OTOOPAHO paBHOE YUCIIO
MaleHTOB CO CTPYKTYpPHOM (DOKAJIbHOI 3MuiIeTIcuei,
SIWIESTITUICCKON SHIIE(DATIONATHEH C IIEKTPUISCKUM SITH-
JIENTUYECKUM CTaTyCOM B (Da3y MeIJICHHOTO CHA, SITMJICTITH-
YyecKoi 3HIedaIonaTuei J1eTCKOro Bo3pacTa, (DOKaJIbHO
SIMWICTICUEN HEU3BECTHOM 3TUOJIOTNH, CAMOKYITUPYIOIIEHACS
(mmromnaTHYecKoit) (poKaTbHOM SIMIICTICHEH I HEYyTOUHEH-
HOI1 (popMoOIi. ¥ Bcex MalMEHTOB OTMEYaICh (DOKaIbHBIE
MIPUCTYIIBL. [pymIiel cpaBHEHUS (POPMUPOBATIICH METOIOM
«CJIy9aii—KOHTPOJIb» 10 (popMe SIMIICTICUU U OBLIN CTa-
TUCTUYECKU COITOCTAaBUMBI IT0 TTOTY, BO3PACTY ITAIIUEHTOB,
JUTUTEIBHOCTH 3a00JIeBaHMsI, COOTHOIIICHUIO MOHO- U T10-
JINTEpaIIiy U IPYTUM Ipu3HakaMm (Tad. 1). OmHako, yau-
TBIBasl PETPOCIICKTUBHBIN 1 HAOIIODATEeIbHBIN XapaKTep
HCCIeI0BaHMsA, B X0A¢ 00pabOTKM MaHHBIX BBISBICHO
2 pa3nuyus B CpaBHUBAEMBIX IPYIIIAX: TOIUpaMaT IIpU-
MEHSJICS Y MallMeHTOB ¢ 00Jiee BHICOKOM 4acTOToi (o-
KaJIbHBIX ITPUCTYIIOB, a IIPY HEOOXOAMMOCTH 3aMeHbI ADIT
30HMCAMMJ Ha3HAYaJICS MAlleHTaM JTOCTOBEPHO MO3XKe,
YyeM TolMpaMar. BinsiHue 3Tux pa3imauii Ha moKa3aTean
3 HEKTUBHOCTU OyIeT 00CYKACHO HIKE.

CTaTHCTUYECKYIO TOCTOBEPHOCTD Pa3INIMil OLICHIBA-
JIU ¢ Uco/b30BaHueM KpuTepus y2 ITupcoHa u Kputepust
MaHHa—YuTHM IIp4 BennduHe 95 % 10BepUTEIbHOIO MH-
tepBana (p <0,05).

Pe3ynbmambi u o6cyxaeHue

[Ipu cpaBHUTEILHOM OILIEHKE 30HMCAMUIA U TOIIHPA-
Mara B IPYyMIIax He MOJIy4eHO CTaTUCTUISCKU 3HAUMMBIX
pasmuuuii o 3¢ dekrusHoct (p = 0,692). DbdekTrB-
HOCTB IIPY CTPYKTYPHBIX (POKAITBHBIX SIIICTICUSIX TAKXKE
6bL1a comoctaBuMa (Taba. 2). Kak MbI oTMedanu paHee,
B IpYIIIIe TOIMMpaMaTa M3HaYaabHasl 9acToTa (POKaIbHBIX
MPUCTYNOB ObLIa BhINIe. BO3MOXHO, 3TO OAWH U3 (paKTO-
pOB 0oJiee HU3KOTO IOKa3aTelisi OTCYTCTBUS IIPUCTYIIOB
Ha (poHEe TIPUMEHEHUS JaHHOTO Iperapara (IIpu CTpyK-
TypHOU (POKAJIBHOM SMUWIETICUN: PEMUCCUS + KOHTPOJIb
npucTyroB — 45,5 % Ha ¢oHe mpuemMa TorMpamMara mpo-
nB 54,6 % Ha poHe IpuMeHeHusT 30HMcaMKaa). C npyroi



wssi' IIETCKOM CHILD 4
HEBPOAOI'MM | NEUROLOGY

Ta6muna 1. Xapaxmepucmuia uccaedyemoix epynn

Table 1. Characteristics of the studied groups

Characteristic Zonisamide (n = 18) Topiramate (n = 18)

Tlom, My>kCKOi1/>K€HCKHIA, 1
Sex, male/female, n 10/8 9/9 0,739
e T 9,1+2,4 8,6+2,1 >0,05
Age, years
®opma TUTIeTICUH, A:
Epilepsy type, n:

CDD* 11 11

SFE*

B8 ¢ BBCM 3 3

EE with ESES

C)C)

EE 1 1 1,000

DdOHD 1 1

FEuE

Ck®D 1 |

SIFE

DHD

Eun 1 1
J1eOroT 3a00JIeBaHMS, JIET 28428 27419 50.05
Disease onset, years O =B oY = =9 ’
JnuTenbHOCTD 3a00J1€BaHUS, JIET 6.1+3.5 51425 50.05
Disease duration, years D= = <P 9T == &9 ’
YacroTa hoKabHBIX IPUCTYTIOB B MECSIIT 15[1: 90] 1710,5: 90] <0.05

Number of focal seizures per month
Yucrno nereit ¢ GuiaTepalbHBIMUA TOHUKO-KIOHUIECKAMU
MPUCTyIIaMU 7 10 0,317

Number of patients with bilateral tonic-clonic seizures

Kakum no CYETy Ha3HavaJICsl JaHHBIK Mpernapar

Number of the prescribed drug 5,2£2,25 2,8+ 1,4 <0,05
COOTHOIIIEHHE LYO- U TPUTEPATTUI

Ratio between duo- and tritherapy 8/8 12/4 0,145
Hosa, Mr/Kr/CyT

Dose, mg/kg/day 5,2+1,5 40x1,9 =
SOusLn s, 1232+ 38,5 98,6 % 50,5 -

Daily dose, mg

ITlpumenarnue. COD — cmpyxkmyphas ghoxanvhas snunencus; 39 ¢ DICM — snunenmuueckasn sHueharonamus ¢ 31eKmpusecKum snuien-
mu4eckum cmamycom 6 (hazy medneHHoeo cHa; DD — snusenmuueckas sHyeparonamus 0emckoeo 8ozpacma (2 pebeHka ¢ 6epossmuo
2EeHeMUHeCKUMU (OPMamu Snutenmu4ecKoil snyeparonamuu u snyeparonamuu paseumus); DOnd — goxanvhas snunencus HeuzeecmHoil
amuonoeuu (2 pebeHKa ¢ MUKPOYUMOLeHemUuHecKUMU CUHOPOMAMU, HO He UCKAIUaemcst cmpykmypHotil éapuanm snuaencuu); Ck®@3D — ca-
MoKynupyrowascs (uduonamuueckas) gokanvhas snuaencus (2 peberka ¢ poranouyeckoii snuaencueil); SHg — HeymouHeHHas gopma
anunencuu.

* Usmenenuss no 0aHHbIM MACHUMHO-PE30HAHCHOU momMoepaguu npu cmpykmypHoli ghoxanvhoil snusencuu (n = 11). Ipynna 3ouuca-
Muda: KUCMO3HO-2AU03Hble U3MEeHeHUs — 3; ampoguyeckue usmeHenus — 4; nopauuyeparuveckas kucma — I; aucconyeganrus — 1;
U3MeHeHUs 2UNNOKamMna (AUKeopHas Kucma, ckaepos) — 2. Ipynna monupamama: KUcmo3Ho-2au03Hble UsmeHenus — 5; ampoguue-
cKue usMeHeHus: — 2; nepuseHmpuKysapHas aelikomarsayus — 3; nopanyegaruueckas kucma — 1.

Note. SFE — structural focal epilepsy; EE with ESES — epileptic encephalopathy with electrical status epilepticus in slow wave sleep; EE — epileptic
encephalopathy in children (2 children with probable genetic forms of epileptic encephalopathy and developmental encephalopathy); FEuE — focal
epilepsy of unknown etiology (2 children with microcytogenetic syndromes but structural type of epilepsy was not ruled out); SIFE — self-limited
(idiopathic) focal epilepsy (2 children with rolandic epilepsy); Eun — unspecified form of epilepsy.

*Changes per magnetic resonance imaging in structural focal epilepsy (n = 11). Zonisamide group: cystic glial changes — 3; atrophic changes — 4;
porencephalic cyst — 1; lissencephaly — 1; hippocampal changes (neuroglial cyst, sclerosis) — 2. Topiramate group: cystic glial changes — 5; atrophic
changes — 2; periventricular leukomalacia — 3; porencephalic cyst — 1.
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Taomuna 2. Cpasrerue 3¢ppexmusHocmu 30HuUcamuda u monupamama

Table 2. Comparison of zonisamide and topiramate effectiveness

Effect level* Criterion

OTcyTcTBYE TIPUCTYTIOB >12 Mec***
Absence of seizures >12 months***

Pemuccus mpuctyron
Remission of seizures

OTcyTcTBUE IPUCTYTIOB <12 Mec****
Absence of seizures <12 months****

KoHTposib mpucTyrmon
Seizure control

CHMXEeHHUE YaCTOTHI

TIPUCTYTIOB
Decreased seizure
frequency

Ectb apdexr
Effect present

Her a¢dpdekra
Effect absent

>50 %

p

Zonisamide
(n=17)**

Structural focal epilepsy

Topiramate
(n=17)**
Zonisamide (n

4(23,5 3(17,6) 3(27,3) 2(18,2)

5(9,4)  3(17,6) 3(27,3) 3(27,3)

4(23,5  4(23,5) 4 (36,4) 3(27,3)

13(76,4) 10 (58,7) 10 (91,0) 8(72,8)

4(23,5) 7(41,2) 19,1) 3(27,3)
0,692 0,719

*Hpu nuienmuvecKkux 3Huegba/tonamuﬂx C INeKmpu4ecKum snurenmu4ecKum cmamycom 6 d)a3y Me0AeHHO20 CHA C yuemom 31eKmpo-

sHyeghanoepagurecko2o kpumepus.

** U3 oyenku sgpghekmusrHocmu UCKAOMEH NAUUEHM ¢ POAAHOUUECKOU dNUAencUel] 8 C853U C HeBO3MOICHOCMbIO OUeHUmMb Iphgexm
Ha ¢ghone npuema monupamama (peokue nPUCMYNbL, NPEnapam ommeHer U3-3a noOoYHbIX 3¢hghekmos). Yuumovigas memoo gopmuposa-
HUsl 2DYNA «CAYHALI—KOHMPOAb»> NO hopmam nuaencuu, 015 KOppeKmHOCMU CPABHeHUs U3 OUeHKU IdheKmugHoCmu makice UCKAIOUeH

nayuenm cpwzaﬁduuecxoﬁ 3nw1encueit, noxzyltaemuﬁ 30HUCamuo.

***Cpeonsis OnumenvHOCMb pemMuccu npUcCmynos 6 epynne 3onucamuoa — 1,6 * 0,5 eooa, 6 epynne monupamama — 2,2 * 0,6 eooa.
**%%Cpednss OnumenbHOCMb KOHMPOAS NPUCMYNO08 6 epynne 30Hucamuda — 6,0 = 2,5 mec, 6 epynne monupamama — 6,5 * 0,5 mec.
*n epileptic encephalopathies with electrical status epilepticus in slow wave sleep taking into account the electroencephalographic criterion.

**A patient with rolandic epilepsy was excluded from effectiveness evaluation due to impossibility of evaluation of effectiveness for topiramate (rare
seizures, the drug was discontinued due to side effects). Due to the method of case—control group formation for epilepsy groups, a patient with rolandic
epilepsy taking zonisamide was also excluded for correct effectiveness comparison.

***Mean duration of seizure remission in the zonisamode group was 1.6 * 0.5 years, in the topiramate group it was 2.2 + (.6 years.

**%* Mean duration of seizure control the zonisamide group was 6.0 x 2.5 months, in the topiramate group it was 6.5 * 0.5 months.

CTOPOHBI, U3BECTHO, YTO YEM pPaHblIE B JIMHEHKE HAa3HA-
YyeHU MpuMeHsieTcs TOT uiau nHoit ADII, Tem Bbllie ero
3 HEeKTUBHOCTD, 1 HAa000poT [13]. B ¢BsI3M ¢ 3TMM BaKHO
MOAYEPKHYTh, YTO B HAIlIEM UCCIEAOBAHUH IIPU COIOCTA-
BUMOI1 3 (HEKTUBHOCTHU 30HUCAMMJT Ha3HAYaJICS MallleH-
TaM 3HAYMTEJIbHO I103XKe, YeM Tonupamart (5-m [3,3; 6,8]
u 3-M [1,3; 4] mpemapaToM B IMHEWMKE TTOCIIEI0BATEILHOTO
HaszHaueHUsI ADII coorBeTcTBeHHO, p <0,05).
BoimomHuTh cpaBHeHME 3(PHEKTUBHOCTU IO APYTUM
(opmam snuIeIICMM B OTACIBHOCTU HE MPEACTaBUIOCH
BO3MOXHBIM B CBSI3U C MaJIbIM YMCJIOM MalKEHTOB —
no 1—3 manyeHTa Ha Kaxaylo (hopMy B IpyIIIax cpaBHe-
HUSI, TIO3TOMY OHU IIPEICTABICHbI B BUAE KJIMHUYECKUX
HaOmoneHmii. Tak, mpu >IUJIENTAYECKON 3HILIedanona-
TUMU C BJIEKTPUIECKUM SMUICITUYECKIUM CTaTyCOM B (ha3y
MEJIEHHOTO CHAa J00aBJeHHE B CXEMY JICYCHUS 30HUCA-
MUJa 0Ka3ajaoch 3(PPeKTUBHBIM y 2 U3 3 TaKUX MaleH-
TOB, a oOaB/IeHUE ToImMpaMaTa He ObUIO 3(P(PEeKTUBHBIM
HU Y OJHOIO U3 MAlMEHTOB. Y MallueHTOB C (POKATbHBIMU

SIUJIETICUAMU Ha (DOHE MUKPOIIMTOTCHETUISCKUX CHUH-
JIPOMOB M BEPOSTHO IeHETUYSCKUMU STICIITHICCKIMU
sHLedaToNaTUIMU MPUMEHEHe B KOMOMHUPOBAHHOMN
Tepanuu 30HUCaMKaa He ObUIO 3 (EKTUBHBIM, TOIH-
paMart CHU3WJI 9acTOTY IIPUCTYIIOB Y | MaIlMeHTKU 1 OBLI
HeaddekTuBeH y npyroit. ClieayeT OTMETUTD, UTO 3TH Ta-
LIMEHTKM 10 TO0aBJICHUs B CXEMYy TEepaluu IperapaToB
CpaBHEHMS OBLIIN a0COTIOTHO (DapMaKOPE3UCTEHTHBHI.

Ha ¢one npuema 3oHMcamuia modoyHsie apdeKThI
oTMeueHbl Yy 5 (27,8 %) malueHToB, IpU MpUeMe TOIM-
pamara —y 7 (38,9 %) (p = 0,480). OT™MeTHM, YTO PETPO-
CIIEKTUBHBII aHAJIN3 MOKAa3aJI IpUMEHEeHNE 00JIee HU3KIX
103 TAHHBIX IIPENAPATOB B PEAIbHOM KJIMHUYECKOM IIpa-
ktuke. U B rpy1iie 3oHMcamMuyaa, 1 B TPYIIIE TOIMMpaMaTa
CcpeaHue IMOIACPXKUBAIOIINE CYyTOYHBIE MO3BI B pacyere
MT /KT MaccChl TeJila OBLIM HIDKE PEeKOMEHIYeMbIX B MH-
CTPYKLMSIX K TIpermaparaM (cM. Tabj. 1). B psge ciygaes
3TO OBLUIO CBSI3aHO C pa3BUTHEM MOOOYHBIX 3(P(PEKTOB.
BsinocTh, COHAMBOCTD BO3HUKAIM Y YaCTU ITAIlMEHTOB
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KakK IMoOOYHbIe peaklMu Ha o0a Ipemnapara, Kak IIpa-
BWJIO, TPAH3UTOPHO Ha BpeMs TUTpanuu. [IpuMeHeHmne
30HHACAMUIA YaIlle COMPOBOXIAIOCH NMCITEIICUICCKUMM
SIBICHUSIMU (3aII0phI, 0011 B XKMBOTE) 1, BO3MOXKHO, 00-
YCJIOBJIMBAJIO CHIKCHME allleTUTa W MacChl Teja (TalJl.
3). BoJIBIIMHCTBO MALIMEHTOB C TOOOYHBIMU 3 deKTaMU
ITOJTy4YaJIv JaHHBIEC TIpermapaThl B KOMOMHUPOBAHHOU Te-
panuu. Tak, 3 U3 6 HaLMEHTOB CO CHIKEHMEM aIrleTuTa
ITOJTyYaId 30HMCAMUA B KOMOMHAILIMU C JIeBeTHpalleTa-
MOM, a TPOMOOIIMTOIICHUSI BO3HUKaIa Ha (hOHE TIpremMa
ToIMpaMaTra B KOMOMHAILIUU C BaJIbIIPOEBOIA KMCIOTOM.

Tabmuna 3. [lo6ounbie 3¢hpexmot 30HUCamuda u monupamama

Table 3. Zonisamide and topiramate side effects

Side effect Zonisamide | Topiramate
(n=18) (n=18)

BosoyxneHue
Excitation 0 1 0,311
Cenarus
Sedation 4 3 0,674
KorHutuBHbIE HapyIIEHUS
Negative cognitive side effects 0 2 0,146
CHMXeHue anmneTuTa,/
Macchbl Tejia 6 4 0,457
Decreased appetite/body mass
PaccrporicTBa Xeryaou-
HO-KHUIICYHOTO TpaKTa 2 0 0 146
Gastrointestinal tract ’
disorders
TpomboLTONIEHUS 0 ) 0.146

Thrombocytopenia

3HaUYMMBIM pa3INIveM B IIPUMEHEHUM 30HMCAMMIIA
¥ TOIMpPaMara, Ha Halll B3IJISII, SIBJISIETCS BIUSIHUE Ha KOT-
HUTUBHYIO cepy. KorHutuBHBIE HapyIeHUST (GUKCUPO-
BaJINCh B aMOYyJIaTOPHBIX KapTax MallMeHTOB Ha OCHOBA-
HUM Xajjob poauTesieil 1 KIIMHMYECKO OlLIeHKM Bpaya.
Kpome Toro, y 00JIbIIMHCTBA MALIMEHTOB CO CTPYKTYp-
HBIMU (DOKAJIBHBIMU SIIJICTICUSIMA 1 SIMICTITUICCKUMU
SHIIeATONATUSIMI OHU MMEINUCh M3HAYAJIBHO, YTO 3a-
TpyAHsUIO olieHKY BiustHusS ADI1. YeTkoe pasnmyue BIusi-
HMSI 30HMCAaMUIA M TOITMpaMaTa Ha KOTHUTUBHbBIC (DYHKITNHI
OTMEUYEeHO y AeTeli ¢ (POKaNTbHBIMU (hOpMaMHU SITUIICTICUU
1 OTCYTCTBHMEM KOTHUTHBHBIX HApPYIICHUN IO TepaIlum.
B cBs31 ¢ 3TMM KpaTKO IpUBeneM 2 KIMHUISCKUX TIPHU-
Mepa 13 UCCIeTyeMOM IPYTIIIHL.

Knunuveckuii cnyyaii 1

Hlauyuenmxa A., 10 aem, ¢ 7 nem debrom poranduye-
ckoil snunencuu ¢ pedkumu (1 paz 6 2—3 mec) gpoxarvroimu
MOMOPHBIMU HOYHBIMU NPUCIYRAMU, HA dIAeKMPOIHYedano-

4

epamme — 000pOKauecmeeHHble SNUACNMUGOPMHBLE PA3PObL
demcmea 6 pazy MeoneHH020 CHa U 600pPCMBEOBAHUsL 8 UeH-
MPAAbHO-BUCOUHBIX OMEEOCHUSX HUZKUM UHOeKcoM. Y omuya
nayuenmxu do 13 nem ommeuanuco pedkue HoYHble MOHUKO-
KAOHUHeCcKUe npucmynsi, Komopble 0e3 neveHus peepeccu-
posaau camocmosmensto. Ilpuuunoii o6pawenus na npuem
K INUAENTNOA02Y SBUAOCH He CAMO 3a001e8anue, a yXyouieHue
namamu, peuu (3ameodneHHas peysb, mpyoHocmu 8 noodoope
C108), YMo 00YCA08UNO HEBOZMONCHOCD VHUMBCA 8 UKOAE.
Jlannvie 2canobvl nOSBUAUCH 8 MeyeHUe Mecaya Nocae Ha3Ha-
YeHus monupamama 6 0oze 50 me/cym Heepoa0eom 0pyeoeo
Mmeduyurckoeo yenmpa. Ilayuenmie 6viia 6binoaHeHa om-
MeHa npenapama ¢ noCAeOYIOUUM YAYHUEHUEM COCOSHUSL.

Knunuyeckui cnyyai 2

Ilayuenmrka B., 13 aem, debiom posanduueckoii snu-
aencuu 6 10 1em ¢ oKaANbHBIMU MOMOPHBIMU NPUCHYRAMU
1 pas 6 mecay, pexce — ¢ buramepasbHbIMU MOHUKO-KAO-
HudecKkumu npucmynamu npu sacsinanuu. Ha snexmposn-
yeghanoepamme — 00bpoKavecmeeHubie SnuienmugpopmHole
paszpsdel demcmea 6 YeHmpanbHO-nepeoHeaUCoHO obaacmu
cnpasa. C podumensmu nauyueHmxu oviaa oocyscoeHa mak-
muka eedenus 3a601e6anUs, NPUHAMO peuleHe 0 Ha3Haye-
Huu ADII. [Ipumenenue sanvnpoesoii kucaomot 1000 me/cym
CONPOBOHCOANOCH COXPAHEHUEM NPUCTIYNOE U HenpUeMAeMbl-
MU 045 nayueHmKu nobo4HvMU 3pdexmamu 6 eude ebina-
OeHUsl 80110C, NOGLIUUEHUS ANNEMUMA C YEeAUdeHUeM MACCbl
mena. Ilposedena 3amena 6anvnpoegoll KUCAOMbL HA 30HU-
camud 150 me/cym — npucmynst 6bicmpo peepeccuposan,
KOSHUMUGHbIE HAPYUEHUS OIMCYMCMBOBAAU HA NPOMAICEHUU
8ceeo neyerus (0esouKa 00y4aemcs 8 eUMHA3UU ¢ PUUKO-
Mmamemamuueckum ykaonom). Yepes 2 coda pemuccuu anmu-
snusenmu4ecKas mepanus Oblaa NAGHOB0 OMMEHEHA.

[ToyyeHHbIe HAMU pe3yJIbTaThl COOTBETCTBYIOT JaH-
HBIM MHUPOBOM JUTepaTyphl. Tak Kak TomupamaT Mpu-
MEHsIeTCSl B ISTCKOM BO3pacTe B TeYeHUE UIUTEIHHOTO
neproaa BpeMeHU, ero mooouHble 3¢ (GEKThl XOPOIIO 13-
BECTHBI: CHVDKEHHME Macchl Tesa [24], roJIoBOKpyXeHue,
COHJIMBOCTb, 3aMe/JIEHUE MBIIUICHUS, TOJOBHAsI 0OJIb,
YTOMJISIEMOCTD, TTapecTe3nu, Hedpponutnas [11, 17, 22].

Y 30HMCaMuIa 3aperUCTPUPOBAHBI IOXOXUE C TOIH -
pamaToM 1Mo0oYHbIe 3(PdEKTHI AT B3POCHBIX [6], Tpu
9TOM HeOJIArONPUSITHOE BIWSIHUE Ha (DYHKIIMIO TTOYEK
(HedpormTHa3) OTHOCHUTCA K PEAKUM MOOOIHBIM (-
dexram [14]. J.H. Cross 1 coaBT. COOOIIMIN O HATUYNUU
KaMHeii B moukax y 4 (1 %) nereii u3 398, HoO HU B OTHOM
M3 3TUX CJIydaeB JieUeHHe 30HUCAMUIOM He ObLIO Tpe-
KpaieHo. XOTs pUCK pa3BUTHS KaMHe B ITOYKax y IMo-
JIyJalolyx Tepanuio 30HUCaMUIOM HU30K, Ipernapar
cJIelyeT UCIOJIb30BaTh C OCTOPOXHOCTBIO Y MAallMeHTOB
¢ hakTOpaMU pHUCKa pa3BUTHUA HeppoauTrasa (Harmpumep,
C OTSTOLICHHBIM aHAMHE30M WJIU IPU MpUEeMe IPYTUX
IIpenapaToB, BbI3BIBAIOIINX HedpoiauTras) [15].

IIpu nzyyenum Bmusausg ADII Ha akTMBaLIMIO KOT-
HUTHBHOM CETH Y IAIIMEHTOB C (DOKAIBbHO 3IMIenicueit

21



22

IIETCKOM
HEBPOAOT UM

¢ mpuMeHeHreM (DYHKIIMOHAIBHOM MarHUTHO-PEe30HAaHC-
HOIt ToMorpaduy ObIJIO BBISIBJIEHO, YTO IIPUMEHEHNE 000-
HX IIpeTapaToB CBSI3aHO C pa3BUTHEM OUCOHYHKIIUM HEM-
POHHBIX CETeli, OTBEYAIOIINX 32 KOTHUTUBHBIE (DYHKIIUM,
BBIpAKAIOIIEIICS B CHIDKCHUN TTPOM3BOIUTEIBHOCTH, HO
HCIIOJIF30BaHME TOIMPaMaTa, KpoMe TOT0, aCCOIMMPOBa-
JIOCh CO CHIDKEHUEM (DYHKIIMIA pa3roBOpHOI peun [26].
Ham BcTpeTusioch ToJNIbKO 1 cpaBHUTENbHOE UCCIIE-
JIOBaHME Y B3POCJIBbIX MALMEHTOB, B KOTOPOM 3((PEeKTUB-
HOCTb 30HHCAMMIa OLICHUBAJIM B CPABHCHUM C IPYTUM
ADII — kapbamMa3zenmMHOM MPOJOHTUPOBAHHOIO IEHCT-
Bus [12]. B aToM nccnemoBannu 583 malmeHTa ¢ BIiepBbIe
BBISIBJICHHOM (hOKATBLHOM SMUJIETICHE ObUIY paHIOMU3M-
poBaHbI B 2 rpynmnbl. Belna moka3zaHa comocraBumasi 3¢g-
(GeKTUBHOCTh 30HUCaMKa U Kapbama3enurHa B KauecTBe
CTapTOBOM MOHOTepanuu (PoKaabHOM sruierncum. Tak,
79,4 % marmeHTOB, MOIyJaBIIMX 30HUcaMuI, 1 83,7 % na-
LIMEHTOB, TOTyYaBIINX KapOaMa3elH, He UMEJIA IIPUCTY-
OB B TeueHue 26 Hen 1 6osee. YacToTa BOSHUKHOBEHUS
mo6oYHbIX 3hdEKTOB JiedyeHus coctaBuia 60 % B rpyi-
e 30HMcaMKaa IpoTuB 62 % B rpymie KapbamMaselnuHa,
13 KOTopbiX 5 % npotuB 6 % ObuM cepbe3HbIMU 1 11 %
npotuB 12 % npuBeau K OTMeHe mpernapata [12].
JlaHHBIX TUTEpaTyphl 00 3(PHEKTUBHOCTU U TIEPEHO-
CHMOCTH 30HHCaMHUIA B IETCKOM BO3pacTe MEHbIIIE, M0~
CKOJIBKY MperapaT I03Xe CTaJl IPUMEHSTHCS B JETCKO
IMpaKkTUKe. DKCIepThl MeXIyHapOoIHOM ITPOTHUBOIHIETI-
TUYECKOU JINTU OTMEYAIOT, YTO TPYIHO CHENATh KaKUe-JIv-
00 OTHO3HAYHBIC BHIBOIALI B OTHOIIEHNU KOTHUTHUBHBIX
U IIoBeJeHYeCKNX 3(PPEeKTOB 30HMCAMUIA B JETCKOM T10-
My, HeOOXOIUMBI AaidbHelIe uccieqoBatus [9].
OmHaKo CeromHs MBI pacIiojaraeM JTaHHBIMU HECKOJIBKIX
XOPOIIIO CITTAHMPOBAHHBIX KITMHUIECKUX MCCIICIOBAHMIA.
R. Guerrini u coaBt. (2013) B paMKax MHOTOILIEHT-
POBOIO IBOMHOTO CJIETIOrO PaHIOMU3WPOBAHHOTO ILIA-
LIEOOKOHTPOIMPYEMOTO MCCIIeIOBaHUS N3ydanu 3pdek-
TUBHOCTb 1 0€30ITaCHOCTh 30HACaMUa y AeTeil 6—17 et
¢ ¢okanbHOI snunencueii [18]. B uccnenosBanum mpu-
Hsui yyactue 207 mauueHTOB, KOTOPbIe ObUIM pacrpe-
JIEJIEHBI B TPYMIIBI MOJIyYalOIIMX 30HUCAMULL U TUIaLe6o,
JINIMTEILHOCTh Tepaluy cocTaBisiaa no 12 Hen. dons
OTBETHUBIIMX Ha TepaIlvio B IPYIIe 30HMCAMUIa ObLIa
JIOCTOBEPHO BHIIIIE B CPAaBHEHUM C TPYMIION Iuiaiedo:
50 % npotus 31 %. Jlojist MallMEHTOB, Y KOTOPHIX YaCTO-
Ta IPUCTYIOB CHU3MIACH OoJiee yeM Ha 75 %, B rpyrie
MOJIy4aloinX 30HMCaMuI cocTaBuia 27 %, B TO BpeMs
Kak B IPYIIIIE MoJIydalonmx ianedo — Tonbko 12 % (pas-
JIMYYSI JOCTOBEPHBI). J10JIST MAllMeHTOB C TTOJIHBIM ITpeKpa-
IIeHUEM IIPUCTYIOB ObUIa 3HAYMTEIBLHO BBIIIEC B TPYIIIE
3onucamuzaa (14 %), yem B rpymnie 1mwiaune6o (3 %). Oco-
OEeHHO TIIATEIBHO UCCaeI0oBaIach 0Oe3onacHocTh. O0IIee
KOJIMYECTBO HeXeJIaTeIbHBIX SBICHUI, BOSHUKIINX B XOIE
JICYEHMSI, OBLJIO COITOCTABMMO B IpyIIIiax Ha (hOHE IIpreMa
3oHucamuaa U 1anedo (55,1 u 50 % cooTBETCTBEHHO).
KommaecTBo HeXemaTeIbHbIX SIBJICHHIA, aCCOLIMMPOBAHHBIX

¢ Tepalleii, B IpyIIle 30HMcaMuaa cocraBuio 33,6 %,
B rpymie miaune6o — 24 %. I1pu 3ToM He COOOIIANOCh
0 HETaTUBHOM BJIUSIHUM Ha KOTHUTUBHYIO cepy [18].
UccnenoBanue [18] manee ObLIO IPOIOILKEHO, TOJ-
rOBpeMeHHasI OTKpHITasl (haza Ipenrosaraia HabIoaeHIe
IPYMII AeTel, TTOTy4YaBIIMX 30HMCAaMUI U T11aLe0o0, 10 57 Hex,
[19]. B o6uieit cnoxHocT 56 % MalMeHTOB, ITOTyYalOX
30HHCAaMUI, OTBETIJIM Ha JICUCHNE YMEHBIIICHUEM YacTO-
ThI IpKUCTYNOB Ha 50 % u GoJiee 10 CPAaBHEHUIO C UCXOI-
HBIM ypoBHeM. Hamboiiee gacThIMU HeXeaTeIbHBIMU
saBiaeHusIMU Obut HazodapuHrut (10,4 % ciy4aeB), ro-
noBHast 6011b (6,9 %), yMeHblIeHe Macchl Tena (6,9 %),
opouxur (5,6 %) u cHikeHue annerura (4,9 %). Yacrora
HeXXeJTaTeJIbHBIX SIBJIEHMIA ObLTa OAMHAKOBOM y Aereit 6—11
n 12—18 net. OCHOBHBIMUY TPUYMHAMM TTpEKpalleHsI Jie-
YeHUsI OBLIM OTCYTCTBUE TepalieBTUYeCKOM 3¢ GEeKTUBHO-
ctu (18,75 % ciy4aeB), ocnabjaeHue POAUTEILCKOIO KOHT-
postst Hajt ripreMoM Tipernapara (5,6 %) v HexenaTeabHbIe
sBienust (3,5 %). [1060YHBIMY SIBICHUSIMU, TTPUBEAITUIMU
K IIPeKpaIIeHMIO JIedeHMs, ObUTH HepomnTras, modeuHast
KOJIMKA, XKeJIyTOIKOBBIC SKCTPACUCTOJIbI, 00U B (KUBOTE
u snwientudeckuii cratyc y 1 (0,7 %) mauuenTa.
M3BecTHO, YTO MpU BHIOOPE TAKTUKU BEACHUS 1e-
TE Y MOAPOCTKOB C SIIWJICIICUEN Bpad JOJLKEH NPUHU-
MaTb BO BHMMaHUe, 9TO BiausHue ADIl Ha KOTHUTHB-
HbIe (DYHKIINH, BKIIIOUAs YCIIEBAEMOCTD B IIIKOJIC, MOXET
BO MHOIOM NpeIoNnpeae/iuTh Oyayiiee mauueHToB [1].
ITosToMy OosblIOE BHUMaHME HCClIegoBaTeleil ObLIO
yIEJIeHO OLICHKE BIMSHUS 30HMCaMMIa Ha POCT U pas-
ButHe nereil. OObEeKTUBHAS OIICHKA BKJIIOYAjia OLIEHKY
CTaauii IOJIOBOTO Co3peBaHMS 10 TaHHepy (IToJIoBasd,
SHOOKPUHHASI CUCTEMBI), PEHTTEeHOBCKIE CHUMKHM PYK
(olreHKa pa3BUTUS CKeJIeTa), 3alIOJTHEHUE POIUTEISIMU
WIM ONEKYHaMU ITallMeHTOB CTaHAAPTHOM KapThl OILICH-
KU JETCKOrO IOBeAeHUs ISl AeTeil B Bo3pacTe 6—18 et
(Child Behavior Checklist for Children, CBCL 6/18). Tak-
Ke npuMeHsun orpocHuK «IlIkoapHas ycrieBaeMoCTh»
(School Performance Questionnaire) — 3aroTHsIeMbIN YU~
TeJIEM OIPOCHUK IS OLIEHKHM 3(PDEeKTUBHOCTH O0YYeHM S,
CIOCOOHOCTU K CAMOCTOSITEJIbHOMY PEIISHUIO TIPO0JIeM,
3aIIOMUHAHUS MHCTPYKLMI, COXpaHEeHUs UH(pOpMAaIIUN,
CJIOBApHOTO 3aIiaca 1 ycepaus B padoTe, a TaKxKe KOHTPO-
JIMpyeMBblil TeCT BepOaJlbHBIX acCcOlMaliMii Ha 3aJaHHYIO
oykBy (Controlled Oral Word Association Test, COWAT),
O0OHapyXMBaIOIIUK U3MEeHEeHUsI B Oerioctu peun. Kpo-
Me TOro, cobupany oOpaTHYIO CBS3b OT Jieyalllero Bpaya
W pOoaMTesIcii/OIeKYHOB MAllMEHTOB — OHM JaBajid OTBET
Ha Bompoc: «HacKoiIbKo CHIIBHO M3MEHUIOCHh COCTOSI-
HIUE MallMeHTa 10 CPaBHEHMIO C MCXOTHBIM COCTOSHM-
eM?», TIie BapuaHTaMU OTBETA SBJISUIMCH «O4€Hb CHIIBHO
VIYYIIWIOCE», «3HAUYUTEIBHO YIYUYIIUIOCh», «MHUHU-
MaJIBHO YIYYIINIOCH» , «0e3 U3MEHEHUI» , <MUTHUMAJIbHO
VXYIOIIWIOCH», «3HAYUTEBHO YXYIIIIOCh> U «O9eHb
VXYOIIUI0Ch». JIaHHBIC TECTHl HE ITOKAa3ajn Cephe3HBIX
OTKJIOHEHMI1 OT MCXOTHOI'O YPOBHS B IOKA3aTe/IsIX POCTa
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U pa3BUTHUSA, KOTHUTUBHBIX (DYHKIINH, Oermoctu peun. Kak
BpayHd, TaK U POIUTEIN/ONEKYHBI OTMETIIIN YIIydIlICHUE
COCTOSIHUS MallMeHTOB: Ha 62—71-i1 Hemeasax Tepamuu
0 TOM, YTO COCTOSTHHE AeTel, MPUHIUMAIOIINX 30HUCAMUI,
«0YEHb CWJIBHO YIIYYLIMIOCH WIN «3HAYUTEIBHO YTy~
JIoCh», coobinmnu 73,8 % Bpaveit u 75,4 % ponureneii/
orekyHoB [19]. Takum obpazom, ObUTIO YOSOUTETHHO JO-
Ka3aHo, YTO JOJITOBPEMEHHOE IIPUMEHEHIE 30HUCaMuUIa
B COCTaBe Tepalvy MaleHTOB ¢ (POKaTLHOM SIUIIETICUE
He BIMSICT Ha POCT U Pa3BUTHUE ICTEH.

ITo marnbM nccnenoBanus K. M. Wallander u coaBrT.
(2014), addekTUBHOCTL 30HMCAMKIA B BUIE CHIKEHUS
YacToThI MpUCTyoB Ha 50 % u Gonee otMevanach y 35 % ne-
teii [25]. [IpuMeyaTeTbHO, YTO B JAHHOM HCCIICAOBAHUI
MPUHUMAJIM Y9aCTUE IETH MIIAALIE 6 JIET C yCTAHOBJIEHHOM
¢apMaKoOpe3UCTEHTHOCTHIO M BBICOKHUM ITOKAa3aTeJIeM KO-
MOPOUIHOCTU. ABTOPBI OTMETWIM XOPOIIYIO MEePEeHOCHU-
MoCTh nipemnapaTa. M3 moboyHbix a(pdekToB valie Bcero
BCTpevanach BSJIOCTh (23 % mallueHTOB), TOBEIEHYECKIE
HapyieHus (13 %), KOTHUTUBHbIE HAPYILIEHUST M CHIKE-
Hue anneruta (5 % nauueHToB) [25]. MHOroLIEHTpOBOE
MIPOCTIIEKTUBHOE OTKPBITOE TOJITOCPOUYHOE NCCIICIOBAHIE
B CIIIA, mocBsiiieHHOE N3y4eHNI0 3(P(HEeKTUBHOCTU 30HU -
caMmIa B IETCKOM BO3pacTe, 3aKJII0YaIOCh B 1O0ABICHNHI
3oHMcamMuaa K 1—2 6azoBeiM ADIT y 109 neTeit B Bo3pacrte
3—15 neT ¢ pa3TUYHBIMUM TUNIAMU anviericun. Mceneno-
BaHUeE MPOJ0/KaIoCh 15 Mec 1 TToKa3ajio, 4YTo ¢ TeYeHUEM
BpeMeHU 3¢ dEKT OT Tepanuu HapacTtal (MeauaHa 4a-
CTOTHI IIPUCTYIIOB YMEHBIIAIACH). DTO COMPOBOXKIAIOCH
3HAYUTEILHBIMU YAYYIICHUSIMHU B OOIIINUX OIleHKaX KakK
OIEKYHOB ITallMeHTOB, TaK U ucciaenoBareneii [23]. Hau-
0oJiee YaCTBIMU HEXKeIaTeIbHBIMU SIBJICHUSIMY B JAHHOM
KCCIIENOBAHNM OBIIA COHIMBOCTD (28,4 % maluMeHToB),
cHixeHue anmetuta (25,7 %), BpaxneoHocTs (14,7 %)
1 HepBo3HOCTD (11 %). COHIMBOCTD U HEPBO3HOCTD Yallle
BCTpeYaInCh B Mitafieii moarpyrrme (3—11 yer) mo cpap-
HEHMIO ¢ mogpocTkamu (12—18 er).

L. Lagae u coaBr. (2015) BeITOMHWIN CyOaHAIN3 TaHHBIX,
MOJIyYeHHBIX B KIIMHNYECKNX nccaenoBaHusax R. Guerrini
U coaBT. Ero 1ebio Obl1a OLleHKa BIMSIHUS Teparuu 30-
HUCaMMJIOM Ha MHIEKC MACCHI TeJla y JeTeii ¢ pokanbHO
snuiercueii. B memom n3aMeHeHWsT B Macce KOPPeIrupo-
BaJIA C Pa3BUTHEM CKeJIeTa U ITOJIOBBIM CO3peBaHUEM (T10-

CKOJIbKY MICCIIEIOBaHME OBLTO JOJITOBpeMeHHBIM). [ToTepst
Macchl Tejia >5 % Obula 3aperucrpupoBaHa y 64 (35,8 %)
n3 179 nereii, monydaromumx 3oHucamun. OnHako 46,9 %
W3 HUX MMEJIM U30BITOYHYIO MacCy Tejla Ha MOMEHT Havajia
y4acTHsI B MCCIICIOBAHUHM, IIPH 3TOM B KOHIIE UCCIIEIOBA-
HUS TTALIMEHTOB C M30BITOYHOM Maccoii Tesa Ob110 23,4 %
(pa3mmumst mocToBepHBI). HarpoTus, HOpMaIbHYIO Maccy
Tena uMenn 48,4 u 65,6 % nereii B Hayasie M B KOHIIE MC-
CJIeIOBAaHUSI COOTBETCTBEHHO. TakuM 00pa3oMm, CHUXe-
HHE MaccChl Tesla Ha ¢hOHE TepaIlliy 30HUCAMHUIOM OBLIO
Haun0OoJiee OYEBUIHBIM Y I€TEi C BRICOKUMM MCXOTHBIMU
3HAYCHUSIMUA MHIEKCA MACCHI TeJIa M HE aCCOLIMMPOBATIOCH
C BIMSTHUEM Ha pocT U pasputue [20].

Takum 06pa3oM, B IIPeACTaBICHHBIX CPaBHUTEIbHBIX
HCCIIeI0BAaHUSIX 30HICAMMIIA 1 TIIalie00 mpemnapaT oKa-
3aj1 ¢BOIO 3(PEeKTUBHOCTD NMPU (HOKATLHBIX MPUCTYITaX
y neteit. I1pu 3TOM HapylIeHNsS KOTHUTUBHBIX (DYHKIINIA
BCTpPEYAIMCh B YaCTH MCCIICIOBAHMI, HO HE OBLUIN JINIH-
PYIOIIMMHM HeXeJlaTeIbHBIMU SIBJICHUSIMU BO BCEX MCCIIE-
noBaHusIX. KpoMe Toro, 3oHMcaMu, CIIOCOOCTBYET HOP-
MaJIM3alIM1 MACCHI Tejla IIPEUMYIIEeCTBEHHO Y MallueHTOB
C MICXOIHO ITOBBIIIIEHHBIM MHIEKCOM MAacCHI TeJla, TAKKe
HCCIICIOBAaHUS HE IEMOHCTPUPYIOT HETATUBHOT'O BIVISTHUS
30HHMCAaMUIA Ha POCT M pa3BUTHE peOSHKA.

M3BecTHO, 4TO MPHUBEPXKEHHOCTh Teparuu (KOM-
IUIACHTHOCTD) IIPU OJTOBPEMEHHOM HCIIOJh30BAHUH
ADII y manMeHTOB ¢ 3MWIETICUE BO MHOTOM OITpeAeIsieT
CTaOMIIBHOCTh OJOCTUTHYTOTO ycrexa [2, 3]. Ilpu aToMm,
YeM BBIIIIe KPaTHOCTD IIpHeMa B TCUCHUE CYTOK, TEM HITKE
MIPUBEPXKEHHOCTh NMAIlMeHTa K Ha3HAYEHHOI Tepanumu.
B cBsI3M ¢ 3TUM HAIIOMHUM, YTO CyMMapHasi CyTOJYHasi
03a ToIMpaMaTa OOBIYHO IPUHUMAETCS B 2 IpHeMa,
B TO BpeMs KaK y 30HMCaMMIIa BO3MOXEH OITHOKPATHBII
IIpHEM.

BoiBoAbI

Takum o6pa3zom, cOOCTBEHHbIE JaHHbIE U KIMHUYE-
CKUe€ IIPUMEPBI, COOTBETCTBYIOLIME TaHHBIM 3apyOeXKHBIX
HCCIIeTOBaHUI, TTOKA3bIBAIOT 3(P(PEKTUBHOCTH 30HUCAMM -
J1a TIpY pa3HbIX (popMax SIMWICTICUHU Y AeTei KaK Py paH-
HEM, TaK 1 Npu Oosiee 1o3aHeM Ha3HauyeHuu. BeposiTHO,
30HHACAMUI OKa3bIBaeT MEHbIIIee BIUSHIEC HA KOTHUTUB-
HbIe (PYHKIIUM ACTeil, 9eM TOIMpamar.
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CospemMenHbie Heliporenemu4eckue npeacmasnenus o cuigpome MELAS.
Onucanue KnUHUYecKux cny4yaes (nexyus)

A.B. Illarammn, E. B. Myxuna, A. C. Koros, M. I'. AMupxansn
TBY3 MO «Mockoéckuii 06aacmHoil Hay4HO-Uccaed08amenscKuil Kaunuyeckui uncmumym um. M. @. Bradumupcko2o»;
Poccus, 129110 Mockea, ya. lllenkuna, 61/2

Konmarxmeor: Anexceii Cepeeesun Komog alex-013@yandex.ru

IIpedcmaesnennas aemopamu neKyus ¢ ONUCAHUEM KAUHUYECKUX CAYYAe8 0mpasicaem coO8pemMeHHble Ce0eHUs 0 MUMOXOHOPUAAbHOM 3a00-
Ae6aHuU U3 epynnvl HaciredcmeenHwix 6oae3neli oomerna — cunopome MELAS (ko0 6 6aze dannuvix OMIM: 540000). OchosHbimu nposiéne-
HUAMU OGHHO20 Npoepeccupyrouleeo 3a001e8aHUs bICMYNAIOM UHCYAbIMONO000OHbIe INU300bl U cheyuduyeckasn opma sHyegaronamul,
BKAIOHAIOWAs INUAENMUMECKUE NPUCMYNbL, HAAU4Ue QHeHOMEHA «PBAHBIX KPACHbIX G0A0KOH» U PaHHION0 Oemenyuro. Kiunuueckue cayuau,
npugoouMvle 8 OAHHOI NeKYUU, NONOAHAIOM KONUAKY 2eHeMU4ecKU 8epu@UUUPOEaAHHbIX MUMOXOHOPUANbHBIX 3a001€6aHUL, NPUBOOAUUX
K pazeumuio NOAUMOPQHbIX HeBPON0UMECKUX HAPYWeHUT U XaPAKMePHOU Helipo8u3yaru3auuoHHOU KapmuHbl, @ UMEHHO NOS6ACHUI0 NO-
AUMOPDHBIX UUEMUHECKUX 04208 8 BUCOYHOU, MEeMEHHOU UAU 3aMbLA0YHOU 00AACMAX 20106H020 M032a, HE COOMBEMCMEYIOUUX 30HAM
MA2UCmpanbHo2o cocyOucmozo Kpo8ocHabiceHus (MaKk KaK 6 0CHoge opMUpo8aHus maKux o4azo8 Aeicum heHomern MUmoxoHopualbHol
aHeuonamuu, a He mpom6o3a). Ilomumo npueedeHHvIX OAHHBIX KAUHUHECKO20 MeHeHUs 3a001e8aHUs pACCMOMPEHbI Pe3yAbmambl 2eHemu-
yeckoll unmepnpemayuu cunopoma MELAS, a makace cospemenHbie Memoodsbl OUAZHOCMUKU U Mepanuu.

Karoueevie caosa: mumoxonopuanwvroe 3a6oaeeanue, cundpom MELAS, peanvie Kpactvie 6010KHA, UHCYAbIMONOO0OHbBLE NU300bL, NOOKOP-
K08blil MUOKAOHYC, SNUACNMUYECKUE NPUCTYNbL, MUMOXOHOPUANbHAS AHUONAMUSL

Jas wumuposanusa: lllamanun A. B., Myxuna E. B., Komos A.C., Amupxausn M. I. Cospemennvie HelipoceHemuuecKue npeocmasaetus
o cundpome MELAS. Onucanue kaunuveckux cayuaes (nexyus). Pycckuil acypuan demckoii nesponoeuu 2019;14(4):26—31.

[@Dhsr |

MODERN NEUROGENETIC REPRESENTATIONS OF MELAS SYNDROME. CLINICAL CASES
(THE LECTURE)

A. V. Shatalin, E. V. Mukhina, A. S. Kotov, M. G. Amirkhanyan
M. F. Viadimirsky Moscow Regional Research Clinical Institute; 61/2 Shchepkina St., Moscow 129110, Russia

DOI: 10.17650/2073-8803-2019-14-4-26-31

This lecture with a description of clinical cases presents information on such a mitochondrial disease from the group of hereditary metabolic
diseases, like MELAS syndrome (OMIM: 540000). The main manifestations of this progressive disease are stroke-like episodes and a spe-
cific form of encephalopathy, including epileptic seizures with the presence of a phenomenon of "ragged red fibers" and early dementia.
Clinical cases, given in this lecture, supplement the piggy bank of genetically verified mitochondrial diseases leading to the development of
polymorphic neurological disorders and characteristic neuroimaging picture, namely the appearance of polymorphic ischemic changes in the
temporal, parietal or occipital regions of the brain, that do not correspond to the zones of the main vascular blood supply, as the basis for the
formation of such focus is the phenomenon of mitochondrial angiopathy, and not thrombosis. The description of clinical cases reflects our own
observations and the main steps in the diagnosis of this severe hereditary disease, taking into account of the latest neurogenetic representations.
In addition to the data given in the clinical course of the disease, the results of the genetic interpretation of the MELAS syndrome are given;
modern methods of diagnosis and therapy are considered.

Key words: mitochondrial disease, MELAS syndrome, ragged red fibers, stroke-like episodes, subcortical myoclonus, epileptic seizures,
mitochondrial angiopathy

For citation: Shatalin A. V., Mukhina E. V., Kotov A. S., Amirkhanyan M.G. Modern neurogenetic representations of MELAS syndrome.
Clinical cases (the lecture). Russkiy zhurnal detskoy nevrologii = Russian Journal of Child Neurology 2019;14(4):26—31. (In Russ.).

ITo coBpeMeHHBIM HaHHBIM, OKOJIO 44% mepBbIX
KJIMHMYECKUX MPOSIBICHUI HACIEICTBEHHBIX 00JIe3HEM
COCTaBIISIIOT Pa3jIMYHble HEBPOJIOTMYECKHIE CUMIITOMBI
[2]. Bonbiiast yacTh Takux 3a00JIeBaHU MAaHU(ECTUPYET
B IETCKOM Bospacrte [3, 4, 6]. B cBa3u ¢ 31MM OogHUM U3
IIPUOPUTETHBIX HaMpaBIeHU MPoheCCMOHAILHOIO POCTa

JIETCKUX HEBPOJIOTOB SIBJISIETCS COBEPIIICHCTBOBAHME 3HA-
HUI 0 HACJIeACTBEHHBIX 3a00JIEBAaHUSIX, IIPEUMYIIIECTBEH-
HO TTOpakamlInX HEpBHYIO cuctemy [4, 7].

BHuMaHue MHOTrHMX wucciaenoBaTeaeid, 0COOEH-
HO B IIOCJIeAHHUE 2 OeCSITUIETHS, IPUKOBAHO K 0CO00it
rpyirme HelipomeTaboaM4YecKux OoJie3Hell — IOoABUIY
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MHUTOXOHAPHAIBHBIX 3a00ieBaHMil. OCHOBHBIC «IIOCTaB-
IIAKW» KIMHATYECKUX IIPOSIBIICHUI 9THX HACJICICTBEHHBIX
0oJie3Heil ooOMeHa — MyTallMM KJIETOYHOM MUTOXOHAPU-
anpHoi JIHK 1 maTonmorust okuciutenbHOro hochopuiamn-
poBaHus [6, 7]. JIyist 9TO# rpyIIIiel TeHETUYECKUX 3a00I1€e-
BaHUI XapaKTePHBI CJICAYIOIIEe OCHOBHBIE OCOOCHHOCTH:

* MHOXXECTBO HO30JIOTMIeCKX (hopM (M3BECTHO OoJiee
150 Takux 3abo0yieBaHUI1; YaCTh U3 HUX OOHapykeHa
METOIOM CEKBEHMPOBAHMS T€HOMAa HOBOTO IOKOJIE-
HUS);

* BBICOKAsI CYMMapHas 9acTOTa BCTPEYaeMOCTH (OKOJIO
1:5000—1:10 000 poguBIIMXCS KUBBIMU);

* KIIMHUYECKUE TIPOSIBIICHUSI 1 OCOOCHHOCTH HACJIeI0-
BaHUSI CBSI3aHEBI C 1e(EKTOM OpPraHMU3allUM JbIXaTe Ib-
HOM LIeX MUTOXOHIPUIA.

JlaHHbIe 3a00J1eBaHMS 110 MEXaHU3MY Hacaed0BaHUS
SIBJISTFOTCST «MaTepUHCKUMU» , I MUTOXOHIPUATbHBIMHU,
T. €. TIEPEIAIOTCS OT MaTePH K IETSIM JIFOOOTO 1oJIa, a Te-
penauu 3aboyieBaHUS OT OOJBHOIO OTLIA K IIOTOMCTBY He
IIPOUCXOIUT.

B rpymnne 3Tux 3a0ojieBaHUI Yallle BCTPEYaroTCsl He-
KoTopble (OpMbI, OOpaTUBIINE Ha cebs MaKCHUMaJbHOe
BHUMaHMe uccienoBaresieii, Harpumep cuaapomM MELAS
(mitochondrial encephalomyopathy, lactic acidosis, and
stroke-like episodes) [3, 9].

Cungpom MELAS — 3T0 miporpeccupyioiiee 3a60-
JieBaHME U3 TPYIINbl HACJIeICTBEHHbIX 00Jie3Hell 0OMeHa,
IMOATPYIIITEI MUTOXOHIPHUAJIBHBIX, OCHOBHBIMHU IIPOSIBIIC-
HHUSIMH KOTOPOTO SIBJISTIOTCSI MHCYJIBTOIIOMOOHBIE SIT30/IbI
U crierduyeckas popma sH1eaTIONaThM, BKIIOYAIOIast
SIWICHTUICCKUE TIPUCTYIIBI, (PeHOMEH «PBaHbBIX KPACHBIX
BOJIOKOH» Ml paHHEE Pa3BUTHUE IEMEHILIMU. DTOT CHHIPOM
3aHSIT MPOYHOE MecTo B 06ase JanHbix OMIM mon Home-
poM 540000.

Crenyet mogpo0OHeil 0CTAHOBUTHLCS HA OOIIMX XapaK-
TepUCTHKAX CUHIPOMA:

1) Bo3pact nebrora — 1o 40 jieT (B cpeaIHeM MepBhIe, TaK
Ha3bIBaAEMbl€ UHCYJBTONOIO0OHBIE, CUMIITOMBI 3200-
JIEBaHUSI IIPOSIBIISIIOTCS € BO3pacTa S JIET U CTapIiie, 10
35 ner);

2)BBIpaxk€HHAsI 04aroBasi HEBPOJOTMYECKasl CUMIITO-
MaTHKa C TCHACHIMEH K OBICTPOMY M ITOYTH ITOJTHOMY
BOCCTAaHOBJICHUIO (ITOTOOHBIE CUTYallMd TPEOYIOT
mpoBeaeHUs TrudhepeHIINATBHON TMarHOCTUKY, B TOM
YHCJIe M C MUTPEHBIO, KOTOPAst 9aCTO MOXKET COUETaTh-
¢ ¢ cunapomoM MELAS nim BXogUTh B €T0 KITMHU-
YeCKYI0 KapTUHY — TaKUM 00pa30oM, OTHO HE MCKITIO-
yaet apyroro) [5, 8];

3) sipKast HeiipOBU3YyaIM3allMOHHAs KapTUHA — JIOKAJIH-
3a11sI ITOTMMOPGHBIX UIIIEMUYECKIX OYaroB B BUCOY-
HOI, TEeMEHHOI WJIY 3aThLJIOYHOM 001aCTSIX FOJIOBHOIO
Mo3ra (MHTEPECHO 3aMETUTh, YTO HIIEMHYECKHUE
0YaroBble M3MEHEHUS TOJIOBHOTO MO3Ta COYETAIOTCS
C BBIpaXXEHHOM acTpOLUTAPHOM Mposrdepalneii u He
COOTBETCTBYIOT 30HAM MaruCTPaJIbHOTO COCYIUCTOTO

KPOBOCHAOXKEHUSI, ITOCKOJIBKY B OCHOBE (hOpMUPOBa-
HHS TaKUX 0YaroB JIEXKUT (PeHOMEH MUTOXOHIPHUATb-
HOI aHTMOTIaTUH, a HE TpoM003a).

OuaroBast HEBpOJIOTHYECKAsI CUMIITOMAaTUKA MOXET
BKJIFOYaTh MOTOPHBIC ITATOJIOTMYeCKNe (PEHOMEHBI: Te-
MHIIape3, TEMUAHOIICUIO (B TOM YHMCJIE COYETAIONIYIOCS
C SIBJICHUSIMM KOPKOBOI arHO3MM); CEHCOPHBIE PacCTPOii-
CTBa B BUIE TEMUTHUITIECTE3UN (HEPEIKO MOSIBIISIOMIEICS 10
dopMupoBaHus reMumnapesa). Takke MOTYT HaOIIOOaThCS
pa3zHOPOIHBIC (DOKATIBHBIC SMICTITUICCKUE TIPUCTYITHI U
MPUCTYIIBI C TEHIEHLIME! K BTOpUYHOM TreHepanu3anuu [1,
3, 5, 8]. IlonkopkoBasi cMUMITTOMaTHKa, O0YCIOBJIEHHAS
BBIKJTIOUCHHEM KOHTPOJIBHBIX KOPKOBBIX 30H 1 UIIIEMUYIe-
CKVM TIOBPEKIEHNEM ITOAKOPKOBBIX CTPYKTYP, BEIpasKaeT-
CsI MBIIIIEYHOM TUCTOHUEH, TOIKOPKOBBIM MUOKJIOHYCOM
WU APYTMMU TUTIEPKUHETUYECKUMU HapYILIEHUSIMMU.

ITpu MmopdonornyeckoM UccaeToBaHUM HAOTI0JaeTCs
(hbeHOMEH «pBaHBIX KPACHBIX BOJIOKOH», TIPEACTABJISTIOIIMI
coboii ciemduueckoe n3MeHeHe MUO(DUOPUILIT BCIIe I -
CTBHME MUTOXOHIPUAILHOM TTposdepani 1 GopMUpoBa-
HHUS MUTOXOHIPHATBLHBIX KOHIJIOMEPATOB 110 Ieprdepun
MBIIIIEYHOTO BOJIOKHA.

PazButue sipkoit KJIMHUYECKOI KapTUHBI 3a00JieBa-
HUS WLUIIOCTPUPYET CIACAYIOLINN KIIMHUYECKUNA CITydai.

Knuxuveckui cnyyaii 1

Ilayuenmra M., 19 srem, Haxodurace Ha neveHUU 8 He-
eponoeuyeckoil kaunuke I'BY3 MO «Mockoeéckuii obaacm-
HOU HaY4HO-UCCAe008aMeNbCKULL KAUHUMECKUL UHCIMUMYM
um. M. D. Bradumupckoeo» (MOHUKH) ¢ ouaerozom: «Mu-
MOXOHOpUANbHAs SHUEPANONAMUsL C AAKMAM-ayUd030M U UH-
cynvbmonodobuvim meyeruem (MELAS). Cumnmomamuueckas
oK anbHas INUAEnCUs ¢ YacmbLMU RPOCHIbIMU MOWOPHBIMIL U 8O-
PUUHO-2eHEePaNU308AHHBIMU CYOOPOICHBIMU NPUCIYNAMU.
Junamuueckas, apgepeHmno-momopHas, aKycmuKo-eHo-
cmuteckas, aKycmukKo-mMHecmu1eckas, ceManmuyeckas aga-
3us. Tunompogus 111 cmenenu». Pazseprymas kaunuueckas
Kapmuna 3a601e6anus, Kak caedyem u3 0uazHo3a, 8KAN4ANA
peuudugupylowjue umiemudecKue Aamaky maicen020 meueHusl,
conpogoicoarowuecs agasueil, npagocmMoporHel nupamuo-
HOIl HedoCmamo4HOCMblo, NepUOOUYeCKU — 2eMUKAOHUSMU
6 npaeoll pyke. Habarwodanuce 3nauumenvHolili KOCHUMUBGHbLI
Oechuyum, omkasz om npuema nUUU, IMOUYUOHANbHAS 1A0UNb-
Hocmb ¢ npucmynamu naaya. Heeponoeuveckas kapmuna 3a-
001€8aHUS, @ MAKICe 00UULL MANCENbLI COMAMUYECKUL POH
co30anu HeobXo0UMOCMb 8 20CHUMAAU3AYUY NAUUECHMKU 8
peanumayuonHoe omoenerue, 20e npoeooUNACH KOMNAEKCHAS
Helipomemaboauteckas, aHmubaKmepuanbHas, ce0amueHas,
HYmMpUmMuGHas U nPpoMuUo3NUAenmu1ecKds mepanus, Ha ghore
KOMOpOil 3HaUUMeNbHO pespeccuposadn Heapoao2uueckuil de-
@uyum — yMeHbUUAAC, 04A208As1 HeBPOA0UMECKasi CUMIIO-
Mamuka, yoanocs 000UMbCs CHUIICEHUs. CMeneHlU 2Unompoguu
U acmomol ceMUKAOHUYecKUX npucmynos. Maenummo-pe3o-
HarcHas momoepagpus (MPT) om 10 cenmsops 2013 2. 6bisis-
A51a COOMEemcmeyoujie uwemueckue usmenenus (puc. 1).
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Puc. 1. [Tayuenmia M., 16 nem, macHumno-pe30HaHCHAs. MOMOSDADUSL 20108HO20 MO32a: KAPMUHA 0OUUPHO20 UUIEMUMECK020 NOPANCEHUs 1€6020 NOAYULA-

pust 60161020 MO32A, NPEUMYU4ECINBEHHO 8 3A0HUX 0MOeAax

Fig. 1. Patient M., 16 years old. Magnetic resonance image of the brain: extensive ischemic lesions in the left hemisphere, primarily in the posterior portions

HUumepecro ommemumsp, umo Ha b6ojsee paHHUX CHUMKAX
(npedcmaeneHHbIX MOABKO Ha NAeHKe be3 ONUCAHUS) OmMeya-
A0Cb 2pyboe nopasicenue 3a0HUX 0mMoenoe npaesoil 2emucgepbl,
He coomeemcmeyrouee 6acceiHam KposoCHAOICeHUS, — Xa-
pakmepHbiil npusnak cunopoma MELAS (puc. 2).

Puc. 2. lTayuenmka M., 10 arem, macHumHO-pe30HAHCHASE MOMOPagus 20-
N0BHO20 MO32a: KAPMUHA 00UUPHO20 CReUUPUHECK020 NOPANCeHUs NPABOIl
BUCOYHO-MEMEHHO-3AMbIAOYHOL 00Aacmu

Fig. 2. Patient M., 10 years old. Magnetic resonance image of the brain:
extensive specific lesions in the temporoparietooccipital area

Ilpu ananu3ze paHHUuX CHUMKO08 HAPAOY ¢ OCMPbIMU Ullie-
MuUHecKUMU COObIMUAMU YOar0Ch 0OHAPYHCUMb KOPKOBO-NO0-
KOPKOBYI ampoguio, NPUsHaKu ampoguu 4epes Mo3dceuKa,
2UNOMPOPUU MO30AUCNO20 MeAd, YMEPEHHO BbiPANCEHHYIO
HapyxcHyto eudpouyeghanuio.

Caedyem 3amemums, 4mo ampoguueckue usmMeHeHus
seulecmea 20108H020 M03ea HAPAO0y ¢ NOBMOPHbIMU MAC-
CUBHBIMU UMEMUYECKUMU AMAKAMU C030A84aU No4ey 041
pazeumus hapmaxKopezucmeHmHbIX CUMIMOMAMUHECKUX
SNUACNMUYECKUX NPUCIYNO8, U KAMAMHecmu1ecKoe Ha-
oar00eHue 3a nayueHmioil 6 meuerue 1 200a nocae ebinucku
U3 KAUHUKU NOOMEepoun0 OnaceHuss — NPoU3ouLLa mpaHc-
@opMayUs NPUCMYNOE 8 CAONCHBIE NAPYUAAbHBIE CUMNMO-
Mamuueckue ¢ 6MOPU4HOL eeHepaiuzayueil, 8 OaibHeluem
Y nayueHmku paseuacs snuienmuxeckui cmamyec. Ilono-
ACUMENBHOU OUHAMUKU 8 Mepanuil YOKanbHbIX MOMOPHBIX
NPUCMYNO08 80 8PeMs 20CHUMAAU3AYUY YOAA0Ch OOCMUYD
¢ NPUMEHEeHUEeM NapeHmepanbHoll (popMbl 1eeMUPAyemama
(1000 me enympueenno 2 paza 6 cymku), a Helipomemabo-
AUMecKas nodoepiucKa, ROMUMO Opyeux nPenapamos, KA1 -
yana aeeoxapuumun. CyujecmeeHHol OUHAMUKU @ CHUNCe-
HUU YPOBHSA aghamuueckux HapyueHuil y0aioc 00CmueHyms
3a cuem KOMNAEKCHOU n020nedu4eckoli pabomsl, 00HAKO
NOAHOU KOMHEHCAUUU HApYUeHHbIX QYHKYUi He 0bL10
docmueHymo.

B nipesncraBieHHOM KIIMHUYECKOM ClTydae OCHOBHOM
TepareBTUYEeCKUI aKIIEHT ObLI clejlaH Ha MPOTUBOSIIH -
JIENTUYECKYIO U aHTUOAKTepUATIbHYIO Teparuio, HyTpu-
TUBHYIO TTOAIEPXKKY. PeabuiuraliuoHHasi Tepanusi, BKJI0-
Yaro1as MeToIbl JIeueOHOM (PU3KYIBTYPHI, TBUTATETLHOM
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peadIMTAallM U JIOTOIIeINICCKOM KOPPEKIINU, TaKKe
oKasajach 3(pOeKTUBHOIA.

IMaTorenernueckoii reparmu cuHapomMa MELAS B Ha-
crosiee BpeMs He pa3padotaHo. CUMTaeTCsI, YTO OCHOB-
HOE BHUMAaHUE CJICAYeT YACJISITh MACCUBHO (HO TIPY 3TOM
palMOHAIbHOI) CUMIITOMAaTUYECKOM Teparmuu. MHorue
aBTOPHI TAKXKE YKA3BIBAIOT HA HEOOXOIMMOCTD ITIpUMEHE-
HUSI B KOMIUIEKCHOM TepaIllMy 3TOM MUTOXOHIPUATBHON
marojoruu L-apruxuna [9].

Juarnoctuka cungpoma MELAS mo-npexHemy
MpeacTaBisieT TpyaHOCTU. M3BecTHO, 4TO HauboJjee ya-
CTO MyTallMsI IPOUCXOIUT B pe3ysIbTaTe TOUYSCUHON 3aMEHBI
A3243G B rene tpancnoptHoii PHK neitnimna (UUR).
CymiecTBeHHO pexe BcTpedaroTcss myrauuu A3252G
n G13513A B mutoxouapuanbHoii JJHK Toro xe rena,
a takke TouyeyHas 3ameHa T3271C (7,5% wnabmomaeMbIx
ciaydaeB). TouyeyHble MyTallMi MOTYT OTMEUAaThCsl B TeHE
COX I1I [10]. MurpeHennomoOHbBIE 3MMM30IbI, OIIMCHIBaC-
MBI€ B JINTEpAType, BCTPEUYAIUCh M Y HaIlIeH MallueHTKH,
YacTOTy Pa3BUTHUSI MUIPEHO3HBIX ITAPOKCU3MOB BIIO-
CIIEACTBUU OTCIICIUTHh 0KA3aJIOCh HEBO3MOXHBIM H3-3a
adaTMIeCKUX HAPYIICHU M KOTHUTUBHOTO AcUIIMTA.
AHaMHeCTHYeCKHe JaHHbIE YKa3bIBAIOT Ha IePBBIi UITIC-
MHYEeCKHUI 311301 B Bo3pacte 10 JIeT ¢ IOJIHBIM BOCCTa-
HOBJICHHEM JIEBOCTOPOHHEU MUPAMUIHOM HEOOCTATOY-
HOCTH. MUTpEeHO3HBIE IIPUCTYITBI BOSHUKIIM CITYCTS 2 MeC
ITOCJIe AMMU30/1a UIIEMHH, TIPOIOJIKASICh ¢ HapacTalolei
4acTOTO 10 2—3 pa3 B CYTKHU O MOSBICHUS IIOBTOPHOTO
HUIIEMHUYECKOTO 3MU30aa CITyCTs 9 Mec Iocje IepBoTo.
VY oTIIa MallMeHTKN HEeT yKa3aHWil Ha pa3BUTHE MUTPEHH,
OIHAKO Y MaTepy HAOIIOAAIOTCS SIMM30ANIECKIE IIPUCTY-
ITBl MUTPEHH C aypOi, XOTsI CIIydaeB MHCY/IbTA WX MHpap-
KTa y Hee 1 OKaUIINX pOACTBEHHUKOB HE OTMEYaJIOCh.

VY mpencTaBlIeHHOM MAllMEHTKM OTUArHOCTHMPOBaHA
Hambonee yactasg Mytanust — A3243G, a TakxKe ITOBBI-
IIeHue ypoBHe# nupysara (mo 0,84 MMoIb/J1) U JJaKTaTa
(mo 13,4 MMOJIb/JT) B KPOBH B COCTOSTHUH TTOKOS.

HecMmoTpst Ha G1aronpUsTHBIM MCXOM JeYeHUs ma-
LIMEHTKN B ONMCHIBAEMBIN IIEPHOI, TaHHBIC TOJTOCPOI-
HOrO KaTaMHECTUYECKOIo HabJIIOICHUST OKa3aIuCh Oosiee
IMeCCUMUCTUYHBIMU — TalMeHTKa moru6ia B 2018 . or
PE3UCTCHTHOTO AMMJICIITUYECKOTO CTaTyca B YCIOBUSIX
peannManyoHHoro otaeneHus MOHUKMN.

BTopoii KIIMHUYECKUI claydail MILUIIOCTPUPYET He-
00XOIMMOCTh paHHero BKioueHus cuHapoma MELAS
B muddepeHINnaITbHO-IMarHOCTUYECKHI TTOMCK.

KnunuyecKui cnyyai 2

Ilayuenm B., 14 nrem, nocmynua 6 0emcKkyi He@po-
A02UYECKYI0 KAUHUKY C HCAN00aMU HA INU300 CUAbHeHU U
00HOCMOPOHHel 20108HOU 60U 8 BUCOYHOIU 0baacmu chpa-
6a, ¢ uppaduayueil 8 npagwlii ena3, ¢ HapyuleHuem 3peHusl
6 NPagoM 2na3y no muny <neieHob». Yiasaunole cumnmo-
Mbl B03HUKAU NO30HO 8e4epoM U OAUAUCH BCHO HOUb, 8 CEs-
3U ¢ yem pooumeny MAaab4uKa 8ul36aiu Opueady ckopoi

MeOUYUHCKOLI NOMOUWU, U peOeHOK Obla 20CRUMANUZUPOBAH
6 CMayUuoHap no Mecmy JdCUmeabCmea ¢ nodo3peHuem Ha
npucmyn muepenu. Hecneyuguueckas obezbonuearowas
mepanusi, NpUMeHeHUe CNA3MOAUMUK08 CYUECMBEHH020 00~
Ae2ueHuss COCMOsIHUSA He npUHecaU, 00HAKo 8CcKope nocie no-
cmynaeHus (Chycms HeCKOAbKO 4ac08) NPUCMYN 20108HO
004U U HApYUWeHUsl 3peHUsI NOAHOCIbI0 KYRUPOBAAUCH CAMO-
cmosamenwvHo. ugpgepenyuarvras duaenocmuxa nposoou-
AACb C MUSPEHOZHBIM UHCYAbIMOM, GUCOYHbIM APMEPUUIOM
u ocmpoii uwemueil cemuamxu. Ilayuenmy 6vinoaneno
HellposusyanuzayuonHoe ucciedosanue — MPT eonoerozo
Mo3ea Ha annapame ¢ maeHumuou unoykyueii 0,3 T, ko-
mopoe 8bls8UN0 04A208ble U3MEHEHUS N0OHOU U MeMeHHOl
dozeil npasoii eemucgepsi, cAabOUHMEHCUBHOE HAKONAEHUE
KOHMPACMHO20 8eUjecmea, MUHUMANbHOEe paciiupenue Ha-
DYIAUCHBIX AUKBOPHBIX hpocmparcme. CrabouHmeHcusHoe
HakonaeHue KOHMPACMHO20 8euecmaea N0360AUN0 AeHAUUM
8pauam nayuenma 8vicKkazams npednonodiceHue 0 pa3eumuu
demuenuHuzupyrouleeo npoyecca 8 YeHmpaibHoi HepeHoll
cucmeme — nposedennas 6 danrvreiuem MPT weiinoeo u
2pyoHoe0 omoenog noseonounuxa ¢ MP-muenroepagueii u
KoHmpacmuposanuem He oOHapyxcusa namonoeuu. Ila-
yueHm OblA HANPABAEH 8 KAUHUKY 0emcKOoi Heapono2uu
MOHHKH na 5-e cymku npebbvieanus 6 cmayuoxape no me-
cmy wcumenvcmea. B MOHUKHU pebenky nposedena MPT
20/106H020 M032a HA annapame ¢ MAeHUMHOU UHOYKYUell
1,5 T, komopas nokasanra nopasjceHue cepozo Geuecmeda
npaeoeo noayuiapus 604bU020 M032a C NPUSHAKAMU HA-
PYUleHUs Yes0CMHOCMU 2eMamodHyedaluyeckozo 6aps-
epa — cundpom MELAS? (puc. 3). JlocmogepHo oyeHumo
OUHAMUKY U3MEHEHULL N0 CPABHEHUI0 ¢ NpedblOyUUM uccae-
dogaHuem He npedcmasasinoch 603MONCHbIM 88UJY HU3K020
paspeuieHus CKAHUpo8anus npedvloyujeco ucciedo8aHusl.
Ilayuenm KoHcyabmuposan eceHemukom, NPOGedeHO
2eHemuueckoe uccaedoganue ¢ NpuUMeHeHuem mMemoouxu
npuyeavbHoeo noucka mymayui mumoxounopuanvroii JJHK
memodom MLPA — pezyasmam oKazancs noA0ICUMENbHbIM:
ebisenena munuunas mymayus A3243G. Ilocae noayuenus
pe3yabmamos Uccaedo8anus Hayama aKkmueHas memabo-
AudecKas mepanus, npogedeHo Uccaedo8anue yposHs AaK-
mama 6 nepughepuueckoii kpogu (ommeueHo nosgwluienue 0o
14,1 mmons/n). IlpumeuamenvHo, umo yposeHv nupysama
coomeemcmeosan 1ab0pamopHoil Hopme 05 paccMampuea-
emM020 803pacma, a y1empaseyKoeoe CKaHupogaHue 3Kcmpa-
KPAHUAAbHbIX cOCYO08 noKazano degopmayuio xoda obeux
no360HO4YHbIX apmepuil (boabule vlpadceHHYHO caesa) Oe3
NPU3HAKOB8 HAPYUWIeHUsl Napamempos N10KAaAbHOU 2eMOOUHA-
muku. UmmyHopepmenmublii aHaau3 He NoKa3an Hapacma-
HUSL YPOBHS UMMYHO02A00YAUHO8, NPU UCCAe008AHUU KPOBU
JTHK memodom noaumepasHoil yenHoil peaxkuyuy namozeHos
He 00Hapycero. C noaoxcumenvHoli OUHAMUKOL — NOAHbIM
pezpeccom Hegpoa0_UHecKol CUMRMOMAMUKU, npedicoe 8ce2o
20/108HOU 004U U HAPYUIeHUs 3peHUsl HA Npaesblil 2na3 — pe-
OeHoK Obl1 binucan u3 cmayuonapa. B nacmosuwee epems
npoeooumcs Kamamuecmuueckoe HabaooeHue.
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Puc. 3. [layuenm B., 14 1em, macHumno-pe3oHancHas momoepagus 2010681020 mo3ea, pexcum T2-FLAIR: eusyaruzupyromes meakue oaeu 6 KOpmuKaib-

HOUl NAGCMUHKe meMeHHOIl U 8UCOUHOU Joaeil

Fig. 3. Patient B., 14 years old. T2- FLAIR magnetic resonance image of the brain: small lesions in the cortical plate of the parietal and temporal lobes

B 3aknioueHue cienyer nob6aBUTh, YTO CUHAPOM
MELAS c¢ coBepuieHCTBOBaHMEM TUArHOCTUKU U T10-
BBIIIICHUEM MH(GOPMHPOBAHHOCTU Bpadeil ITOCTETIEHHO
nepectaeT ObITh opdaHHOI maroyorueii [2—7]. B xpyr
nuddepeHIaIbHON IMaTHOCTUKY UITEMUYSCKUX DITH -
30[10B Y MOJIO/IbIX MALIMEHTOB, TOMUMO OOBEMHOTO O0pa-
30BaHMSI, TTATOJIOTUIECKOM N3BUTOCTH MperiepedpaIbHbIX

1 aHOMAJIMM pa3zBUTUSI MHTpPallepeOpaJbHbIX COCYA0B,
a TaKKe CIen(pUIeCKIX BaCKYJIUTOB, 0053aTEILHO ClIe-
IyeT TO0aBIISITh U M1e0I0T MUTOXOHIPHUAILHBIX dHIIeDa-
nornatuii. O4eBUIHBIM CTAaHOBUTCS, HapsAy C paHHel
JNIMarHOCTUKOM, KaK MOXHO 00Jiee paHHEE Havyajlo SHEep-
TOKOPPUTUPYIOLIEH Tepaliuu, UMEIOILIEH ITaTOreHeTUYe-
CKO€ TIPUIOXKEHHUE.
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Cunppom Knuchcmpa u anunencud

P.T. Tamuposal: 2, H.T. Jliokumna3, P. P. TamuposaZ, M. E. ®apuocosa?
1Kazanckas eocydapemeennasn meduyurckas akademus — guauar @TBEOY JII0 «Poccuiickas MeOUyUHCKas akademus HenpepbleHo2o
npogheccuonarvbHoeo obpasosarus» Munzdpasa Poccuu; Poccus, 420012 Kazaus, ya. Mywmapu, 11;
2QIA0Y BO «Kazanckuii (Ipusonscckuil) pedepansuuiii yuusepcumem»; Poccus, 420008 Kazaus, ya. Kpemaesckas, 18;
3 Meduyunckuii yenmp «MHUIAEAIL>; Poccus, 445020 Toavammu, ya. Jlenunepadckas, 43;
1TAY3 «llemckas eopodckas 6oavHuya Ne 8 e. Kazanu; Poccus, 420061 Kasanw, ya. Bapu laneesa, 11

Konmaxmeor: Pumma Ta60yrv6aposna lamuposa r-gamirov@mail.ru

Cundpom Kaughempa — pedkoe eenemuueckoe aymocomMHo-00MUHaHmMHoe 3a6onesanue, 00yciosrennoe eantounmerncusenocmoo EHMT]
(Euchromatic Histone Methyltransferase 1). Kaunuueckas kapmuna cunopoma Kiaugcmpa exarouaem yMepeHHYIO UAU MANCEAYIO
UHMENNeKMYanbHYI0 HeO0CMAmMO4YHOCHb C OMCYMCMBUEM PeHll, BbIPANCEHHYIO MbIUEUHYI) 2UNOMOHUI, MUKDOOpaxuuepauro, 8podicoerHble
NOpOKU cepoya, noyex, YpoeeHUmaibHo20 mpaKkma, munu4Hblii 045 CUHOpoOMa AUYeeoll OUCMOPPU3M.

B cmamve npedcmasnenvt 2 cxoxucux kauHuveckux cayuas covemarnus cunopoma Kaugpempa c snusencueii. Y oboux nayuenmog Hapsaoy
€ MURUYHOU KAPMUHOL 0CHOBH020 3A001€6aHUS 8 KAUHUKe OMMeUaomcs cepuiiHble dSnuienmuyeckue cnasmol ¢ dedlomom nocae 1-eo eoda,
MOOUPUUUPOBAHHAS, CKAOHHAS K CUHXPOHUZAUUY SUNCAPUMMUS HA NeKMPOIHUedaroepamme, apmaxope3ucmeHmuoe meverie SMUiencuu.
Imo moxucem ceudemenbcmeosamsv 0 mom, umo cundpom Kaughempa moxncem exaouame pazsumue snusencul KaKk 00UH U3 CUMAMOMOG
3a601e6aHUS.

Karoueevie caosa: cunopom Knugpempa, snunencus, snurenmuyeckue cnazmol, eed EHMT 1, kaunuyeckuii cayuaii

Jas wumuposanus: lamuposa P. I'., Trokwuna H. I'., lamuposa P. P., @apnocosa M. E. Cundpom Kaugpempa u snusencus. Pycckuil acyp-
Han demckoii Heaponoeuu 2019;14(4):32—7.
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KLEEFSTRA SYNDROME AND EPILEPSY

R.G. Gamirova’ 2, N. G. Lyukshina’, R. R. Gamirova®, M. E. Farnosova*
Kazan State Medical Academy, branch of the Russian Medical Academy of Postgraduate Education, Ministry of Health of Russia;
11 Mushtari St., Kazan 420012, Russia;
2Kazan Federal University; 18 Kremlevskaya St., Kazan 420000, Russia;
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Kleefstra syndrome is a rare autosomal dominant genetic disorder caused by haploinsufficiency of the EHMT1 (Euchromatic Histone Methyl-
Transferase 1). Patients with Kleefstra syndrome have following most common symptoms: moderate or severe intellectual deficiency, absence
of speech, significant diffuse muscular hypotonia, micro-brachycephaly, congenital defects of heart, kidneys, genitourinary tract and recogni-
zable dysmorphic features of face.

The article presents 2 similar clinical cases of Kleefstra syndrome in combination with epilepsy. Both patients, along with a typical clinical
picture of the underlying disease, have serial epileptic spasms with an onset after first year of life, modified hypsarrhythmia with tendency to
synchronization on the electroencephalogram, pharmacoresistant epilepsy. This indicates that Kleefstra syndrome can include epilepsy as one
of symptoms of the disease.

Key words: Kleefstra syndrome, epilepsy, epileptic spasms, gene EHMTI, clinical case

For citation: Gamirova R.G., Lyukshina N.G., Gamirova R. R., Farnosova M. E. Kleefstra syndrome and epilepsy. Russkiy zhurnal detskoy
nevrologii = Russian Journal of Child Neurology 2019;14(4):32—7. (In Russ.).

Cungpom Kimdcerpa (CMHOHUMBL: CUHAPOM JACe-
uun 9q34.3 xpomocombl, 9q-CUHIPOM, CUHIPOM CYO-
TejaoMepHoit aenaeunu 9q) (OMIM: 610253) — penkoe
(rpeamonoxuTenpHas yactora 1:200000) reHeTHYECKOE
ayTOCOMHO-JOMUHAHTHOE 3a00JieBaHNe, O0YCIIOBJIEHHOE
rarmonHTeHCUBHOCTRI0O EHMT1 (Euchromatic Histone

Methyltransferase 1) [3]. Ien EHMT1 (OMIM: 607001),
JIOKAJIM3YIOIIMIICS Ha CyOTEIIOMEPHOM YYaCTKe JUIMHHOIO
wreda 9-it xpoMocomsr (9q34.3), KonupyeT TUCTOH-METHI-
TpaHcdepasy, CIocOOHYI0 TMMETUIUPOBATh 9-i1 TN3UH
B ructoHe H3 (H3K9me2) B 3yxpoMaTHHOBBIX peTMOHAX
reHoma [4, 8].
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IManuenTsl ¢ cunapomom Kimdcerpa xapakrepusy-
I0TCS Y3HAaBaeMbIMU KIIMHUYECKUMU ITPU3HAKaMU, KOTO-
pble OOBIYHO BKJIIOYAIOT YMEPEHHYIO MM TSDKEIIYIO0 MH-
TEJUICKTYaIbHYIO HEIOCTATOYHOCTD C OTCYTCTBUEM P,
paccTpoiCcTBa ayTUCTUIECKOTO CIIEKTPA, IIOBEICHISCKIE
HapyIIeHUsI, BEIPAXKEHHYIO TUIIOTOHMIO, MUKPOOpaxulle-
danmio, BpoXKIeHHBIE ITOPOKU Pa3BUTHSI, BKIIIOYAsT ITIOPO-
KM cepalia, ITo4YeK, ypOreHUTAIbHOTO TpaKTa U JIUIIEBO
IUCMOPGU3M (TUIIEPTEIOPU3M, CHHO(DPU3, MAKPOTIOC-
CHIO, TIPOTHATHU3M, IIJIOCKOE JIUIIO, «POT Kapra» 1 T.1.).
CHUHIPOM OIMHAKOBO YacCTO BCTPEYAETCS Y MYXKCKOTO
M XXKEHCKOTO I10JIa, pacIpOCTPaHEH BO BCEX STHUUSCKMX
rpymmax [9].

B mureparype omucano 6onee 100 ciyyaeB, B Ka-
XIOM cilyyae MpU FeHETUYeCKOM oOcCiaea0BaHUU Oblia
obHapyxeHa JT1ub0 MUKpOJeIelsl yyacTKa XpOMOCO-
MBI B JIOKyce 9q34.3, 9aCTMIHO WJIM ITOJTHOCTBIO 3aXBa-
TeiBatoniero reH FEHMTI, nubo maToreHHass MyTalus
B camoM rene FHMTI [7, 12, 14]. Ien xapakrepusyeTcs
IMOJTHOHM TEHETPAHTHOCTbIO — KJIMHUYECKHE OCOOCH-
HocTu cuHAapoma Kiudcrpa nposiBasiioTcsl y BcexX JIUIL
¢ nHaktuBanueit 1 amrenmu EHMTI, ogHaKoO CTEIICHBb
U TSDKECTb KIMHUYECKUX MPOSIBJICHUM BapbupyloT [11].
Bce onucanHble cityyau 3a00JieBaHuUs ObLIU CIIOpaguye-
ckuMH (de novo), 3a peIKUM UCKJIIOYECHUEM, KOTIa y OlI-
HOTro U3 poAuTesieil oOHapyKuBaiach cOalaHCUpOBaHHasI
XPOMOCOMHAsI TpaHCJIOKAIIMsI, BKIIOUAIONIas yIacTOK
9q34.3, nnmm B ciyyae Mmo3zauumusma [9, 15]. Ho takke
BcTpevalorcs onucanusg EHMTI-oTpuiaTenbHBIX CITy-
4aeB, KOTra BOSBHUKHOBEHUE UACHTUYHOM KIIMHUYECKOMN
KapTUHBI IIPEATIOIOXUTEIHFHO 00YCIOBICHO MyTaIllUSIMHU
B reHax, MMeIoIInX cxoxyo ¢ FHMT1 6nonornyeckyo
poub (Hanpumep, KMT2C (OMIM: 606833)) [10].

Hccnenosanust nokazanu, uro 6e1ok EHMT]I (takxke
n3BecTHBIN Kak GLP — G9a-nono0HEIi 6€10K) peryanpy-
€T TOMEOCTa3HYIO IIACTUIHOCTD ITOCPEICTBOM KOHTPOJISI
CHHANTUYECKOI0 MacIITaOMPOBaHMSI [2], SITUTeHETUYECKH
PETyIMpyeT 9KCIPECCHIO TeHa IIOCPEICTBOM PEMOIETUPO-
BaHUS XpOMaTHHA U, TIO-BUANMOMY, UTPAET BaXHYIO POJIb
B HelipoHaJIbHOM pa3Butuu [11].

DeHOTUNMNYECKU CIEKTP, BHI3BAHHBIN M3MEHEHM -
aymu FHMT1, moxXeT ObITh JOBOJIBHO IIMPOKUM. TeKy-
IIKe JaHHBIC CBUAETEIBCTBYIOT O TOM, YTO Y MALIMEHTOB
C MaTOTeHHBIMU BapuaHTamu reHa EHMT1 (Hampumep,
C HaJIM4YheM MMCCEHC WJIM HOHCEHC-MYTalluh) U ¢ KO-
potkoii (<1 M6) Mukpoaeneuuneit yaactka 9q34.3 Her
SIBHBIX pa3INIUii B KIIMHUYECKMX MPOsIBICHMUSIX. OTHAKO
y i1 ¢ OonpiiuMu (=1 M0) genenusamu ygactka 9q34.3
coMaTHUYeCKuMe HapylIeHUs] ropa3ao 00Jiee BbipakeHHbIE,
YeM MpY BHYTPpUTCHHBIX MyTamussx EHMTI [9].

Bo Bcex ciyyasix ObLIM MpeacTaBIeHbl ClAeayIolue
TUIIAYHBIC CUMIITOMBI: YePEITHO-JINIIEBbIe OCOOEHHOCTH,
TUIOTOHMSI, MUKpoOpaxuiiedanus, 3aaepxKa peueBo-
ro pa3BUTHUS, YMCTBEHHAsI OTCTAJIOCTD, IIOBEACHUECKIE
U IICUXUYECKUE PACCTPOMCTBA, HEBO3MOXHOCTD XOIHTh,

yacThle MHGMEKIIMOHHBIC 3a00J1eBaHNS PECIIUPATOPHOTO
TpakTa. HecMoTpst Ha TO YTO B HEKOTOPHBIX I1yOJIMKa-
LUSIX YIIOMUHAeTcss o coyetannu B 23—30 % ciyyaeB
cuHapoma Kimdcerpa ¢ snuienTudecKMMU IIPUCTYIIaMHU,
TaKMMM KaK abCaHCHI, (pOKaTbHBIC WIIM TeHePAITN30BaH-
HBbI€ TOHUKO-KJIOHUYECKHUE IPUCTYIIBI, MBI HE OOHApY-
KWJIY TTOAPOOHOro OINKuCcaHUsI 0COOEHHOCTEN KIMHUYE-
CKOM KapTUHBI ¥ TSYCHMS SIMUJICTICUN Y STUX TTAIIMCHTOB
[9, 13].

Ileabi0 HACTOSIIIIETO MCCAEAOBAHMUS STBUJIOCH M3YyYe-
HUE OCOOCHHOCTEH 3MUJICIICUM, KOTOpas BCTpedaeTCs
npu cuHapome Kinudcerpa.

[Ipoananu3upoBaHbl JaHHBIC aHAMHe3a, a TaKXke
Pe3yJBTaThl KITIMHAYECKOT0, TEHETUYECKOT0, JIEKTPOIH-
nedanorpacdn4eckoro, MarHUTHO-PE30HAHCHOTO UCCJIe-
JIOBaHUM 2 MAIlMEHTOB C IMOATBEPXKICHHBIM CHHIPOMOM
Kmudcerpa, y KOTOphIX KITMHUYECKAsI KApTUHA OCHOBHOTO
3a00JIeBaHMSI COYETAIach C AMUJICIITUICCKIMU IIPUCTY-
namu. JInarno3 cunapoma Knmdcerpa ObIT TOATBEpXKIESH
TP TCHETUYECKOM UCCIICIOBAaHNHU B O00OMX CIyJasix.

ITpuBoauM uctopun 60Jie3HU HAOIIOJAEMbIX HAMU
IMAIleHTOB.

Knunuyeckuii cnyaii 1

Ilauyuenm 4., 3 nem 2 mec, ¢ podxcdenus Habawooancs
Y Heepo02a no nogody BblpAICEHHOL MblUIEHHOL 2UNOMO-
HUU, MHOJICECIMBEHHBIX cUeM 0u3IMOpuoeHe3a, 3a0epiucKu
ncuxuuecKo2o U 0gueamenvHozo passumus (6 eospacme
3 sem — cudum HeygepeHHO, He cmaem y ONOpbl, He X0-
dum camocmosmenvHo), OMCymcmeus peuu (He 2080pum,
He noHUMaem o00paweHHYI0 peus), cAabocmu Mblully, 8510~
cmu, NOBbIUEHHOU YMOMAAEMOCMU, 3AMPYOHEHUS HCeBAHUSL
meepdoii nuwu. Takuce nayuenm Habawdaemcs y Hegpo-
/102a 8 C853U C NOPOKOM pa3eumus 8 eude ypemepo2uopo-
Heghposa ne6oil nouku, y0soeHus A€ol NOUKU, Y Kapouoao-
2a — ¢ 8poJCOeHHbIM NOPOKOM cepoya 6 gude OMKpPbIMO20
084/1bH020 OKHA U MHONCECMEEHHbIMU KOPOHAPO-1€60ice-
AYO00UKOBbIMU PUCMYAAMU KOPOHAPHOIL apmepuu; y ypo-
1024 — ¢ NPABOCMOPOHHUM KPURMOPXU3MOM. Y marvuuka
OMMeUaomcs 04eHb Yacmole npocmyonble 3a001e6aHUsL, OH
naoxo npubagasiem 6 macce.

Hacaedcmeennuiii anamues He omseoujer. Peberok
om 2-il bepemeHHocmu (UCKYCCMBEHHA UHCEMUHAUUS),
npomekxaeguieil Ha ghoHe 060cmpeHuUs: OPOHXUANBHOU ACMMbl
U npuema npeoHU3010Ha y Mamepu, om 2-X camocmosmens-
HbIX cpouHbIX podos. Macca mena npu poxcdenuu — 2730 e,
oyenka no wkane Aneap — 7/8 6ainog. B neonamanvrom
nepuode pebeHok Obin nepegeden 6 omoeneHue nNAmMoAoUU
HOBOPONCOCHHBIX @ CE53U C CUMNMOMAMU HEBPON0UMECKUX
Hapywenuii. C nepauix mecsayee jHcu3Hu Mams pebeHKa om-
MemuAaa HU3Kyl 08U2amenbHy0 aKMUBHOCMb MANbYUKA,
NOBbIUIEHHYIO COHAUBOCMb, BbICOKULL NOpo2 601€80il uyacm-
8UMeNbHOCMU, CHUJCeHUe peakyuu Ha 38yKu. Pebenok pas-
8UBAACA C 3a0epICKOll: Havan depiucamsb 20408y 6 4,5 mec,
cudems ¢ noddepoickoii — 6 12 mec ycusHu.
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B eospacme 1200a 10 mec nosguaucy snusenmu4ecKue
npucmynst Ho Muny KAACMepHbIX UHPAHMUAbHbIX (INU-
Aenmu4ecKux) cnasmog ¢ uwacmomoil 1—2 cepuu 6 deHd
no 3—10 cnasmoeg ¢ cepuro. C Hauara 3a601e8anus npu-
HUMaA ganbnpoam, danee 8arbnPoam 6 KOMOUHAYUU ¢ Mo-
nupamamom — be3 3gpghekma; mepanus conpoeoicdanracsy
BbIPAINICEHHOU 3AMOPMONCEHHOCMbIO pebenKka. Jlanee 66e-
den eueabampun (¢ doze do 500me/cym) é KomOuHayuu
¢ sanvnpoamom. [lpucmynsvr cmaau Heckoavko pejce, 00-
HAKO 0MMe4anach nA0xas nepeHoCUMOCs Mepanuu 6 gude
HapyuwleHus cHa. B nacmosuee epems na one xombuua-
yuu eueabampuna 6 doze 500me/cym u éarvnpoama é doze
300me/cym coxpaHnaromcs eOUHU4Hble cepuu NPUCMYNos
¢ uacmomoi 1 pa3 ¢ 5 OHell ¢ nepuoduyeckum y4aujeHuem
npu UHGEKYUOHHBIX 3a001e6aHUSX.

B Hesponoeuneckom cmamyce obpawarom Ha cebs 8HU-
MaHue MHOMCeCmeeHHble cmuembl duzambpuoeereza. Co cmo-
DOHbL YEPENHbBIX HEPBOE — HENOCTNOSIHHOE ANbMePHUpYoulee
pacxodaueecss Kocoerasue, boavuie cresa. Bupascennas
ougpghysnas evipadiceHHAss Mblule4Has 2UNOMOHUS 00 PeKyp-
sayuu 6 cycmasax. Onopa Ha cmonvt NOAHOCMBIO C HAOCKO-
sanveycHoil ycmarnogkoii cmon. CyxodxucunvHvle pegrexcol
¢ PYK U HOe YMepPeHHO CHUMCeHbl (00ablie ¢ HUNICHUX KOHeY -
Hocmell). 3adepicka nCUxope4esoeo pa3eumusi: He 20860pum,
Jlenem omcymemeyem, Maio UHMepecyemcs OKpYICarouUM.
Ilpu éepmukanuzayuu cebs e ydepyucueaem. He xooum
camocmosmenvro. Hepyuku bepem ysepeHHo, HO UHmMepec
K HUM Pe3K0 CHUJICEH.

MaenumHo-pe3oHancHas momoepagpusi 20106H020 M032a
(3 T): pempouepebennapuas kucma u pacuiuperue cyoapax-
HOUOAABHBIX NPOCIPAHCME.

Budeoanekmposuyeganoepaguueckuii MOHUMOPUHe
¢ 6KANUEHUEM OHeBH020 CHA NocAe 0enpusayuu cHa: 3a-
MeoaeHue 0CHOBHOU akmusHocmu goua. B 600pcmeosanuu
U 80 CHe 3apecucmpuposana MuULenmupopmuas aKmue-
HoCcmb 6 8ude OuPOY3HbIX KOPOMKUX U NPOOOANCCHHBIX
(0o 2—6 ¢) pa3psa006 Hepe2yaapHbIX KOMNAEKCO8 NUK-, NO-
AUNUK—MeOdAeHHas eoana amnaumyodoi do 100—500 mkB
¢ npeobaadanuem 8 100HO-BUCOUHBIX 0Oaacmsx, Ooabule
caesa, ¢ mendenyueil k wacmome 2,0—2,5 Iy (danmnvie us-
MeHenus Oblau pacyeHeHbl KaKk MoOUGUUUPOBAHHAS Un-
capummus ¢ menoenyuei Kk cunxporuzauyuu). Ilpu npo-
Oyucoenuu 3apuKkcuposansvl cepuliHvle CUMMeMpPUYHbLE
anusenmuHecKue cnasmol.

Ilpu npogedenuu eenemuueckoeo uccaedoganus me-
MO0OM CeK8eHUPOBAHUS HO8020 NOKOoAeHUs (naneav «Ha-
credcmeenHbvle SNUAeNCUU») N0 UMO2AM AHAAU3A NOKPbIMUS
(u3061MOYHOCMU NPOHMEHUS) CeKBEHUPOBAHHBIX 2eHO8 (aHa-
AU3 8aAPUAYULL HUCAA KONUI) NoAy4YeHbl OaHHble 8 NOAb3Y
Haau4us eemepo3ucomuoil deseyuu ceemenma 9-ii xpo-
Mocombl ¢ npubauzumensHolmu epanuyamu 13998144 1—
141016461 n. o., 3axeamvigaroueil yvacmu 37 eeHo8
(LOD 2.51), 6 mom uucne eena EHMTI. Iemepozueomnuie
deseyuu eena EHMTI onucansl y nauuenmos ¢ CUHOpoMom
Kaugpempa (OMIM: 610253).

Knunuyeckui cnyyaii 2

Ilayuenmra B., 4 sem 11 mec (puc. 1). Knunuueckue
XapaKkmepucmuKy 60 MHO20M CXOOHbL ¢ MAK0GbIMU NAYUCH-
ma Y. (cm. mabauyy). Y nayuenmxu B. makice evisgneHbl
KpaHuoghayuanvHole aHoOMaiuu, 3a0epicka 08UeamenbHoco
U NCUXUYECK020 PA36UMUSL ¢ AYMUCTUKONOO0OHbBIM HOGe-
OeHuem U Omcymcemeuem pedil, 6pOANCOeHHbLI NOPOK cepiua.

Hacaedcmeennocmo omseowena no snuaencuu (y omya
pebeHKa UCOUHAs FNUAENCUs), poOumenu He pOOCMBEeHHUKU.
Pebenok om 1-ii 6epemennocmu, 1-x podos, macca mena
npu poxcdenuu — 2540 2, ouenka no wikane Aneap — 7/8 6an-
2108. Boipascennas oupghysnas moluieuHas eunomonus ¢ nep-
ébix OHell xcusnu. Pazeumue c 3adepiuckoii gpopmuposarus
MOMOPHBIX HABBIKOG: 20108y Ha4asa depxycams ¢ 4 mec, cu-
demb — ¢ 9 mec, xodums — ¢ 1 200a 2 mec.

Puc. 1. lTayuenmka B., 4 aem 11 mec. uaeno3: cundpom Kaughempa. Snu-
AenmuecKas SHUeGaronamus ¢ CepuiiHbIMU SNUACNMUHECKUMU CRAZMAMU,
Gapmakopesucmenmuoe meuenue; 8bipaANCeHHAs 3a0ePICKA NCUXOPEUEeB020
paseumus (pomoepagus npedocmasnena H. I'. Troxwunoii)

Fig. 1. Patient V., female, 4 years 11 months old. Diagnosis: Kleefstra syn-
drome. Epileptic encephalopathy with claster epileptic spasms, pharmacore-
sistant course; severe delay of mental and speech development (photo pro-
vided by N.G. Liukshina)

Knaunuueckue xapakmepucmuku 2 nayueHmos ¢ CUHOPOMOM
Kaugpempa
Clinical characteristics of 2 patients with Kleefstra syndrome

Parameter Patient Ch. Patient V.

Bo3spacrt B HacTosIee
BpeMs1
Current age

4 roma 11 mec
4 years 11 months

3roma 1 mec
3 years 1 month

Tlon Myxckoit KeHcknit
Sex Male Female
‘YMCTBEHHast OTCTaJIOCTh o

: + +
Mental retardation
OtcyTcTBUE peun 4 +

Lack of speech
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Okonuanue mabauybi
End of table

Patient Ch. Patient V.

Juddy3Hast mbiieyHast
TUTIOTOHUS + +
Diffuse muscular hypotonia

Hwuskwii poct + +
Low growth

Bpaxuuedanus + +
Brachycephaly

TloBbIIEHHAs Macca

Tena = +
Overweight

CuHodpus + +
Synophrys

IIIupoxkas mepeHocuIa T +

Broad nasal bridge

Tuneprenopuszm
) 4+ +
Hypertelorism

ApKooOpa3Hbie OpOBHU 4 4
Arched eyebrows

Iyon1 «wtyk Kymumona»
; : + +
«Cupid bow» upper lip

ToncThie BRIBEpHYTHIE
ryObI + +
Thick/everted lower lip

Koporkuii HoC + +
Short nose
BoiBepHYTBIE HO3IPU + +

Anteverted nostrils

Makporioccust
‘ 4 +
Macroglossia

Jucruiasust Hapy>XHOTO

yxa - +
External ear dysplasia

Bbpaxunpaktunus +
Brachydactyly

Crpabusm +
Strabismus

BpoxxaeHHbIe TOpOKU

Pa3BUTHUA CEPLIA b +
Congenital heart

malformation

BpO)KI[CHHI:Ie ITIOPOKHU

Pa3BUTHUS TTOYEK + .
Congenital malformation of

the kidneys

VYporeHuraabHbIe

aHOMAaJIKN + —

Urogenital anomalies

4

Parameter Patient Ch. Patient V.
CHuXeHue ciyxa 4 _
Hearing loss
ATpe3us aHyca
Atresia of the anus - -
Yactbie MHGEKIUNU 4 i
Frequent infections

Perpouepebden-
JIIpHas KUCTA,
CUMITOMBI IO JAHHBIM pacumpeHue TlepUBEHTPUKY-
MarHuTHO-PE30HAaHC- cybapXxHOuaaIb- NSIpHast KO-
HOI1 ToMorpaduun HBIX MPO- .
Sympto_ms according to CTPAaHCTB Periventricular
magqetlc resonance Retrocerebellar leukopathy
Imaging cyst, enlargement
of subarchnoid
spaces
Atpodus qucka
3PUTETBHBIX
HEPBOB,
aHOMaJIbHOE
Huskopacmoso- [IOJIOXEHUE
JlononHuTeIbHbIE >KEHHBIC YL,  CTOIl, HU3KOPAC-
CHUMITITOMBI 3aI1opbl TIOJIOKEHHEBIE
Additional symptoms Low-lying ears, yIm
constipation Atrophy of the
optic disc,
abnormal position
of the feet,

low-lying ears

*Cumeonbl «+» UAU «—» 03HAYAIOM HAAUMUE UAU OMCYMCMEUe
Npu3HaKay nayuenma.

*4+%or “—“symbols indicate the presence or absence of a symptom

in the patient.

Ilebrom snusencuu 6 eo3pacme 1 eoda makxice 6 6ude
4acmuIX Cepuiinbix uHpanmuavHvix cnazmos. Ilo kunema-
muKe nusenmu4ecKue Cnazmbl XapaKmepus08aich KUGKOM
¢ packuovleanuem pyK U Hoe, 3a6edeHuem 21a3 66epx, ¢ Ua-
cmomoii do 10— 15 cepuit 6 cymku. Ilpumenenue npenapamos
6A1bNPOEBOILL KUCAOMbL, 8UAOAMPUHA, 2UOPOKOPMU3OHA,
OKCcKapbasenuna, neeemupayemama, K100a3ama 6 euoe mo-
HO- U KOMOUHUPOBAHHOU mepanuu — 0e3 CyulecmeeHHo2o
appgpexma; ommeuera pe3ucmeHmHoCmb RPUCMYNog K gap-
makomepanuu. [Ipumenenue kemoeenHol duemovl makxice
He 0an0 omuemau8020 NOA0HCUMENbHO20 AP pexma.

MaeHumno-pe30HaHCHAA MOMO2PaAGUSA 20106H020 MO32A:
NepPUECHMPUKYAAPHAS NCUKONATUSL.

Budeoanekmposnyeganroepaguueckuii MOHUMOPUHE
¢ 8KANHEHUEM OHe8H020 CHA NOcAe 0eNnpUBayUlU CHA: Kop-
Kosas pummuka 600pcmeosanus npedcmaeneHa biCoKo-
AMRAUMYOHOU Me0NeHHOBOAH080U AKMUBHOCHbIO deabma-
U mema-o0uanazona ¢ GKANUYEHUAMU MYALMUPOKANLHBIX
KOMNAEKCO8 0CMpasi-, NUK-, NOAUNUK—MEeONeHHAs 80HA,
OCMPbIMU 60IHAMU 8 NPABLIX NePeOHeN00HbIX, 8 NPABIX
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3A0HeBUCOUHDBIX, 1e6bIX BUCOYHBIX, N1€8bIX NepedHes00HbLIX,
N€8bIX MeOUANbHBIX N0OHBLX, 6 1e8bIX MEMEHHbIX 0MEedeHU -
sax. Con He Jugpghepenyuposan na ghaswl, pusuonsocuveckue
nammepnbl cHa omcymcemeyiom. Bo cue peeucmpupyemcs
MOOUPUUUPOBAHHAS 2UNCAPUMMUSL CO CKAOHHOCMbIO K CUH-
XpoHusayuu. 3a epems uccaedo8anus 3NUNeNMUYECKUX
NpUCMYNO8 U 31eKMpPos3HyeparoepaguecKkux NammepHos
NpUCMYNO8 He 3ape2UucmpUpo8aHo.

Ilpu npogedenuu eememuyeckoeo uccaedo8aHus me-
Mo0oM CeK8eHUpOsaHus H08020 NoKoaeHus (naveav «Ha-
caedcmeeHHble SNUAenCUl») NO UMO02AM AHAAU3A NOKPbIMUS
(u30bimouHOCMU NPOUMEHUs]) CeKBEHUPOBAHHBIX 2eHO8 NO-
AY4eHbl OaHHble 8 N0Ab3Y HAAUUUS 2eMePO3UOMHOL Oeaeyu
ceameHma 9-ii xpomocombi ¢ NPUOAUBUMENbHBIMU SPAHUUAMU
139982516—141016461 n. o., 3axeamobiearouieil y4acmyku
37 eenoe (LOD 2.88), 6 mom uucae eena EHMTI.

[IpencraBreHHOE ONMMCaHUE KIMHUIECCKOM KapTH-
HBI ¥ JAaHHBIX 00CIeIOBaHUS 2 TTAIIMEHTOB C CHHIPOMOM
Kudcerpa ykassiBaeT Ha CXOICTBO HE TOJBKO KIMHUYE-
CKUX KapTUH OCHOBHOTO 3a00JICBaHMS, HO 1 TUIIA IIPUCTY-
OB, BO3pacTa Havyaja v TSUYCHMS SITUIICTICHMN.

BrepBrie 0 cuHApPOME ¢ y3HaBaeMBIM (PEHOTUIIOM
1 HaO0OPOM KJIMHUYECKUX CUMIITOMOB, IIPH KOTOPOM
obHapyxwiu nexenuio 9q34.3 xpomocomsl, T. Kleefstra
yrmomuHaeT B Havasie 1990-x rogos [9]. B nanpHeiimem
nHOOPMALIUSI 0 CHHAPOME HaKaIlInBaaach, OBLIN BhI-
SIBJICHBI TTOJIUCUCTEMHOCTD ITOpaXeHUS IIPU JaHHOM
reHeTUYECKOM 3a00JIeBaHU M, BapMaHTHl MyTallii reHa
FEHMTI v mupoxas BapruadeIbHOCTh TSIXKECTU IMPOSIB-
JICHUSI KIMHUYECKON KapTUHHBL. Bo MHOrMX myo6auka-
LUASIX B JJIMHHOM CIIMCKE CUMIITOMOB YIIOMHHAIOTCS
U SMUJIENTHYECKMEe NpUCTYnbl. OMHAKO HU B OMHOM
W3 HUX HET MOAPOOHOTO OIMMCAHMS TOro, Kak IIPOTe-
KaeT 3IMMJICTICU S Y TTAlIMEHTOB ¢ cuHApoMoM Knudcrpa.
IIpuuyem nipu 0OHOBIEHUM MHOOPMAILIMU O CUHIPOME
B 2011 r. T. Kleefstra yka3an Ha To, 4To U3 37 manueH-
TOB C 3TUM 3a00JieBaHUEM 3IUJIETICUS BO3HUKJIIA Y 7
n3 16 manueHTOB ¢ MUKpoaeiaennein 9q34.3 xpomoco-
MBI 1y 2 13 11 TallMeHTOB ¢ BHYTPUTCHHOM MyTalei
EHMTI [14]. TakuM o6pa3oM, COTJIaCHO HaOIIOIeHU-
aMm Kleefstra, sanmuiiernicust HeCKOJbKO 4Yallle BCTpeda-
eTcs y MallMeHTOB ¢ MUKpoAeaeeit 9-if XpOMOCOMBI,
4yeM y JUI ¢ BHYTpureHHoi mytauueid. Ho ¢ yBepeH-
HOCTBIO TOBOPUTH 00 3TOM HEBO3MOXHO B CBSI3U C Ma-
JIEHbKOI BEIOOPKOI MallMeHTOB.

CXONICTBO SIUJICTICUU Y TIPEACTaBICHHBIX HAMHM TIa-
LIMEHTOB IPOSIBJIICTCSI B TOM, YTO B 000X CIyJasixX SITH-
Jiericus MaHK(eCTUPOBaa B BUAE CEPUIMHBIX MH(MAHTUIb-
HBIX (3MIICNITMYECKUX) CIa3MOB C MO3IHUM HavYaJIoM
Ha 2-M roay Xu3HU. DIWIENITUYEeCKIE CIIa3Mbl HE KYITH-
POBAJIUCH TPATUIIMOHHO MPUMEHSIEMBIMU TIPU JICICHUHN
JAHHOTO BHUIA MPUCTYIIOB aHTUAIJICIITUIECKIMH TIpe-
rnapaTaMu M COXpaHSIIOTCS Mocie 3 JIeT XXu3Hu [1, 5], Tor-
Ia KaK 00bIYHO MH(MAHTUIBHBIC CITa3MBbI B JaJbHEHIIIEM
TpaHCHOPMUPYIOTCST B APYrOW TUM MPUCTYIOB. BaxkHOo
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OTMETUTD, YTO B BJIEKTpOHIIe(PanorpanaecKoii KapTuHe
000MX NALMEHTOB TAKXKE IIPOCIEXKUBACTCS 3HAYUTEIbHOE
CcX0ACTBO (puc. 2, 3) — OHAa COOTBETCTBYET MATTEPHY MO-
IpULIMPOBAHHON TMIICAPUTMUU CO CKJIOHHOCTBIO K CHH-
XpOHU3aLuu 1o Kiaccudukauuu Hrachovy [6].

Puc. 2. [Tayuenm 4., 3 nem 1 mec. uaenos: cundpom Kaugpempa. Bnunen-
muyeckas 3Hueparonamus ¢ CepuiiHbIMU SNUACAMUMECKUMU CRAZMAMU,
hapmakopesucmenmHoe meverue; 8biPANCEHHAS 3A0ePHCKA NCUXOPEHe8020
passumus. nexkmposnyegharoepamma (3anuce cHa)

Fig. 2. Patient Ch., male, 3 years 1 month old. Diagnosis: Kleefstra syndrome.
Epileptic encephalopathy with claster epileptic spasms, pharmacoresistant
course; severe delay of mental and speech development. Electroencephalo-
gram (sleep)
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Puc. 3. llayuenmxka B., 4 2em 11 mec. Jluaenos: cundpom Kaugpempa. nu-
ANenmutecKas SHYearonamus ¢ CepuliHbIMU SNUAeNMUMeCKUMU CRAZMaMU,
GapmakopesucmenmHoe meueHue; 8bIPANCEHHAs 3a0ePICKA NCUXOPEUeB020
pazeumus. Dnekmposnyeharoepamma (3anuce CHa)

Fig. 3. Patient V., female, 4 years 11 months old. Diagnosis: Kleefstra syn-
drome. Epileptic encephalopathy with claster epileptic spasms, pharmacore-
sistant course; severe delay of psycho-speech development. Electroencepha-
logram (sleep)

Takum 00pa3oM, TpHama CUMIITOMOB (3IMMJICTITAYC-
ckue (MHOaHTWIBHBIC) CITa3Mbl, TUIICAPUTMUS Ha 3JIeK-
TpodHIIehaTorpaMMe, 3amepxkKa IICUXOMOTOPHOTO
pa3BUTHS), HaOIIOgaeMasl y HAIIUX IMAllMeHTOB, TTO3BO-
JISIET TOBOPUTH O TOM, UTO SIMIICTICHS B TAHHBIX CITyJasx
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MPOTEKAET 10 TUILY MJIAACHYECKOM SMICNTUYECCKON DH-
nedanonatun — cuHapoMa Becra. KoHeuHo, yuyutbiBast
00HAapYyXEHHYIO Y 000MX MAaLMEHTOB AEJIEL1IO JOCTATOUHO
OOJIBIIIOTO yJacTKa 9-i XpOMOCOMBI, BKJIIOYAIOIIETO TeH
FEHMT1, MOXHO TIPEAIIONOXUTh, YTO 3TOT Y4aCTOK MO-
JKET BKJIIOYATh TaKXe APYrue reHbl, MyTaluu KOTOPBIX
MOTJIU OBl OBITH MIPUUUHOM Pa3BUTHUS MUIETICUN, OTHAKO
B HallleM Ciyyae aeJielysl y IpeaCTaBIeHHbIX MallMEHTOB
HE BKJIIOYAET Fe€Hbl, MyTallMsl KOTOPbIX Obl1a Obl M3BECTHA
KaK IpUYMHA pa3BUTHUS MHPAHTUIBHBIX CTIa3MOB.

Hair onblT HaOmoneHUs U jJedeHus 2 MalUueHTOB
C IaHHBIM T€HETUYECKUM 3a00J€BaHUEM B COYETAHUU
C SMUJIETICUE, TPOSBIISIONIEHCcS MHMaHTWILHBIMU CITa3-
MaMM C MO3JHUM Ae0I0TOM, CBUAETEILCTBYET O TOM, UTO,
BEpOATHO, CUHApPOM Kitndcrpa MOXeT BKIIOYATh pa3BU-
TUE BMUJIENICUU KaK OIMH U3 CUMITOMOB 3a00JI€BaHMS,
W SIUJICTICHSI MOXET pa3BUBAThCS I10 TUITY (papMakope-
3UCTEHTHON anujenTudecKoi sH1edanonaruu. Heoob-
XOIMMO JajJbHeHIIee HaKOIUIeHHEe MH(MOPMAIIMU 00 3TOM
PEIKOM FeHETUYECKOM CUHIPOME.
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HomopOGunHocmb hemanbHOro ankoroibHOro CUHApPoma
U CUHAPOM CMEIAHHOr0 anHO3/runNonHo3 CHa y 7-nemxeil AeBoYKU
(KNuHUYecKuil cnyyan)

K. . fAxoBieBa, O.B. AnekceeBa, H.A. IlInaiinep, /1. P. Cunopenxko, /I.B. JImarpenko
DI'BOY BO «KpacHospckuii 2ocyoapcmeeHHbii MeOuyuHckuil yrugepcumem um. npogd. B.®. Boiino-Sceneyxoeo» Munsdpasa Poccuu;
Poccus, 660022 Kpacnospck, ya. [lapmuzana Kenesusxa, 1

Konmarxmoi: Kpucmuna Imumpuesna Hdrxoeaesa Kris_995@mail.ru

DemanvHblii AK020AbHBLI CUHOPOM ABAAEMCA PE3YALMAMOM NPEHAMANbHO20 8030eUCMBUS ANK0205 HA NA00 U NPOAGAAEMCS HAPYULeHUEM
HePEHO-NCUXUHECK020 PA3BUMUS U PAAUMHBIMU 8PONCOCHHBIMU NOPOKAMU PA3GUMUSL, NPUBOOSUUMU K KOMOPOUOHBbIM cocmostHusm. Cpedu
BPONCOCHHBIX NOPOKO8 pa3gUMUsL NPU OAHHOU NAMOAOUU ONUCAHA U AOeHOMOH3UAIAPHAs namonoeus. Cydcenue npoceema HOCOA0MKU,
UeNHOCMHO-UYesble OUCMOPPUU U MbILUEYHAS 2UNOMOHUSL MOZYI NPUBOOUMb K (POPMUPOBAHUIO CUHOPOMA anHO3 CHA. B cmambe npedcmaes-
AeH KAUHUYeCKUl cay4aii (pemanbHoe0 ankoeonbHo20 CUHOPOMA U CUHOPOMA GRHOI CHA Y 0e80UKU 7 Aem ¢ MHOJICECTBEHHBIMU BPONCOCHHBL-
MU NOPOKAMU PA3GUMUSL, PONCOCHHOU 0M 310Ynompebaasuiell aAK0204em Mamepu.

Hapywenue dvixanus 6o cre Heobxo0umo dugghepenyuposams no xapakmepy u npuvune 603nukHoserus. C yeavro OuazHOCMuKy pecnupa-
MOPHBIX HapyueHUD nposooUmcs KapouopecnupamopHbiii MOHUMOPUHE, Pe3YAbmMamyl KOMOPo2o Onpedeisom maKmuky eedeHust 601bHO-
20. Mexcoucyunaunaprulii n00xX00 K HAOAH00EHUI U AeHeHUI PeOeHKa ¢ (hemanbHbIM anK020AbHbIM CUHOPOMOM HEOOX0OUM C Ueabio NOBbl-
weHus 3PpeKxmueHoOCMU peaduAUMAUUOHHbIX MEPONPUAMULL U KA4eCMEa JCU3HU NAYUEeHmA.

Karouesvie caosa: pemanvhbiii ankoeonvHblii CUHOPOM, 8POICOCHHbIE NOPOKU PA38UMUS, Oemu, CUHOPOM ANHOI CHA, XPOHUYECKUI a0eHOUuoum,
A0eHOMOH3UNNSAPHAS NAMOA0RUS, KAPOUOPECRUPAMOPHYLIL MOHUMOPUHE, KAUHUMECKUN CAYHAT, MeXCOUCUUNAUHAPHYLIL NOOX00, KOMOPOUOHOCHb

Jlaa wumupoeanus: Hdrxoenesa K. /., Anexceesa O.B., lInaiidep H.A. u dp. Komop6uonocms ghemanvhoeo ankoeoabho2o cuHopoma u CuHopom
CMeWwaHHo20 anHo3,/2UNONHO3 CHA'y 7-1emuell desouku (Kaunuyeckuii cayyaii). Pyccikuii scypran demckoii Hegponoeuu 2019; 14(4):38—42.

DOI: 10.17650/2073-8803-2019-14-4-38-42 [®)sy |

THE COMORBIDITY OF FETAL ALCOHOL SYNDROME AND SLEEP APNEA/HYPOPNEA SYNDROME
IN A 7-YEAR-OLD GIRL (A CLINICAL CASE)

K. D. Yakovleva, O.V. Alekseeva, N.A. Shnayder, D.R. Sidorenko, D. V. Dmitrenko
Prof. V.F. Voyno- Yasenetskiy Krasnoyarsk State Medical University of the Ministry of Health of Russia; 1 Partizana Zheleznyaka St.,
Krasnoyarsk 660022, Russia

Fetal alcohol syndrome is the result of prenatal effect of alcohol on the fetus and manifests as disorders of neural and mental development and
various congenital developmental disorders leading to comorbid diseases. Among congenital developmental disorders for the pathology, adeno-
tonsillar pathology was described. Narrowing of the nasopharyngeal opening, faciomaxillary dysmorphias and muscle hypotony can lead to
sleep apnea syndrome. The article presents a clinical case of fetal alcohol syndrome and sleep apnea in a 7-year-old girl with multiple deve-
lopmental disorders born form alcohol-abusing mother.

Breathing abnormalities during sleep must be differentiated per character and cause. Cardiorespiratory monitoring is used to diagnose respi-
ratory abnormalities, the results determine patient management tactics. Interdisciplinary approach to observation and treatment of a child
with fetal alcohol syndrome is necessary to increase the effectiveness of rehabilitation measures and patient’s quality of life.

Key words: fetal alcohol syndrome, congenital malformations, children, sleep apnea syndrome, chronic adenoiditis, adenotonsillar pathology,
cardiorespiratory monitoring, clinical case, interdisciplinary approach, comorbidity

Tor citation: Yakovieva K.D., Alekseeva O.V., Shnayder N.A. et al. The comorbidity of fetal alcohol syndrome and sleep apnea/hypopnea syndrome
in a 7-year-old girl (a clinical case). Russkiy zhurnal detskoy nevrologii = Russian Journal of Child Neurology 2019;14(4):38—42. (In Russ.).

Bsenexue pazButud [12]. CormacHo JaHHBIM JIMTEPATYpHI 3a TPO-
®ctanpabii ankoronbHbIN cuHapoM (PAC) saBisieT-  memnime 3 roga g0t OepeMEeHHBIX XKESHIIMH, YIIOTPeOIs-
Cs1 pe3yJbTaToOM MpPeHaTaJIbHOIO BO3JAEUCTBUS aJIKOTOJIsI IOILMX aJIKOTOJIb, yBenuumiaach ¢ 7,6 no 10,2 % [2]. Pac-
Ha TUTIOM M TIPOSIBIISIETCST HApyIIIEHNEM HEpBHO-TICUXMYE-  CTPOMCTBA aJIKOTOJIBHOTO CIIEKTPa MMEIOT ITOKU3HEHHBIC

CKOTI'0 pa3sBUTUA U pa3IMYHBIMU BPOKIACHHBIMU ITIOPOKaMH TIOCIEACTBYA U ITPOABJIAIOTCA LECJIBIM PAOIOM PA3JIMYHBIX
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IMaTOJIOTUYECKMX cocTostHUi [7, 9]. [Tomumo dopmupo-
BaHus B paMkax MAC BpOXIEHHBIX TOPOKOB PA3BUTHUS
TOJIOBHOTO MO3ra M Cepaua, UIsl HUX XapaKTepHO TaKXke
pa3BUTHE CTUIM IU33MOPUOreHe3a, YeJIIOCTHO-TULIEBBIX
nucMopduii [1]. Hanmaue BpoKaeHHBIX YeTI0OCTHO-JTALIE -
BbIX nrcmopduit ipu MAC, HapsaLy ¢ aneHOTOH3WLISIP-
HOM MAaTOJIOTUEHN, MOXET IIPUBOAUTD K Pa3BUTUIO CUHIPO-
Ma artHo? cHa y jeteii [2, 3]. B qomkoasHOM M MiaaiieM
LIKOJILHOM BO3pacTe OTHOCUTEbHbIE pa3Mepbl HEOHBIX
U IJIOTOYHOM MUHIAJIMH B CPAaBHEHUU C IbIXaTeJbHBIMKU
IIyTSIMU HauOOJIbIINE, YTO MOXET IPUBOIUTD K OOCTPYK-
LMK OpIXaTenbHbIX TyTeit [8]. 1o maHHBIM 3apyOesKHBIX
aBTOPOB, YaCTOTa BCTPEYAEMOCTH CHHAPOMA OOCTPYK-
THUBHOTO aItHO3/TUIIOIHO3 CHa cocraBiseT 1-2 % [4,
11]. K pa3BuTHIO KaK 00CTPYKTUBHOTO alTHO?, TaK U LIeH-
TpaJIbHOI'O aIlHO3 CHA y JAeTeil (3a cYeT MpeAllecTBYIO-
LIMX HAPYLICHUI B 9MOPUOHAILHOM IIEPUOJIE PA3BUTHS)
¢ ®AC npUBOIAT MBILICYHASI TUITOTOHUS U YEJIIOCTHO-
ymueBas nucMmopodwus [5, 10, 13].

IIpencraBisieM KJIMHUYECKUWI ciaydail coyeTaHUS
®AC ¥ cUHIpOMAa CMEIIAHHOTO allHO3/TUIIOIHOY CHA
y 7-JIeTHEH JeBOYKH.

Knunuyeckuii cnyyaii

Ilauyuenmrxa A.2K., 7 sem. Bnepgvie 6vira npoxon-
cyavmuposana Hegposozom 6 Heeponoeuueckom yenmpe
SNUAENMON0UU, HeUPOceHeMUKU U UCCAe008AHUS MO3-
ea Yuueepcumemckoii kaunuku DPI'bOY BO «Kpacho-
APCKULL 20Cy0apcmeeHHblll MeOUYUHCKUL YHUgepcumem
um. npogh. B.®. Boiino-Sceneuxoeo» Munzdpasa Poccuu
(Oanee — HI[ YK) 6 saneape 2017 2. 6 603pacme 7 nem. ba-
oyuiKa pebeHKa 00pamunacs ¢ Hearobamu Ha 3a0epiucKy pas-
sumus peuu y 0e604Ku, CHUMNCEHUe namsamu, mpyoHoCmu
KOHUEHMPAayuyu 6HUMAHUS U YCBOCHUs. HOBOL UHPOPMALUU,
MeOneHHoe 8blNOAHeHUe 3a0aHuil 8 0emcKom cady no cpas-
HEHUIO CO C8EPCMHUKAMU, MPYOHOCMU KOHMPOAS 34 CEOUMU
IMOYUAMU, CTNEPEOMUNHBLE OBUNICEHUS C NOOBEMOM PYK U Ne-
pebupanuem naavyes Kucmeli, NPUCMYnbl <3aKaAMblEAHUSI>
Ha 8bICOME NAAYA ¢ 3A0ePHCKOU ObIXAHUSA, 0OMAKAHUEM U Na-
OeHuem, PACKAHUBAHUe 8 NOAONCEHUSIX CUOA U Aedca (6 moM
yucae 6 meuenue ONUMeNbHO20 8peMeHU neped 3acbinanuem),
yeeauyenue nPpoooIHCUMENbHOCIU 3ACHINAHUS 6 GeHepHee
epems 00 1 4 ¢ nOBMOPHBIM PACKAHUBAHUEM.

U3 anamuesa uszeecmuo, umo nayuenmka — 3-ii pe-
beHok y mamepu, poousracb om 3-il He3aNAAHUPOBAHHOU
OepemeHHOCMU, NPOMeEKAgUIell HA (OHEe XPOHUYECKO20 310~
ynompeOaeHus aaKoeonaem 00 3a4amusi pebeHKa, Ha nepuoo
3auamus U 80 epems 6ceeo cpoka bepemennocmu. Bo epems
BLIHAUUBAHUS OePEeMEHHOCMU JCeHWUHA HA Yy4eme Y aKy-
wepa-euHeKoa0ea He coCmosaa, 6eaa acoyudtbHuli 0opas
acusHu. Poodvr npexcdeepemennvie, Ha cpoke eecmauyuu
36 ned. Ilpu posxcoenuu duazHocmuposansl 8POICOCHHAS 2U-
nompogus naoda Il cmenenu, epoxcoennas 6eako60-sxep-
eemuueckas nedocmamounocms. Co ca06 6abyuiku, camo-
cmosimenvHas xo0v0a y desouxu noseuaacs ¢ 1 eoda 3 mec.

4

B nuweeom payuone pebenka npeobradaru x1e600yno4Hoie
u30eausi, OMMeuancs 8bipaNCeHHblil Oeghuyum maccyl meaa.
Buvisieasiaucy aymucmuueckue yepmol n08edeHUs ¢ OMKA30M
OM AACKU, CIEepeomunusamu, 3a0epiucKoil peneeoeo paseu-
mus. B eospacme 1 eo0a peberok Obin 833m Ha 60chumManue
dedywikoii u 6abyuKoil (no MamepuHcKoil AUHUL).

ObsexmusHblil cmamyc: cocmosihue pebeHKa y0oenem-
sopumenvhoe. llesoura 6 cosnanuu. Opuenmayus é mecme,
8peMeHU U COOCMBEHHOU AUMHOCMU COXPaHeHd. YmepeHHo
N0BbIULEH YPOBEHb CUMYAMUBHOU MPEBONCHOCIU, HO CONPO-
MueAeHus 0CMOMpPY 8pata 0e6o4Ka He OKA3bl8aem, eAAa3HOl
KOHMAKM COXPaHeH, HEMHO20CA08HA, (hpaz08as peys cgop-
muposana. Macca mena 14,5 ke npu pocme 114 cm, undexc
maccot mena 11,16 ke/m>. Acmenuueckuil mun meaocaodnce-
Hus. Tunepanacmos Koxcu u NOOKOJNCHOU KAemuamiKu, Meic-
nanvyeswlii nmepueuym, Hauboaee GblPANCEHHbII HA Ae6Oll
Kucmu, Koxchas yacmuunasn cunoaxkmuaus I1—I11 nasrvyes
obeux cmon. Anko20abHAs 4eaCMHO-AUUesas OucmMoppus
(KopomKue u y3Kue 2na3Hvie Weal, WupoKas naocKas ne-
PeHoCUuYa, cenadceHHblii 2yOHOI JHcen060K, MOHKASL 8ePXHSS
2yba (kaiima éepxHeil 2ybol, «ecomuueckoe» Hé60), Heepybas
Mukpoyegaius, SNUKAHMYC, SUNOSHAMUSL, MUKPOSHAMUS.
Hughgysnasn motuweunas eunomonus. Aucnaasus kocmeii ae-
60li 20neHU ¢ YKopoveHuem Hoeu Ha 1 cm, npuxpamvieanue
npu xodvoe (puc. 1).

Puc. 1. llayuenmxa A.2K., 7 nem. Brewnuii éuo pebenka, cmuemvl Ou3-
ambpuoceresa

Fig. 1. Female patient A. Zh., 7 years old. Appearance of the child, dysem-
briogenic stigmas
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Heesponoeuueckuii cmamyc: uepenHo-mo3208bie Hepabi:
2UNOMOHUSL MSA2K020 HEéOa; Oucghonus, ouzapmpus,; Hapyuie-
Hus enromanusi Hem. Moiueunstit moHyc Heepy60 uggysHo
CHUDICeH, pu3uonoeu1eckie peghaeKcol ymMepeHHble, Namoaoeu-
Yeckux peghaexcoe He 6bls8AeH0, nape3os Hem. Koopournamop-
Hble npobbl biNoAHsAem yooeremeopumensto. Paccmpoiicme
Yy8CMeUmMenbHOCMU He 8bis181eH0. 1a306biX HapyuieHUl Hem.

Ilocae ocmompa Hegponroecom HII YK deouxa 6vira Ha-
npaenena Ha KoHcyavmayuro omopuroaapuneonsoea HII YK
0n51 éepughukayuu GoHoBoli namonoeuu 10p-o0pearos U coena-
co6anus danvHeliuell MaKmuky edenus NAYUeHMKU.

2017 Feb 27

1.0thk/~1.0sp |
1d:DCM / Lin:DGM_lUd;iJ:!_IJ_A_A_A_i_'_I_II_I

|1.5T MRC22100

Algo1 Wi1217 L5672

XKanobvt co cmoponwt aop-opeanosg (co croe 6abyuku)
Ha eHycasocms 2040Ca, PecyAapHyI0 3AA0M4CEHHOCMb HOCA
C 00UAbHBIM CAUBUCMBIM OMOeAAEMbIM, XPAN 80 8DeMs HOY-
HO20 CHa, 6ecnoKolHblil Henpodoadcumenvhslil coH. Jlop-
cmamyc: dbixanue Yepe3 HoC Ha MOMEHM 0CMOMPA YMePeHHO
3ampyoneno. Hocosas nepecopodka ymepenHo uckpuenena
61e60. Cauzucmas 00604104Ka HOCA YMEPEHHO 2Unepemupo-
eana, ucmonuena. Huscrnue Hocogble pakosunsl eunepmpo-
guposanel. IIpu 3Hdockonuueckom ucciedoganuu — oomy-
payus adeHoudroil mxausio Ha 2/3. Hapyxcuolii cayxoeol
npoxod AS, AD y3kuii, c60600HbLil. Peakyus Ha 36yk acueas,

X: |
2ftra_320 |

Se: 6 .

Im: 11/50

Ax: F49.7 (COl)

2017 Feb 27

Acq Tm: 08: .;49,3?.24?0

Mag: 2.3x

ET: 15
TR: 5850.0
TE: 104.0
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Fa

Puc. 2. Ilayuenmka A.2K., 7 nem. MaeHumno-pe3oHancHas momozpapus 20108H020 M032a: a — casummanvHas npoekyus. lunepmpoghus 210mouHol MUuH-
daaunel 11 cmenenu (ykazana cmpeakoil); 6 — axkcuanvhasn npoexkuust. CUMMEMpUYHAas eunepmpohus HUNCHUX HOCOBbIX PaKosuH (YKA3aHa CMpesKamu);
8, ¢ — KopoHapHas npoekyus. Tunepmpoghus HébHbix Mundarun 11 cmenenu, eunonaasus eepxHeuearoCMHOU NA3yXU cNpasa (YKasanvl CMpeaKamu)

Fig. 2. Female patient A. Zh., 7 years old. Magnetic resonance imaging of the brain: a — sagittal projection. Grade II hypertrophy of the pharyngeal tonsil (ar-
row); 6 — axial projection. Symmetrical hypertrophy of the inferior nasal concha (arrows); 6, ¢ — coronary projection. Grade II hypertrophy of the palatal

tonsils, hypoplasia of the maxillary sinus on the right (arrows)
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8b1N04HsIem nPocvObL 8paua. Pom npu dvixanuu npuomxpoim.
S3biK 6aadMCHDBLIL, YMePeHHO 0010JiceH OeabiM MOHKUM Hale-
mom. «lomuueckoe» Hébo. 3anax uzo pma. Cauzucmas 060-
A04KA noaocmu pma posogas, yucmas. Causucmas 0060104Ka
3a0Hell cmeHKU 2A10MKU PO308asl, YUCMAsl, CMeKaHUe CAU3U
no 3aoueil cmenke enomku. Hébnvie mundanuns.: eunepmpo-
@us I cmenenu, aaKyHsl yucmeole, poixasie, yeeAU4eHHblE,
be3 6uoumoe0 kazeo3noeo dempuma. loaoc Hazanuzuposan.
Cosemecmuo Heépono2om u omopurosapureonoeom HI[
YK 6611 onpedenen naan donoanumenvHoeo 00cae008anUs.
Maenummno-pezonancras momoepagus 20108H020 M032a
(1,5 T): meakue ouazosbie uzmenerus 6 8eulecmae 20108H020
Mo3ea ducmpoghuueckoeo xapaKkmepa, acumMmempus 2UNno-
Kamnog 6e3 8UOUMbIX CMPYKMYPHbIX U3MEHEeHULl, He3Havu-
meabHas acummempusi 60K08bix dcenydoukos. Ilodospenue
Ha POKANbHYI0 KOPMUKAAbHYIO OUCHAA3UI 8 nepedHux ba-
3a1bHbIX omdenax neeoil 100Hoi doau. Tunonaasus npaeoi
BePXHeUeNOCMHOL NaA3yXu, eunepmpohusi 2A0MOUHOU MUH-
daaunst 11 cmenenu, eunepmpogus HUNCHUX HOCOBbIX pa-
KOBUH, eunepmpoqhusi HUNCHUX NOAICO8 HEOHbIX MUHOAAUH,
cyacarouwux npoceem eopmaru (puc. 2).
DnekmposHyegpanroepagpus: 6azoewvlii pumm 8 npedensax
603DACMHOI HOPMbL, UHMEPUKMAAbHAS U UKMAAbHAS dNU-
AenmugopmHas aKMUBHOCMb He 3apecUCmpPUpo8and.
KapaduopecnupamopHhwiii MOHUMOpUHe: UHOEKC AnHOd/2U-
nontos 2, 1/u4. Xpan pecucmpuposancs ve bonee 5 % epemenu.
Sapeeucmpuposaro 16 3nu30008 ObixamenvHbIX HAPYUIEHUIL:
3 snu3o0a 06CMpPYKMUBH020 AnHO3 MAKCUMAAbHOU NPodon-
acumenvrHocmoio 0o 22 ¢, 2 anuzoda yeHmpaibHo20 anHoad
MaKcumanvHoil npodoaxcumensHocmoto 00 41 ¢, 11 3nuz0006

Errl g
=in .

e paat

S

4

2UNONHOI MAKCUMAAbHOU npodoadscumensHocmoio do 32 c.
Munumanvhwiit yposenv camypauuu 76 %. Cpednuii ypogensb
camypayuu 98 %. Hudexc decamypayuu 1,1/4.

Dnekmpokapouoepaghusi: CUHYCO8blll pumm, CpeoHas 4a-
cmoma cepdeunsix cokpaujeruil 68 yo,/mun, pecucmpuposa-
AUCH INU300bI CUHYCOBOLL APUMMUU C MUHUMAABHOI YACMO-
moil cepOeyHblX coKkpaujeruii 48 yo/MuH u MaKcumaibHo
yacmomoii 108 yd/muH.

3aknioueHue: CUHOPOM CMEUAHH020 ANHO3/2UNONHOI CHA
naeekoli cmenenu maxcecmu. Hounas eunokcemus mscenoll
cmenenu. Cunycoeas apummus Ha QOHe pecRupamopHsix
cobbimuii (puc. 3).

Takum o6pa3zom, y pebeHKa umerom Mecmo MHONCeCH -
BeHHble HAPYUeHUsl CO CMOPOHbl 0P2AHO8 U CUCHEM, 00YCA06-
sennvie DAC, ¢ nopasicenuem HepEHOIl CLUCMeMbl: HapYUeHUs.
8 IMOUUOHANBHO-804€8011 chepe, agekmueno-pecnupa-
MOpHble NPUCMYNbL, CIEPeomuUnuU, 3a0epicKa peuesozo
U NCUXU4ecKoe0 pasgumusl, CHUjceHue namamu, degpuyum
6HUMAHUs1, HapyuleHue 00y4aemMocmu; KOCMHO-CYCMABHOI
cucmeMmbl: 8PONCOCHHbLI YeAHCMHO-AULEe80l JUCMOphU3M,
2UNONAA3USI BEPXHEUENIOCMHOI NA3YXU Cnpaea, eunepmpo-
@us HUNCHUX HOCOBLIX PAKOBUH, 8PONCOCHHAS 2UNONAA3USL
Kocmeil 1e60il 20A€eHl C YKOPOUeHUeM HUNCHEel KOHeUHOCMU
cnesa Ha 1 cm, naockosanveycrole CMonb.

Kpome moeo, y nayuenmku pecucmpupyemcs COnymcm-
8YIOWasi NAMOAORUSL CO CHOPOHbL 10P-0P2AH08: 2UREPMPOPuUsL
enomoyHot mundanunst 11 cmenenu, eunepmpoghust HEOHbIX
mundanun 1—I1 cmenenu, a maxace memaboruveckue Ha-
pyuieHus 8 Muokapde u beaKo8o-3Hepeemuyeckas Hedocma-
mounocms I cmenenu.
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Puc. 3. ITayuenmxa A.2K., 7 aem. [lammepr KapouopecnupamopHo2o MOHUMOPUHed ¢ UCNOAb308aHUEM duaHocmu4eckozo 06opydosanus Embla ResMed
(Aécmpanus): KpacHviM UeemoM bl0eNeHa 30Ha UeHMPAAbHORO AnHOd daumeavHocmoio 00 40 ¢, po306bim — 30Ha decamypayuu 0rumensHocmuro 0o 30 ¢

Fig. 3. Female patient A. Zh.,

7 years old. Pattern of cardiorespiratory monitoring using Embla ResMed diagnostic equipment (Australia): red shows the area

of central apnea lasting 40 seconds, pink shows the area of desaturation lasting 30 seconds

41



42

pssi' IIETCKOM
HEBPOAOT UM

Ocnoxchenue: CuH@pOM CMEeULaHHO20 anHoa/eunonﬂoa
CHaA.

H])LIHMMG}Z 60 GHUMAHUE OAHHbIE KAUHUYECKO020 He-
6p0102U"ecK02c0 U OmopuHoOAapuHe010cu1ecKoeco ocmompa,
IHOOCKONUYECKO020 ocmompa 10p-opeaHoes, pe3yabmamasl
006eKMUBHbIX Memo0os LICC./leaO()’aHu}l, 6 PAMKAaX KOHCUAU-
yma npuHAmo coemecmmHuoe peuieHue omopuHoasapuHeonsoea

4

U Hegpoaoea 0 NAAHOBOM ONePAMUBHOM JNeHeHUlU 8 o0veme
X0/100HO-NAA3MEHHOU adeHomoMUU noo oduell aHecme3uell.

IIpencraBieHHBIM KIMHUYECKUI ciaydyail n1eMOH-
CTpUPYET 3HAYMMOCTh MEXIMCHIMIIMHAPHOTO ITOaX0aa
K BemeHmio pedbeHka ¢ MAC B obecrieueHUN MOBHIIIE-
HUA 3P(PEKTUBHOCTH PeadMINTAIIMOHHBIX MEPOIIPUSTHI
1 YAYYIICHUS Ka4eCTBa KM3HU MallMeHTA.
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O06ecneyeHue nayueHmoB ¢ anunencuell 6ecnnamubiMu
NIeKapcmBeHHbIMU Npenapamamu

A.I1. Tepuen!, B.B. Pymsanues?, A.A. VickanneposaZ, A.A. Bakurosa?
ITBY3 «Openbypeckuii 064acmHoii KAUHUYeCKUil NCUXOHeBPON0RUHECKUTL 20CNUMANb 6eMEPAHOB B0LIH»>;
Poccus, 460035 Openbype, ya. Komcomonsckas, 202;
2000 «BITHJIETICHA 56»; Poccus, 460050 Openbype, ya. Hosbpockas, 43/5

Konmaxmot: Aumon [lempoeuu lepuen antngercen @yandex.ru

Dnunencus — pacnpocmpanenHoe 3a0604e8anue HePEHOU cucmeMbl, mpebyoujee MHO20AeMHe20, HepeoKo NONCUBHEHH020 NPUMEHeHUs!
AeKapcmeeHHbIX NPenapamos, 4mo no3604s1em MHORUM AH0IM ¢ MaKum OUAeHO30M 8eCMU AKMUBHYIO COUUANbHYIO JHCU3Hb, U30e2as yepo3bl
UHBANUOU3AUUY UAU HCUSHEYSPOICAIOUSUX CUMYAUULL.

Hecmomps na umerowjuecss HOpMaAmueHO-nPasossie aKkmol, 00CMAMOYHO NOAHO pPecnamMeHmupyoujie gonpocsl obecneuenus NayueHmos
¢ 0uacHo30M <«3nUAeNcUs» 0ecnAAmHbIMU AeKAPCMBEHHbIMU NPenapamamiu, OoCcmaemcs MHO20 60MPOCO8 8 YACMU COOMBEEemcmeus
Oelicmgyrue2o 3aKoHodamenscmea 3asnéneHHvim 6 Koncmumyyuu P® Hopmam, a makice 6 wacmu 00cmynHocmu AUYam ¢ snuiencuei
becnaammbix A1eKapcmeeHHbIX NPenapamos 8 pamKax, 0003Ha4eHHbIX 3aKOH00amenbCmeoM.

B smoii cmamve Mbl nocmapaauce ompasums OCHOBHble HOPMbl Oelicmayoweeo0 3aKoH00amenbCcmed, peeAameHmupyrouue 80onpocsl
obecnevenus NAyueHmMog ¢ anuaencueii 6ecnAamHbIMU AeKAPCMEEHHbIMU NPenapamamu, 3HaAKOMCMEO ¢ KOMOPbIMU NOMOdCem 6ceM
3auUHmMepPeco8anHbIM AUUAM (8pauam u nayueHmam) @ npeodoneHuu OropokpamuyecKux 6apbepos npu nPOMUEOCMOAHUU C YUHOBHUKAMU
om MeQulyUHbl 8 OMCMAUBAHUU 3AKOHHBIX NPAE NAUUEHMO8.

Karueesvie caosa: snunencus, becnaamuvle neKapcmeeHHble Npenapamol, KAUHUYECKUE peKoMeHOauuu, cmandapm meOuyuHcKol

HOMOWUL, HE3ape2UCMPUPOSAHHbLE ACKAPCMEEHHbIE NPERAPaAmMbl, HAOOP COUUANLHBIX YCAY2, NPOPAMMA 20C2APAHMULL

Jlasa yumupoeanus: lepyen A.I1., Pymanyes B. B., Hckandeposa A.A., bakumoea A.A. Obecneuenue nayuenmos ¢ snusencuei becniam-
HbIMU nekapemeennbimu npenapamamu. Pycckuii scypran demcrkoti negponoeuu 2019;14(4):43—56.

DOI: 10.17650/2073-8803-2019-14-4-43-56 I(c

PROVISION OF FREE MEDICINES TO PATIENTS WITH EPILEPSY

A.P. Gertsen, V.V, Rumyantsev?, A.A. Iskanderova®, A.A. Bakitova®
1Orenburg Regional Clinical Psychoneurological Hospital for War Veterans; 202 Komsomolskaya St., Orenburg 460035, Russia;
2EPILEPSY 56 LLC; 43/5 Noyabrskaya St., Orenburg 460050, Russia

Epilepsy is a common disease of the nervous system that requires long-term (often lifelong) use of drugs that allow many people with this di-
agnosis to lead an active social life with no risk of disability or life-threatening situations.

Despite the existing normative acts regulating the provision of free medicines to epilepsy patients, there are still many problems associated with the
compliance with the current legislation (Constitution of the Russian Federation) and the availability of free medicines for patients with epilepsy.
In this article, we tried to cover the main norms of the current legislation regulating the issues of providing patients with epilepsy with free
medicines; this can be helpful for both physicians and patients in overcoming bureaucratic barriers when confronting medical officials in
defending the rights of patients.

Key words: epilepsy, free medicines, clinical guidelines, standard of care, unregistered medicines, set of social services, program of state
guarantees

For citation: Gertsen A. P., Rumyantsev V. V., Iskanderova A.A., Bakitova A.A. Provision of free medicines to patients with epilepsy. Russkiy
zhurnal detskoy nevrologii = Russian Journal of Child Neurology 2019;14(4):43—56. (In Russ.).

Bsepnexue 3akoHogamenbHbIe rapaHmuu oGecneyeHus nayueHmos
IIpaBoBBIM OCHOBaHUEM O0SI3aHHOCTU T'OCYJapCTBa C anunencueil 6ecnaamHbIMU IeKapCMBEHHbIMU
10 pa3pabOoTKe U OCYIIECTBICHUIO Mep 110 OXpaHe 3I0PO- npenapamamu
BbSI TpakIaH SIBJISIOTCS TojloxkeHUd cT. 41 KoHcTutyum OcobeHHOCTDb 3a00JIeBaHUS SMUIETICUEN 3aKJIII0-
P® [12], B KOTOpOI1 3aKperuIeHO MPaBo rpaXkaaH Ha OX- YaeTcsl B TOM, YTO MAllMEHThI, PETyISIPHO IOJydaroliue

paHy 310pOBbS U OECIUIATHYIO MEAMIIMHCKYIO TTIOMOILbL  TMPAaBWIbHO MOAOOpaHHYIO, aAeKBAaTHYIO TE€paIuio, MO-
B TOCYHApPCTBEHHBIX Y MYHUIIMITAJIBHBIX YUPEXKACHUSIX  TYyT BECTU IOJTHOIIEHHYIO M aKTHMBHYIO COIIMAJbHYIO
3[ApaBOOXpAHEHUSI. XKW3Hb, U30eras nHBaauan3auuu. [logobHas Tepanus
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Imoapa3yMeBaeT HEOOXOMMMOCTb 3HAYUTEIbHBIX (PMHAH-
COBBIX 3aTpat. IMeHHO 1o3ToMY IpobJiemMa JOCTYITHOCTU
0ecCIlIaTHOTO JIEKAPCTBEHHOTO 00eCcIeueHUsI OUeHb Ol -
TUMAa U151 TAMEHTOB C SMUJICTICUEN.

[TpaBo Ha GecIUTaTHYI0 MEAULIMHCKYIO IOMOILb BXO-
JIUT B YMCJIO KOHCTUTYLIMOHHO 3alIMIIAEMbIX LIEHHOCTEM
U SIBJISIETCSI HEOTHEMJIEMBIM Y HEOTUYXKIAeMbIM 0JIaroM,
MIPpUHAIJIEXKAIINM KaxkmoMy oT poxaeHus (cT. 17 Konctn-
Tymuu P®). D10 dhyHIaMeHTaIbHOE, OTIIPAaBHOE 3aKOHO-
JIaTelibHOe ITOJIOKEeHUE (IOpUINYEeCKOe YCTAaHOBJICHHE),
0a30Boe 1151 BCEeii CUCTEMbI KOHKPETHBIX IIpaB U CBOOO/I,
3aKPETUICHHBIX 3a YeJIOBEKOM B cdhepe 3IpaBOOXpaHEeHUS,
obJlajaloliee HaMBBICIICH lopuauyeckoit cumoit [11].
OmHako coBpeMeHHasl IIpaBoBasi 6a3a He B IMOJIHOM Mepe
00ecrneyrBaeT KOHCTUTYLIMOHHOE MPaBo rpaxKiaH Ha OX-
paHy 3I0pOBbS U MOJTYyYeHUE OeCIIaTHON MeAUILIMHCKOMN
TMOMOLLIU.

bosblias yacTh HalllMX TpaxkaaH peaJiM3yeT CBOE Ipa-
BO Ha OeCIUIaTHOE JIEKApCTBEHHOE 00ECeYeHue B COOT-
BETCTBUU C 3aKOHOAATEJbHBIMU FapaHTUSIMU B 00OLIEM
MPaBOBOM PEXMME IO IporpaMMmaM 0053aTeJIbHOTO Me-
NUILMHCKOro cTpaxoBaHus. Hapsiay ¢ o01uM MOXKHO BbI-
JIEJIUTh TAKXKE CIELMATBHBIA TIPABOBOM PEXUM JIEKAPCT-
BEHHOIO 00ecrneyeHus Mo NpU3HaKy HaJIM4us y TpaxXKaH
TOTO WJIM MHOTO 3a00JIeBaHUs, B TOM YMCJIE SMWIETICUH,
OTHECEHHOTr0 3aKOHOAATENIEM K COOTBETCTBYIOIIEMY I€-
pevHIo, 10O OIpeaeIeHHOTo IMpaBoBOro craryca [31].

ObecneyeHue nayueHmoB ¢ anunencuedl 6ecnnamubiMu

JNiIekapcmBeHHbIMU Npenapamamu

B cocTaBe HaOopa conuadbHBIX yCayr. B pamkax crie-
LIMAJIBHOTO IIPABOBOIO PEXXMMa OCYIIIECTBIISIETCS JIeKap-
CTBEHHOE 00eCIIeYeHNE TpaXIaH M3 YMCjia KaTeropuid,
NpuBeIeHHBIX B CT. 6.1 MenepanbHoro 3akoHa «O rocy-
IapCTBEHHOI colMalbHO moMoiu» oT 17.07.1999
No 178-®D3 (manee — 3akoH No 178-D3): uHBaMUIHI,
ygacTHUKY Benukoit OTeuecTBeHHOM BOMHBI, BETEpaHbI
00eBbBIX AeNCTBUM, XUTeau O01oKamgHoro JleHMHrpama
u ap. [36], B COOTBETCTBUM C YTBEPXKIAECHHBIM ITPABUTEb-
ctBoM P® mepeuyHeM JeKapCTBEHHBIX IIpeIlrapaToB
IIJISI MEIUIIMHCKOTO IIPUMEHEHHUSI, B TOM UHCJIE JIEKAPCT-
BEHHBIX NIPENapaToB IJI MEAULIMHCKOTO TPUMEHEHMUS,
Ha3zHayaeMBbIX 110 PEIICHUI0 BPaueOHBIX KOMUCCHI Me-
JULIMHCKUX opraHu3anuii (1. 2 ct. 6.2 3akoHa No 178-D3,
mpwioxenue Ne 2 Kk Pacropstkenuto I1paButensctea PO
or 10.12.2018 Ne2738-p [32] (manee — PacnopsixeHne
Ne2738-p)). B oTHOIIIEeHNM TaHHBIX KATeTOPUi rpaXkIaH
ynoMsHYTbIM PenepanbHbIM 3aKOHOM B 1I. 1 cT. 6.2 3a-
KpeIUICHO IIpaBO Ha o0OecIie4YeHHEe B COOTBETCTBUU
CO CTaHIApPTaMU MEIUIIMHCKOM ITOMOIIN HEOOXOMUMBIMU
JICKapCTBEHHBIMU IIpeIiapaTaMM B COCTaBe Habopa COLIM-
aJIbHBIX YCIIYT, T. €. B paMKaX peajri3alliy IIpaBa Ha COIIH-
allbHOE obecrieyeHue.

duHaHCOBOE 00ECIeYeHNE PACXOI0B, CBSI3aHHBIX
C TIPeIOoCTaBICHUEM COIUAIBHBIX YCIYT KaTEerOpHsIM

rpaxiaaH comtacHo cT. 6.1 3akona Ne 178-D3, ocyliecTB-
JISIETCST 3a CYET CPEACTB, MPEIYCMOTPEHHBIX B (Delepaib-
HOM OIO[IKETe Ha COOTBETCTBYIOWIMIA rof (1. 3 cT. 6.5 3a-
koHa Ne 178-D3, 11. 4 [IpaBui1 pMHAHCOBOTO 00ECTICUSHUS
PacXoIoB I10 MPEAOCTaBICHHIO I'paXkIaHaM rOCyIapCTBEH-
HOM COLIMaJIbHOM TIOMOILMY B BUIE Habopa coluaabHbIX
yCaIyT, yTBepKaeHHbIX ITloctaHoBneHueM [IpaBuTeabcTBa
P® o129.12.2004 Ne 864, pen. ot 29.06.2018 ¢ u3m. u 1orr.,
BcTym. B cuuty ¢ 01.01.2019 (manmee — IlocraHoBiIeHHME
Ne 864)) [20].

B paMKax nmporpaMMbl rocyIapCcTBEHHbIX TapaHTHii Oec-
IUIATHOTO OKA3aHMS IPakIaHaM MeIHIMHCKOi nomMomm. [1a-
LIMEHTHI C IMAarHO30M <«3IIICTICHST» UMEIOT IIPaBo Ha obec-
IeyeHne O0eCIUTaTHBIMU JICKapCTBEHHBIMU TIpeIrapaTaMu
M3 CPEACTB PETMOHAILHOTO OI0KETa B paMKax TEPPUTOPH-
aJIbHOI MpOrpaMMbl FOCYJaPCTBEHHbBIX TAPAHTU.

IlepeueHs rpymm HaceleHUsI U KaTeropuil 3aboJe-
BaHMI, IIPU aMOYJIaTOPHOM JIeYCHUHM KOTOPBIX JeKap-
CTBEHHBIEC CPEICTBA OTITYCKAIOTCS IO peIreITaM Bpadeit
OecruiaTHO, ObLT ycTaHOBJeH IloctaHoBneHuem IlpaBu-
teabeTBa PO o1 30.07.1994 Ne 890 [21]. Drmutenicust BXO-
JIAT B 3TOT IIepEUYCHb.

Cratbeit 19 denepanpHoro 3akona ot 21.11.2011
Ne 323-d3 «O6 ocHOBax OXpaHBI 3J0POBbS TpaxIaH
B Poccuiickoit @eneparum» (magee — 3akoH Ne 323-D3)
MIPEeIyCMOTPEHO IIPAaBO KaXIOro Ha MEIMIIMHCKYIO IT0-
MOIIIb B TapaHTUPOBAHHOM OOBEeMEe, OKa3hIBaeMYIO
0e3 B3MMaHMUS IJIaThl, B COOTBETCTBUM C IIPOrPaMMOil
TrOCYyIAapCTBEHHBIX TapaHTH1 OECILIATHOTO OKa3aHUs rpa-
XIaHaM MeAWIIMHCKOM noMoiu [37].

B ct. 80 3akona Ne 323-d3 permaMeHTMPOBAHO OKa-
3aHMe IpaxkaaHaM OecIIaTHOU MeIULIMHCKOMA MOMOIIM.
CornacHo 11. 3 3To¥f cTaTbU MPU OKa3aHUU MEIULIMHCKOM
ITOMOIIIM B paMKaX IIPOrpaMMBI TOCYIapCTBEHHBIX TapaH-
TUI OeCIUIaTHOTO OKa3aHUS rpaxkgaHaM MeIUIMHCKON
ITOMOIIN U TePPUTOPHUATILHBIX IIPOTPAMM T'OCYyIapCTBEH-
HBIX TApaHTHI 0€CIUIATHOTO OKa3aHMUSI rpakaaHaM MeIu-
LIMTHCKOM TTOMOIITY HE ITOJIeKAT OIjIaTe 3a CYET JIMIHBIX
CPEICTB rpaxiaH:

1) okazaHMe MEIUIIMHCKUX YCIIYT, HA3HAYCHNE U IIPHME-

HEHME JICKApCTBEHHBIX IIperapaToB, BKIIIOYCHHBIX

B IIepeYCHD KM3HEHHO HEOOXOMMMBIX M BaXKHEHIITHIX

JekapcTBeHHBIX nperrapaToB (ZKHBJIIT) mo MmeguimH-

CKMM TO0Ka3aHUSM B COOTBETCTBMU CO CTaHIApTaMU

MEIULUHCKOM ITOMOIIHN;

2) Ha3HaYCHUE ¥ IPUMEHEHHE 10 METULIMHCKIM TT0Ka-
3aHUSIM JIEKAPCTBEHHBIX IIperapaToB, HE BXOMSIIINX

B nepeyeHb 2KHBJIII B ciiyyasix ux 3aMeHbl U3-3a UH-

TUBUAYaTbHOM HETIEPEHOCUMOCTH, 110 XM3HEHHBIM

ITOKA3aHUSIM TI0 PEIICHUIO BpauyeOHOM KOMUCCHUN.

IIpu sToM cornacHo 1. 2 IIpaBun popMupoBaHus
IepevIHeil JeKapCTBEHHBIX IIPenapaToB IJis MEeIUIIMH-
CKOTO MpuMeHeHUs! (yTBepXmeHHBIX IlocTaHOBICHU-
eM IIpaButennpctBa PD ot 28.08.2014 Ne 871) mepedeHb
BaXXHEHIINX JICKAPCTBEHHBIX MperapaToB (hOpMHUPYETCs
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10 MEXXIYHAPOIHBIM HETIaTeHTOBAHHBIM HAMEHOBAHSIM
9THX JIEKaPCTBEHHBIX IIPEIIapaToB, B TOM YHUCJIE C YYETOM
CTaHAAPTOB MEIUIIMHCKOM TToMotiu [22].

B . 5 ct. 80 3akona Ne 323-d3 B pamKax mporpam-
MBI TOCYIapPCTBEHHBIX TapaHTUI OSCIIATHOTO OKa3aHUsI
rpaxaaHaM MEeIUIIMHCKOM ITOMOIIH YCTaHABINBAIOTCS:

1) mepeyeHp BUIOB, ()OPM M YCIOBUII MEIMIIMHCKOM
ITOMOIIY, OKa3aHWEe KOTOPOU OCYIIECTBISIETCS Oec-
IUIaTHO;

2) mepedyeHb 3a00JIeBaHUI 1 COCTOSTHUI, OKa3aHUE Me-
JTUITMHCKOM TTOMOIIM IIPU KOTOPBIX OCYIIIECTBIISICTCS
0OecIlIaTHO;

3) Kareropmu rpaxmnaH, OKa3aHHEe MEIUIIMHCKOM ITOMO-
LI KOTOPBIM OCYIIECTBIISIETCS OECIUIaTHO.

IIpaBo mpenocTaBiieHUs JIeKapCTBEHHOTO obecrie-
YeHHUS TpaxkgaHaM C JUATHO30M <«3IIJICIICHUS» 3a CUeT
CPEICTB PEeTMOHAJbHBIX OIOIKETOB periaMeHTUPOBA-
HO B TEPPUTOPUAIBHBIX IIPOrpaMMax rocyaapCTBEHHBIX
rapaHTuii OeCIUIaTHOTO OKa3aHWs IpaxXgaHaM MeIu-
IIMHCKO# ITOMOIIM, YTBEPXKICHHBIX OpTaHaMM Tocyldap-
CTBEHHOI BjacTu cyobeKToB PM B COOTBETCTBUU C TIPO-
rpaMMoii rocygapCTBEHHBIX TapaHTUN OeCIJIaTHOIO
OKa3aHMs rpaxmgaHaM MeIULMHCKOW moMormu (cT. 81
3akoHa Ne 323-D3).

HeoTnemiieMoe npaBo Bcex NANAEHTOB C dMUIIENCHeit
Ha o0ecmeyeHne 0eCIUIATHBIMH JIEKAPCTBEHHBIMH Tperna-
paramu. [paxmaHe ¢ TMAaTHO30M <«3ITUJICIICUS» 00ecIIe-
YUBAIOTCS OECIIAaTHBIMHU JIEKapCTBEHHBIMU IIpeIiapaTa-
MM 3a CUYET CPEACTB U (pemepasbHOTO, U PeTHOHAIbHBIX
OI0IKETOB.

Ecau U110 ¢ AMarHo3oM «3IMWIETICHUsI» BXOIUT B Ka-
TETOPUIO TpaxaaH, UMEIOIIMX MIPAaBO Ha ITOJYyYCHHE TO-
CyIapCTBEHHOM COLIMaJIbHON MOMOIIY B BUIe Habopa
couMaabHbIX yeiIyr (cT. 6.1 3akona No 178-®3) u BKIIIO-
YeHHBIX B (DeiepabHBIA PETUCTP JIUII, UMEIOLINX IIPaBO
Ha ITOJIy4YEHMUE TOCYIAPCTBEHHOM COLMAJIBbHON ITOMOIIKU
M HE OTKAa3aBIIMXCS OT IMOJYYCHUS COIIMAIBbHOMN YCIyTH,
npeaycMorpeHHoii m. 1 4. 1 ¢T. 6.2 3akoHa Ne 178-D3,
TO (pMHAHCUPOBaHNUE 00ECIIeUeHUST HEOOXOTMMBIMU JIe-
KapCTBEHHBIMU IIperiapaTaMiu B paMKax Habopa COLaIb-
HBIX YCJIYT OCYIIECTBIISICTCS 3a CUET CPENCTB DemepabHO-
ro 6romxera (1. 3 ct. 6.5 3akoHa Ne 178-D3: «[lopsimok
¢uHaHCHMPOBAHUS PACXOMOB IO OKA3aHMIO IpaxkmaHaM
roCyIapCTBEHHOUN COLIMAJIbHOM MOMOIIY B BHUAE COLIM-
QJIBHBIX YCIIYI, IPEAYCMOTPEHHOM HACTOSIIEN TJIABOM,
ycraHaBnuBaetcs [IpaButensctBoM Poccuiickoir Dene-
pauun»; [locranopaeHue Ne 864).

IpaxkmaHe ¢ IMAarHO30M «3IUJICTICHS» , KOTOPHIM yCTa-
HOBJICHA B COOTBETCTBUM C 3aKOHOIATEILCTBOM PD exe-
MecsYHas IeHeXXHasl BhIILIaTa (HalmpuMmep, WHBAJIUIBI
B cooTBeTCcTBUM ¢ PeaepalibHBIM 3aKOHOM OT 24.11.1995
No 181-®3 «O comuanpHOM 3auTe MHBAINIOB B Poc-
cuiickoii ®enepauun» [38]), oTkazaBuinecss oT Habopa
COLIMaIbHBIX YCIIYT, UMEIOT IIpaBoO Ha obecrieyeHue dec-
IUIATHBIMU JICKAPCTBEHHBIMU MIpeTiapaTaMu, KaK 1 rpax-

JIaHE C JUArHO30M <«3MUJIETICUS», HE MOAMaatolIue MO,
neiictBue 3akoHa No 178-MD3, B paMKax TeppUTOPUATh-
HOI MpOoTpaMMBbl TOCYIapCTBEHHBIX TapaHTU OecIuiaT-
HOT'0 OKa3aHUSI rpakIaHaM MEIUIIMHCKOM ITOMOIIN 3a CUYET
pernoHabHOTO OromKera (Hampumep, [locTaHoBICHUE
IIpaButenbcTBa OpeHOYprckoit oomactu ot 29.12.2018
Ne911-m1 «O6 yTBEepXKIEHUU TEPPUTOPUATBHON MPO-
rpaMMBbI TOCYTapPCTBEHHBIX TapaHTUM O0eCTUIaTHOTO OKa-
3aHUS TpaxkaaHaM Ha Tepputopun OpeHOyprckoii ooa-
CTU MeIUIUHCKOI momMo1y Ha 2019 ron 1 Ha N1aHOBBII
nepuon 2020 u 2021 rogos» (majnee — mporpamma rocra-
paHTuii OpeHOyprckoi obdnactu), pasmen VIII, m. 2.2:
«3a cyeT cpeacTB 0061aCTHOTO OI0IKEeTa B COOTBETCTBUU
¢ 3akoHogaTenbcTBOM OpeHOYprcKoili obaacTu ocy-
IIECTBISIETCST 00eCIIeUCHIE JIEKAaPCTBEHHBIMU IIpeIiapa-
TaMHW B COOTBETCTBHMHU C IEPEYHEM TIPYIIT HACEICHUS
U KaTeropuii 3a0ojieBaHuU, Ipy aMOyJ1aTOPHOM JIEUEHUU
KOTOPHIX JIGKAPCTBEHHEBIE IpeIapaThl 1 MEAUIIMHCKIE
WU3IEIUS B COOTBETCTBHUH C 3aKOHOAATEILCTBOM Poccuii-
ckoit Megepanuy OTHYCKAIOTCS MO pellernTaM Bpadeil
oecruiatHo» [17]).

Takum o6pa3om, jJeKapcTBEeHHOe obecrneyeHue JIUIL
C SIUJICTICUEN OCYILECTBIISIETCS IO ACUCTBYIOILIEMY 3aKO-
HOIATEJIbCTBY KaK Ha (hefepaIbHOM, TaK 1 Ha perMOHAIb-
HOM ypoBHe. [TallueHTBI C AMAarHO30M <«3MUJEIICUS» TIPU
aMOyJIaTOPHOM JIeYeHUU MMEIOT MpaBoO Ha obecreyeHue
OeCIUTaTHBIMM JICKAPCTBEHHBIMM TIpeIiapaTaMy He3aBHUCH-
MO OT HAJIMIUSI WJIN OTCYTCTBUSI MHBAJTUIHOCTHU M IIPOINX
JIBTOTHBIX OCHOBaHUM.

AHanu3 cyneOHOM’ MPaKTUKY CBUIETEILCTBYET O TOM,
YTO IIpaBa OTAEJBHBIX TpaXkIaH Ha OeCIUIaTHOE JIEKApCT-
BEHHOE 00eCIIeYeHIE HePEeIKO HAPYIIIAIOTCsI, U IO Pa3HbIM
MpUYMHaM, Yalle 5KOHOMHUYECKOTO CBOMCTBA, UM OTKa-
3BIBAIOT B OECIUIATHBIX JIEKAPCTBAX. 3a BOCCTAHOBICHUEM
CBOMX 3aKOHHBIX IIPaB IpaxkaaHe 00paIamTcs B ¢y, Tak,
pemeHreM CBepIIOBCKOTO paitoHHOTO cyna I. KocTpoMbl
ot 21.10.2010 o mexy Ne 2-2369/2010 6bL1 BOCCTaHOBJICH
B IIpaBax rpaKaaHuH, UMEIOINI MHBAIUAHOCTh. Corrac-
HO MaTepHrallaM Jiejia, MHBAJIWI OTKa3aJICs OT JIEKapCT-
BEHHOI'O O0OECIICUCHHUS 3a CUET CPEICTB (peaepaIbHOTO
O10mKeTa U IOJTyJall eXXeMeCSIHbIC IEHEXXHBIC BHITLIATHI.
B nekapcTtBeHHOM oOecrie4yeHU! 3a CUeT OI0JIKeTa peru-
OHAJIPHOTO YPOBHS €My OBUIO OTKa3aHO, TAKKE OTKA3aHO
B BBIIIMCKE PeIIeITa perHOHATbHBIM MEIUIIMHCKIM YIpe-
XKIEHUEM B CBSI3U C BEHIOOPOM ICHEXXHBIX BBIILIAT 33 CYCT
cpencTB (eaepaabHOTO OI0MKeTa. [paskIaHMH BHIHYXKICH
ObLII MPpUOOpPETaTh IEKAPCTBEHHbIE MpenapaThl CAMOCTO-
SITEJIbHO 3a CUYET COOCTBEHHBIX cpencTB. Ilpu obpaiue-
HuU B JlemaprameHT 3apaBooxpaHeHus: KocrpoMmckoit
o0JiacTu ¢ Ipoch00it 0 BO3MEILEHNU €MY OTPAYEeHHbIX
CPEeICTB MHBAIMI ITOJIYYMII OTKa3, KOTOPHIM OH 00XKaio-
BaJI B CcyJIe.

Cyn, paccMatpuBasi JaHHBIC OOCTOSITEILCTBA, yKa-
3aJ1 Ha TO, YTO PErHMOHAIBHOE MEIUIIMHCKOE YyIpexkIe-
HHE HEOOOCHOBAaHHO OTKAa3aJI0 TPaXkIaHWHY B BBIITMCKE
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PELIETITOB, a PETUOHAILHEIN [lermapTaMeHT 3MpaBooOXpaHe-
HUST — B BO3MEIICHUH IEHEKHBIX CpecTB. Takxke Cy yKa-
3aJI, YTO HE3aBHCHMO OT OTKa3a OT Habopa COLMaIbHBIX
YCIIYT B TIOJIb3Y €XEMECSIUYHBIX JEHEXHBIX BBIILIAT UHBA-
JIMI IMEET IIPaBo Ha ITOJTyYeHHE JIeKapCTBEHHBIX CPEICTB
oecriatHo. Kpome Toro, cya npu3Haj, 4To HOTpayeHHbIe
WHBAJIMIOM JIEHEXXHBIC CPEICTBA TOJDKHBI OBITH BO3MEIIIE-
HBI 3a CYET CPeNCTB 0bJ1acTHOrO OromkeTa [33].

ITpu paccmorpenun 7 utons 2017 r. CoBeTCKUM paii-
OHHBIM cymoM T. Opia mema Ne2-997/2017 06 oTkase
JenaprameHTa 3apaBooxpaHeHns OpIIOBCKOM 00JIaCcTH
WHBAJIUAY B MOJIYICHUN OECIIATHOTO JIEKapCTBEHHOTO
Tpernapara u3-3a OTCYTCTBUS AEHEXHBIX CPENICTB CYII 0051~
3an JlemaprameHT 3apaBooxpaHeHusT OpioBcKoil 061a-
CTU OecruiaTHO obecTnieurBaTh MHBAINIA JIEKAPCTBEHHBIM
CpeICTBOM Ha Bech Iepuo JedeHus [34].

Hecoomsemcmsaue peruoHanbHblX NporpaMm
rocygapcmseHHbIX rapanmuii Gecnnamuoro oKa3aHus
rpaxaadam MeguuuHcKoil nomouu MenepanbHoil
nporpaMMe B Yacmu nepeyHeil NeKapcmBeHHbIX
npenapamos, 0MNYCKaeMbiX npu ambynamopHom neveHuu
Gecnnamo
I1po6GieMHBIM BOIIPOCOM SIBISIETCSI HECOOTBETCTBUE
perMoOHAIbHBIX IIPOrpPaMM TOCYIapCTBEHHBIX TapaHTUI
OecIuTaTHOTO OKa3aHWS TpaxkgaHaM MEIMIIMHCKON IT0-
Mot PenepaabHON IporpaMMe TOCYIapCTBEHHBIX Ta-
panTuit (manee — PenmepanbHasa mporpamma) [23, 30].
CornacHo 11. 3 4. 1 ct. 16 3akoHa Ne 323-dD3 pa3paboTka,
VTIBEepKICHUE U pean3ais TepPpUTOPUATILHOM IIporpam-
MBI TOCYIapCTBEHHBIX TapaHTHi1 O€CIIJIaATHOTO OKa3aHUs
rpaxjaaHaM MEIMIMHCKOW MOMOIINM, BKJIIOYAIOIIEH
B ce0s1 TeppUTOPUANIbHYIO MMPOTpaMMy 00513aT€JIbHOIO
MEIUIIMHCKOTO CTPaxXOBaHUsI, OTHOCSTCS K ITOJTHOMO-
YHUSM OPTaHOB roCyIapCTBEHHOM BIaCcTU CyObeKTOB PD.
®cnepanbHBIl 3aKOHOIATEIb, HANCISISI OPTaHbI TOCY-
IapCTBEHHOM BIacTU CyObekTOB PM yKazaHHBIMH BBIIIIC
IMOJITHOMOYHMSIMU 1 BKJTIOYAsI 3aKOHOAATEILCTBO CYObEK-
ToB P® B cucTeMy IpaBOBBIX PETYISITOPOB B 00JaCTU
OXpaHBI 3I0POBbSI, OMHOBPEMEHHO YCTAHOBUJI OOBEMBI
W TPaHUIIBI OCYIIECTBICHUSI HOPMOTBOPUECKHUX ITOJTHO-
MOUMI OpraHOB roCyJIapCTBEHHOU BJIACTU CyOBEKTOB
P® B 37011 chepe, mpenycmorpeB B Y. 1 1 3 cT. 81 3ako-
Ha Ne 323-®3 mooxeHus, COTIIaCHO KOTOPBIM OpPTaHbI
rocyiapCcTBEHHOM BIIacTU cyobeKTOB P®D yTBepKmaroT
TePPUTOPHAIBHBIC IIPOrPAMMBI TOCYIAPCTBEHHBIX F'apaH-
TUI OeCIUIaTHOTO OKa3aHUS rpaxkaaHaM MeIULIMHCKON
MOMOIIY B cOOTBeTCTBUHU ¢ PenepaabHOM MPOrpaMMOIi.
IIpeanucanue o HEOOXOAMMOCTU NPUHUMATh TEPPUTO-
pPHUAIBHYIO IIPOTPaMMYy B COOTBETCTBUM ¢ DeaepanbHOit
IIPOTpaMMO¥i TaKKe coaepKUTcs B 3-M ab3anie pa3gena I
(O6mue monoxeHus ) PeaepaabHOI IPOrPaAMMBIL.
®enepanpHas MIporpaMma, Opeaesisist IIOPSIOK U yC-
JIOBUSA MPENOCTABIEHUSA MEIULIMHCKON TOMOLLU, KPUTE-
PUM TOCTYITHOCTY MEIMIIMHCKOM momoniu (pasmen VII),

HE TIpearoiaraeT Iponu3BOILHOTO 3aHIDKCHUST CPEIHIX
HOPMaTUBOB (DMHAHCOBBIX 3aTpaT Ha eIMHUIY oObeMa
MeauLuHCKo# nomowu. bosnee Toro, B cry 4. 3 cT. 81
3akoHa Ne 323-D3 TeppuUTOpHaIbHBIC IIPOrPAMMEI TOCY-
JIApCTBEHHBIX TApaHTUM OECIUIATHOTO OKA3aHMSI Ipaxkaa-
HaM MEIWIIMHCKON MOMOIIY P YCIOBUM BBIITOJTHEHUS
(bHAHCOBBIX HOPMATUBOB, YCTAHOBJICHHBIX IIPOIPAMMOi1
rOCyIapCTBEHHBIX TapaHTHI1 OECILIATHOTO OKa3aHUsI rpa-
KIaHaM MEIUIIMHCKOI ITOMOIIM, MOTYT COIepXaTh I0-
ITOJTHUTEJIbHBIC BUABI M YCIIOBUS OKa3aHUS MEIULIMHCKOM
ITOMOIIIM, a TAaKXKe IOIOJHUTEIBHBIE 00hEMbI MEIUIINH-
CKOM IMTOMOIIY.

Tem He MeHee opraHbl UCITOJIHUTEILHOM BIACTU CYyOb-
eKToB P® no3BosisgoT cede OTCTYIUIEHUS OT YCTAHOBJICH -
HBIX Ha (peiepaTbHOM YPOBHE TapaHTHIl U HAPYIIArOT IIpa-
Ba XXUTEJICH PETMOHOB Ha MOJIydeHHE TOCYyIapCTBEHHBIX
rapaHTuii 6ecriaTHOMA MeIULIMHCKOM ITOMOILM B 00beMe,
omnpeneneHHoM IIpaButenbctBoM PD. B riepByio ouepenn
9TO KacaeTcs IepeyHs JIeKapCTBEeHHBIX ITPEIapaToB, OTITY-
CKaeMBbIX HACEJICHUIO B COOTBETCTBUH C IIEPEUYHEM TPYIIIT
HaceJeHUsI U KaTeropuil 3abojieBaHUiA, IIpu aMOyn1aTop-
HOM JICYCHUN KOTOPHIX JEKapPCTBEHHBIC IIPEeIapaThl OT-
MycKaloTcs I10 pelieriTaM Bpaueii 6ecruiaTHO. B Hapyie-
HHUEe TpeboBaHUs (enepaJbHOTO 3aKOHOAATEILCTBA ITU
IepEeYHN BO MHOTUX PETMOHAX He BKIIIOYAIOT HEKOTOPHIE
mpenaparsl U3 ¢eaepanbHoro nepeuds 2KHBJIIT.

AHaM3 cyieOHOM ITPaKTUKN CBUIETEIBCTBYET O TOM,
YTO TaKWE CUTYALIMU CTAHOBSITCS IIPEAMETOM PACCMOTPE-
Hust BepxoBHoro Cyna PD, KoTopslii, Kak ITpaBujIo, Mpu-
3HaeT HaJimuue HapyiueHuit. Takue peieHust BepxoBHBIM
Cyn PO npunsan no AMmypckoii [1], Bomoroackoii [2],
Bpsnckoii [3], [Tensenckoii [4], HoBroponckoii [5] o6:ia-
ctsiM, Antraiickomy [6], KpacHosipckomy [7] u ITepMckomy
[8] xpasm, Pecriyonmkam bamkoprocran [9] n UyBami-
ckoii [10] m MHOTUM npyruM cyobekTaM. JomylieHHbIe
HapyIICHUS YCTAaHOBJICHHBIX (peaepalbHBIX TapaHTUI
MEIUIIMHCKOTO OOCTy:KMBAaHMUS HA OCHOBAaHWM PEIICHUI
BepxosHoro Cyna P® nogexaT ycTpaHeHUIO.

IIpu sTOM cyneOHasi mpakTUKa BO MHOTHMX CJIydasix
KWCXOAUT U3 TOTO, YTO OTKA3 B 00ecneyeHuU OecriaTHbIM
JICKapCTBEHHBIM IIPEeTIapaToOM B CBSI3U C €TI0 OTCYTCTBUEM
B peTMOHAIBHOM TIEPEeUHE JIEKapCTBEHHBIX CPEACTB HE MO-
JKeT HapyIlIaTh IIpaBa IMalMeHTa Ha MoyIeHe HeOOX0mM-
Moro eMy JedyeHus [35].

C 1eNbI0 MCKIIOYUTH ITOOOOHBIE HECOOTBETCTBHUS
B ®enepanbHYIO IIPOrpaMMy rOCyIapCTBEHHBIX TapaHTHI
Ha 2019 ., yrBepxneHHy1o0 ITloctaHoBneHneM [IpaBurenn-
ctBa PO o1 10.12.2018 Ne 1506 [23], BHECEHO CYILIECTBEH -
Hoe ponosHeHue B pa3nen VIII, abzair 4. Tepputopuanb-
Has IIporpaMMa B 9aCTH OIIpeAesICHUS ITOPSIIKA 1 YCIOBHIA
OKa3aHUS MEIUIIMHCKOM ITOMOIIIHN JOJIKHA BKIIIOYATh ITe-
peYeHb JIEKAPCTBEHHBIX IperapaToB, OTIIYCKAeMBbIX Ha-
CEJICHUIO B COOTBETCTBUH C IIEpEYHEM TPYIII HACCICHUS
U KaTeropuii 3abojieBaHuU, Ipy aMOyJ1aTOPHOM JIEUEHUU
KOTOPBIX JIGKAPCTBEHHBIE IpeIapaThl 1 MEIUIITHCKIE
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WU3IENNS OTITYCKAIOTCS 10 PElleNTaM Bpadeil 0ecIuIaTHo,
copMUPOBaHHBIN B 00beME HE MEHEE YTBEPXKICHHOIO
pacniopstkenneM [IpaButenberBa PP Ha cOOTBETCTBYIO-
muit ron nepeuns KHBJIII, 3a uckioueHueM aexkap-
CTBEHHBIX IIPerapaToB, UCIOJIb3YeMbIX UCKIIOUNUTEIHLHO
B CTAlIMOHAPHBIX YCIOBUSIX.

Hecmotpst Ha mpsiMoe yKa3aHMe (perepaabHOro 3aK0-
HoJaTessI, IIepedYeHb JeKapCTBEHHBIX IIpEIrapaToB B pe-
TMOHAJBHBIX TTPOTPAaMMaxX TOCYIapCTBEHHBIX TapaHTU
OecIuTaTHOTO OKa3aHWS TpaxkgaHaM MEIMIIMHCKON IT0-
Momu Ha 2019 1. 3aUacTyr0 HEe COOTBETCTBYIOT TpeOOBa-
HussMm DenepanpHOl MporpaMMbl. B TeppuTopranbHBIX
IIporpaMMax rocyIapCTBEHHBIX TapaHTUI OECIJIATHOTO
OKa3aHMs rpaxaaHaM MeIULIMHCKOM momoiy Ha 2019 1.
1 Ha aHoBbIi niepron 2020 u 2021 TT., yTBepXKIeHHBIX
IIPaBUTEILCTBAMU PETMOHOB, IepeYeHb JICKaPCTBEHHBIX
ImpenapaToB, OTIYCKAeMBIX HACEJICHUIO B COOTBETCTBUH
C MepeyHeM TPYIII HaceJIeHUSI U KaTeropuii 3aboyeBa-
HU, TIpA aMOYIaTOPHOM JICYSHUU KOTOPBIX JIEKAPCTBEH-
HBIE TIpeIapaThl 1 MEIUIIMHCKUE U3IEIUsI OTITYCKAIOTCS
10 pelenTaM Bpadyell OecIIaTHO, BKIIIOYAET IEPEeYHU
IIPOTUBOCYIOPOXKHBIX IpPEIapaToB, HE COOTBETCTBYIO-
mue PenepanbHOl IMporpaMme, U HE COOSPKUT YacThb
BKJIIOYeHHBIX B niepeyeHb KHBJIII mist MegauuimHCKOTo
npuMeHeHUs Ha 2019 ., yTBepXICHHBIN pacIIOpsKeHU-
eM IIpaButennsctBa PP ot 10.12.2018 Ne2738-p, a Tak-
e He BKJIIoJaeT npeaycMoTpeHHble nepeuHem 2KHBJIIII
HeoOXOaMMBIe JIeKapCTBEHHBIC (hOPMBI (TabJISTKH, Kall-
CyJIbI, CUPOII, CycrieH3us u np.). Hampumep, B Tepputo-
PUAIBHON IporpaMme, YyTBEPXKACHHOM OCTAHOBJIEHUEM
MPaBUTEILCTBA ApPXaHTeJbCKOM obsacTu ot 26.12.2018
Ne 646, B crivcke IPOTUBOCYAOPOXHBIX IIPerapaToB OT-
CYTCTBYIOT 3TOCYKCHUMMU, OpuBapaiieTaM, IepaMIiaHen,
mmperabanuH (4 npenapara u3 14 nepeunst 2KHBJIII) [15],
B XaHTbI-MaHCUIICKOM aBTOHOMHOM OKPYT€ OTCYTCTBYIOT
STOCYKCHMUI, OpuBapaleraM, IepaMaHes, JaKOCaMuUI
(TIocTaHOBJIEHUE MIPABUTEIBCTBA XaHTHI- MaHCHIICKOTO
aBTOHOMHOTO oKpyra — FOrpsr ot 28.12.2018 Ne 500-1mm)
[19], B OpenOyprckoii 06j1acT B 3TOM MEpedyHe HET Opu-
BapalieTaMa 1 repaMiaHesa (II0CTaHOBJICHUE IIPaBUTEIb-
ctBa OpeHOyprckoii oomactu ot 29.12.2018 Ne911-m) [17],
B CMOJIEHCKOIT 001acTh HeT OpuBapaleTama 1 Iperadaim-
Ha (ITIOCTaHOBJICHUE TIpaBUTeIbCTBA CMOJIEHCKOM 00JIacTH
o1 29.12.2018 Ne 980) [18], B MockBe HeT OpuBapareTama
(ImocTaHOBJICHUE IIPABUTENBCTBA I. MOCKBEI OT 27.12.2018
Ne 1703-nmm) [16] u op. Kpome toro, B nepeure 2KHBJIIT
BaJIBIIPOEBAsT KUCJIOTA TIpeACTaBicHa 14 JeKapCTBEHHBI-
MU ¢opMaMu, KapbaMma3eluH — 5, JieBeTUpaleram, To-
Mnypamar TpeacTaBieHbl 3 JIeKapCTBEHHBIMU (DopMamu,
a B TEpPPUTOPHAIBHBIX IIPOrpaMMaXx OTAEJIbHBIX PETHOHOB
B IIEpEeYHEe BOOOIIE HE IMPEeayCMOTPEHBI pa3HbIC JIEKapCT-
BeHHBIC (popMBI (Harpumep, B OpeHOyprckoit 001acTi).

Kak BummM, HecMOTpsI Ha TO 4TO (heAepabHOE 3a-
KOHOJATEJIbCTBO IIpeaycMaTpuBaeT OeciuiaTHOe obecre-
YyeHne HeOOXOOMMBIMU JICKapCTBEHHBIMH IIpeIrapaTamMu

BCEX IMAIIMEHTOB, CTPANAIOIINX SIUJICIICHEl, B peTHOHAX
YK€ Ha 3aKOHOIATEJIbHOM YPOBHE UMEIOT MECTO OTPaHM-
YeHUS UX MPaB.

Heo6xoauMo OTMETUTD, UTO B Psiie PETMOHOB B Ie-
PEYHM TOIOJHUTEILHO BKIIOUYCHBI 3¢ (MeKTUBHBIC IIpe-
rmaparsbl, HanpuMep JaMoTpuaxuH (B HoBocubupckoi,
Openoyprckoit, CMOJICHCKOI 1 ApYrux 00JacTsX), ra-
oanenTuH (B HoBocubupckoit, CMOJIEHCKOI M APYTrUX
00J1acTSIX) M HEKOTOPHIE IPYTUE MpeTapaThl.

MpakmuyecKue BONPOCHI obecneyenus rpasaan

¢ anunencuell 6ecnnamubiMu JNieKapcmBeHHbIMU

npenapamamu. [ToNHOMOYUSA OPraHoB rocyfapcmBeHHol

Bnacmu cy6brexmos P® B ciiepe 3apaBooXpaHeHus

B Yacimu opradusayuu obecneyeHus rpasaan

JNiekapcmBeHHbIMU Npenapamamu

OTaenbHO HEOOXOOUMO OCTAaHOBHUTHCS Ha BOIIPOCE
JIOCTYITHOCTH TTAIIMEHTAM C SIMJICTICUEH JIEKapCTBEHHBIX
IIperapaToB, BKIIOYCHHBIX B TEPPUTOPUATIBHYIO ITPOTpaM-
My TOCYIapCTBEHHBIX TapaHTUM OECIUIaTHOTO OKa3aHUS
rpaxaaHaM MEeIUIIMHCKON ITOMOIIIH.

IIpu odopmaeHnmn penenTta Ha HEOOXOAUMEIE Tpe-
ImapaThl Ha pabodyeM MeCcTe Bpadya B rocyaapCTBEHHOI
nHpopmaumoHHoit cucremMe OpeHOYPrcKoit obiaacTu
JMIOCTYITHA BBIIMMCKE JIUIINb YacTh JEKApCTBEHHBIX IIPE-
rmapaToB, KaK IIpaBUJIO, 3TO OeH300apouTan, gpeHobap-
OuTai, KjJoHa3emnam, KapbamaszenuH, oKcKapOa3eIuH,
BaJIbIIpOEBasl KMcJaoTa, TonupamMar. Eie 6 nmpenapaToB
W3 TEPPUTOPUATHLHOM IIPOTPaMMBbI TOCYIAapPCTBEHHBIX T'a-
paHTU1 OECIUIATHOIO OKa3aHMS IrpaxmaHaM MeINIIMH-
CKOI ToMOII — (DeHUTOMH, 3TOCYKCUMMII, JIAKOCAMMUI,
JIeBeTHpalleTaM, IIperadainH 1 JaMOTPUIKIUH — HEJIb3S
BBITMCATD ITAIIUEHTY 0€3 IPeIBapUTEeIEHOTO IMMChbMEHHOTO
000CHOBaHMS Ha BpauyeOHOI KOMUCCUU MEAYYPEXXKIeHUS],
Jajee 3aKJII0YeHIEe BpauyeOHOM KOMUCCUY IIPEACTABIISICTCST
B yIIpaBJIeHNE (DapMalleBTUIECKOM AeSTEIbHOCTH PETHO-
HaJIbHOTO MUHUCTEPCTBA 31PaBOOXPAHEHUSI, KOTOPOE Bbl-
HOCUT pellieHrue 00 000CHOBaHHOCTHU Ha3HaueHus1. [Jaxe
IIPH TTOJIOXKUTEIFHOM PEIIeHUM O0eCIIeUeHHE MmallkueHTa
HEOOXOMMMBIM IIPeTapaToM OTOIBUTAETCS eIlle Ha He-
OIIpeIeIeHHBIN CPOK, T. €. OeCIUIaTHRIC JIeKAPCTBEHHBIC
IpenapaThl HalMeHTaM C SIWICTICUEH TOCTYITHBI JIMIIb
caMmbIe ACIIeBhIe, 3a9aCTyIO CTaphle, W C TSKEJIBIMU T0-
00YHBIMU (D hEeKTaMU M CIOXHBIMU JIEKapCTBEHHBIMU
B3auMoeiicTBusiMu. B pesynbrare uenb 0ropokpaTruye-
CKMX IIperpan (aKTUYECKH JIMIIAET HMallMeHTOB C BIIN-
JIETICUEl JOCTYyIIa K 6oJiee 0e30MmacHbIM 1 3¢ GEKTUBHBIM
JICKapCTBEHHBIM IIperiapaTaM.

I1pu 3TOM B COOTBETCTBUU C TIPUKa30M MUHUCTEPCT-
Ba 3apaBooxpaHeHuss P® or 11.07.2017 Ne 4031 penenTt
Ha JIeKapCTBEHHbLIM Mpenapar, OTIIyCKaeMblil OecIIaTHO
W HE BOLICAIIMIA B MUHUMAJIbHBIIA aCCOPTUMEHT JIeKap-
CTBEHHBIX MpenapaToB sl MEAULIMHCKOTO TPUMEHEHUS
(B 3Ty KaTeropuio BXOIST W IPOTHUBOSIMIICIITUICCKIE
IIperrapaTthl), HEOOXOMUMBIX [IJIST OKa3aHUST MEIUIIMTHCKOM
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MOMOIIM, 00cyXuBaeTcs B TedeHne 10 paboumx mHei
€O IHS o0palleHus JIUla K CYyObEKTY pO3HUYHOM TOPTOB-
M. PerienTel Ha TeKapCTBEHHBIE TIpEIIapaThl, Ha3HAYae-
MBbIE 10 PelIeHNIO BpaueOHO KOMUCCUM, OOCITY>KMBAIOTCSI
B TeyeHUe 15 paboumx mAHeW co AHS oOpallleHus JIulia
K CyOBEKTY PO3HMYHOI TOProBiu [29], T. e. rocymapcTt-
BEHHas 3aKyIIKa BCeX IPOTHUBOSIUIICIITUYECKHX IIperia-
paToB B paMKaxX TEpPUTOPHATBLHON IIPOTpaMMEBI TOCTa-
PAaHTUI U OKa3aHUs COLMAIBHOU MOMOIIU OTIEJIbHBIM
KaTeTOpUsIM TpaXIaH perrMoHaJIbHBIM MUHHUCTEPCTBOM
3IpaBOOXPAHEHMSI HE TIPOM3BOIUTCS 3a0JIarOBPEMEHHO,
HeB3upas Ha IIpsSAMbIe yKa3aHUs (enepaabHBIX 3aKOHOB,
YTO OpraHM3aIsI 00eCIIeYeHUSI TPaKIaH JICKapCTBEHHBI-
MU IIperapaTaMi OTHOCSTCS K ITOJTHOMOYMSIM OPTaHOB
rocyaapCTBeHHOM BJIaCTH CyObeKTOB PD.

Crt. 6 ®enepanbHoro 3akoHa Ne 61-D3 or 12.04.2010
«006 obOpaleHnN JIEKApCTBEHHBIX CPEACTB» (maiee — 3a-
KOH Ne 61-D3) oTHOCUT pa3paboTKy U pealr3aluio pe-
TMOHAJIBPHBIX IPOrpaMM O0eCIeYeHUSI HaCeJICHUS Jie-
KapCTBEHHBIMHM IIperapaTaMy K MOJHOMOYMSIM OPTaHOB
WCIIOJIHUTENIbHOU BiacTu cyobekta PD mipu obpaiieHun
JIEKapCTBEHHBIX cpeacTs [39].

Ct. 16 3akona No 323-dD3 rjaacut, 4YTO K IIOJIHOMO-
YUSIM OPTAHOB IOCYAapCTBEHHOI BJIaCTU CyObeKTOB PdD
B chepe OXpaHbI 3TOPOBBSI OTHOCSTCS 3alllUTa IIpaB de-
JIOBEeKa U TpaXkIaHUHA B cpepe oXpaHbl 3M0POBbsI, pa3pa-
00TKa, YTBEepXKIECHNE 1 peaanu3alns IporpaMM pa3BUTHUS
3IPaBOOXPAHECHUS, OPraHU3ALMS 00ECIIEYEHUS TPaXIaH
JIEKapCTBEHHBIMU MIpernapaTaMiu, pa3padoTKa, YTBEpXKIe-
HHUE U pealn3aius TePPUTOPUAIBHON IIPOrpaMMEbI TOCY-
JTApCTBEHHBIX TAPaHTUM OECIUIATHOTO OKa3aHMSI TPakKiaa-
HaM MEIUILIMHCKON ITOMOIIIH.

Cr. 81 3akona Ne 323-dP3: B COOTBETCTBHUM C IIPOTPaM-
MO FOCyIapCTBEHHbIX TapaHTUM O€CILIaTHOTO OKa3aHUSsI
rpaxnaaHaMm MeIULMHCKOUN MOMOIIY OpraHbl roCcyaapcT-
BEHHOI BJIacTU cyObeKTOB P® yTBep:KIamoT TEPPUTO-
pUaIbHBIE IPOTPAaMMBI TOCYJapCTBEHHBIX FapaHTHI Oec-
IUIATHOTO OKa3aHUsI rpakaaHaM MEeIUIIMHCKOM ITOMOIIIH.

IMocranosnenue IMpaButensctBa P® ot 30.07.1994
Ne 890 mopyuaeT opraHaMm UCIIOJTHUTEIBHOM BIACTH Cy0h-
ekToB P® ocymecTBISITh MEPHI II0 KOHTPOJIIO HATUIUS
B aIlTEYHBIX YIPEKACHUSIX HE3aBUCUMO OT (DOPM COOCT-
BEHHOCTH JICKaPCTBEHHBIX, ITPOMIIAKTUICCKUX U JUar-
HOCTHYECKHUX CPEICTB M U3ISIUN MEIUIIMHCKOTO Ha3Ha-
YeHUSI, BOIIECIIINX B 00S3aTeIbHBIM aCCOPTUMEHTHBIN
rmepedeHb. [Ipy OTCYTCTBUM B aNTEYHBIX YUPEKICHUSIX
JIEKapCTBEHHBIX, MPODUIAKTUICCKNX M TUATHOCTHYIEC-
CKMX CPEICTB Y M3ICANI MEIUIIMHCKOIO Ha3HAYCHMS,
BXOISIIIMX B 00s13aTeIbHbIA aCCOPTUMEHTHBINM Mepe-
YeHb, — IIPUHUMATh COOTBETCTBYIOIINE MEPHI.

Takas npakTuka obOecrneyeHuss NalMEHTOB C MU~
JIeTICHel OeCIUTaTHBIMU JICKApCTBEHHBIMU IIperiapara-
MM SIBJISIETCSI HAapyIlleHrneM 3aKoHonaTenbcTBa PD u pe-
TMOHAJIBHOTO 3aKOHOIATEIbCTBA, COTJIACHO KOTOPBHIM
BCE MPOTUBOSNUICHTUYECKUE TIperapaThl U3 MepeIHs

TEPPUTOPUAJILHON TMPOrpaMMbl TOCYIapCTBEHHbIX Tra-
paHTUii O6€CIIaTHOrO OKa3aHMsl TpaXJaaHaM MEIULIWH-
CKOM MOMOIIM WM Habopa COLUAIbHBIX YCIYT TOJKHBI
OBbITh TOCTYITHBI K BBIMMCKE MALIMEHTaM C 3MuUJIencuei
6e30 Bcakux orpaHndeHuii. ®enepalbHBIN U pernoHaIb-
HbI 3aKOHOJATEIN HE OTHOCIT NPOTUBORMUIETITUYECKIE
npernapaTbl U3 MNEPEYHs TEPPUTOPUATBHOM MPOrpaMMbl
rocy1apCTBEHHbIX TapaHTU WJIM Habopa COLMATbHBIX
YCJIYT K MpernapaTaM, KOTOpble Ha3HAYaI0TCS 10 PEILIEHUIO
BpaueOHOM KOMUCCHU, U BbIMMCKA 3TUX IPEeNapaToB 3aKO0-
HOZATEJIbHO He TPeOYeT AOMOJHUTEIbHbBIX COrJIaCOBAaHUMI
B BBILIECTOSIIUX U TPOYMX UHCTAHLIMSIX.

DTa cuTyaluus HampsMyro HapymiaeT cT. 41 Koxncrury-
uuu PO, B 1. 3 KoTOpOii 3apMKCUPOBAHO, YTO COKPBITHE
JODKHOCTHBIMU JTUIIAaMU (DaKTOB U OOCTOSITENIBCTB, CO-
3[AI0IIMX YIpO3y 151 XKWU3HU U 300POBbS JIIOJIEH, BIECUYET
3a 0001 OTBETCTBEHHOCTDb B COOTBETCTBUU C (helepaib-
HbIM 3aKOHOM.

OTBETCTBEHHOCTh 3a OOcCIeYeHHE IpaB IpaxXIaH
Ha MoJiydueHMe OecIUIaTHOM MeIULIMHCKON ITOMOIIU
B IIPEIYCMOTPEHHBIX 3aKOHOJIATEJILCTBOM Ipeaeaax 3a-
kperieHa B 3akoHe Ne 323-D3:

e cT. 11: 0TKa3 B OKa3aHUU MEeIULIMHCKON ITOMOIIIU B CO-
OTBETCTBUM C MPOTpaMMOI roCyIapCTBEHHBIX rapaH-
T 6eCIIaTHOrO OKa3aHWUSI TpaxkaaHaM MeIULIMHCKOMN
TMOMOILM 1 B3UMaHME TJ1aThl 3a €€ OKa3aHUE MEIULIMH-
CKOM OpraHM3alyei, y4acTBYIOILIEW B peau3alun
9TOM MPOrpaMMbl, U MEAULIMHCKUMU PaOOTHUKAMU
TaKOU MEIUILIMHCKOM OpraHU3aly He JOMYCKAIOTCSI;

* CT. 19: mpemycMOTPEHO IIPaBO KaXKIOro Ha MEIUITMH-
CKYIO TIOMOIIlb B TApaHTUPOBAHHOM OOBbEME, OKa3bl-
BaeMylo 0€3 B3UMaHUs TJ1aThl B COOTBETCTBUM C MPO-
rpaMMO TOCYIapCTBEHHBIX rapaHTUil OecILIaTHOIO
OKa3aHus rpaxjaHaM MEIULIMHCKOM MOMOIIHN;

* cT. 98: opraHsl TOCyIapCTBEHHOI BJIACTH U OpPTaHBI
MECTHOIO CaMOYIpaBA€HMS, AOTKHOCTHBIEC JMlA
OpraHu3alrii HeCyT OTBETCTBEHHOCTD 3a 00eCIieYeHUE
peanu3aluy rapaHTUi 1 coOJIroeHUe IpaB U CBOOO,
B chepe OXpaHbI 3T0POBbsI, YCTAHOBJICHHBIX 3aKOHO-
nareabCcTBoM PO.

HeobOxonumo rpu3HaTh, 4TOo cyiiecTBylomuii B OpeH-
Oyprckoi o06jacTu MOPSIIOK BHIMMCHIBAHUS PELENITOB
C MHOT'OCTYINE€HYaTOo# OI0POKpaTUUYECKO CUCTEMOI 000-
CHOBaHMIA U pa3pelleHuil 60e30 BCIKMX Ha TO 3aKOHHbBIX
OCHOBaHMIA HOCUT 110 (HaKTy 3alPETUTENbHBINA TUCKPU-
MUWHAUMOHHBIN XapaKTep 1 3aKpbIBA€T JOCTYII MALIMEHTAM
C DMUJIENCUen Jaxe K TeM OecruiaTHbIM Mperaparam, Ko-
TOpbIE BKJIIOUEHBI B TPOrpaMMbl TOCTApaHTHI WM Habop
COLMAJIbHBIX YCIIYT U JOJKHBI ObITh JOCTYIHBI IIPU HEO0-
XOIMMOCTH BCEM IMallMEHTaM B JII060€e BpeMsl O€3 1010~
HUTEJIbHBIX pellieHUIA BpauyeOHbIX KOMUCCUI MeayIpexIe-
HUH U yXK TeM 0oJiee 63 corjiacoBaHUS C perMOHAIbHBIM
MUWHHCTEPCTBOM.

JleficTBUTENIbHO, JIEKAPCTBEHHOE O0ecIieueHUe SIBJISI-
€TCs OJHOM M3 CaMbIX CJIOXHBIX ITPO0JIeM B peaiu3aluu
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rocyIapCTBEHHbIX rapaHTUI OecCIUIaTHON MeAULIMHCKOMN
MOMOIIM HaceJieHu10. [Tpu 5ToM KayecTBO U JOCTYITHOCTb
MEIULMHCKOM MOMOILIM JIMLIAM, CTPAJAIOIIUM STUJIETICHU -
€1, BO MHOTOM OIIPEIEIISIETCS COCTOSIHUEM TOCTYITHOCTU
JIEKapCTBEHHBIX ITpenaparoB. be3 1ocTyma K COBpeMeHHbIM
npenaparaM M aJeKBaTHOTO CTapTa Tepanvu NalUueHThI
HE TOCTUTAIOT peMUCCHU. 3a00JIeBaHUE IIPOTPECCUPYET,
IIePEXOIUT B TSLKEIYyI0 (popMy M TpeOyeT B majbHEHIIeM
0oJiee 3HAYMTEIbHbBIX 3aTPaT Ha JICUEHUE U COAEPXKAHUE.

HopMamuBHo-npaBoBble aKmbl, Ha 0CHOBAHUU KOMOPbIX

ocyuiecmsnfaiomca quarHocimuka u nevyeHue nayueHmos

¢ 3nunencueil

IIpencraBisieTcst HEOOXOAUMBIM OCTAHOBUThLCS HA TIPO-
OeJrax 3aKOHOHATEILHOIO PETYJIMPOBAHUS B YACTH IIPOBE-
JIEHWS] IMATHOCTUKY 1 JICYCHMS TAITUECHTOB C SITIJICTICHUCH,
a TaKKe OIIEHKU KauyeCcTBa MEIUIIMHCKON ITOMOIIIH.

B cuny 1. 1 ct. 37 3akona Ne 323-®3 MeaummHcKast
ITOMOIIb OPTAaHU3YETCSI M OKA3BIBACTCSI B COOTBETCTBUU
C MOpsIIKAMM OKa3aHWSI MEOUIIMHCKOM ITOMOIIM, 00s-
3aTeJIBHBIMU UISI UCTIOJIHEHMST Ha Tepputopuu P Bce-
MM MEIMIIMHCKAMU OPTaHM3aIsIMU, a TaAKXKe C yISTOM
(c 01.01.2019) cranmapToB MEAULIMHCKOM momoru [40].

denepanbHblii 3aKOH 0T 25.12.2018 Ne489-d3
«O BHeceHun usMeHeHuit B ctatbio 40 denepanrbHOrO
3akoHa «0O0 00s3aTeIbHOM MEIMIIMHCKOM CTpaxoBa-
Hum B Poccniickoit Menepaun» n OenepanbHbI 3aKOH
«O0 ocHOBax OXpaHbI 3I0pPOBBS IpaxnaH B Poccuiickoit
®enepann» MO BOIPOCaM KIMHUYECKUX PEeKOMEHIA-
unii» (nanee — 3akoH Ne489-D3) BBen MOHSITUE KIMHU-
YEeCKMX PeKOMEHIaInii. DTO JOKYMEHTHI, COAepXKaIIue
OCHOBAaHHYIO Ha HayYHBIX OKA3aTeIbCTBAX CTPYKTYPH-
POBaHHYIO MH(OPMAIINIO IO BOIIpocaM MpOGMIAKTHUKH,
IWATHOCTUKM, JICYCHUS W PeaOdMIUTAIIMM, B TOM YHCIIE
IIPOTOKOJIBI BeIeHUS (IIPOTOKOJIBI JICUSHHsI) TTallMeHTa,
BapuaHTHl MEIUIIMHCKOTO BMEIIATEIbCTBA M OIKMCAHUE
MOCJIeI0BaTeIbHOCTU JeUCTBUI MEIULIMHCKOIO pabOTHHU-
Ka C y4eTOM TeUCeHMSI 3a00IeBaHNs, HAJTMIMS OCTIOKHEHMI
U COITYTCTBYIOIIMX 3a00JIeBaHUI, MHBIX (DAKTOPOB, BIIMSI-
IOIIMX Ha Pe3yJIbTaThl OKa3aHUS MEIUITMHCKOMN ITOMOIIIH.
C 01.01.2022 cornacHo 3akoHy Ne 489-D3 MegumHCKast
ITOMOIITb JOJDKHA OYIIET OCYIIECTBIISITECS Ha OCHOBE, B TOM
YHCIIe, KTMHUISCKUX PEKOMEHIAIIMIA.

KinnHnueckux pekoMeHAaluui 1Mo pa3inyHbIM 00J1e3-
HSIM U COCTOSTHMSIM K HACTOSILIEMY BPEMEHU pa3pabOTaHO
u aeiictByet 6osee 1200. M XoTs1 srmiienicust iBsieTcsT OMHUM
13 HauOoJiee YacTO BCTpeYarolIMXCcs 3a00eBaHUN LIEHT-
paJIbHOM HEPBHOI CUCTEMBI C OOJIBIIMM pa3zHOOOpa3ueM
¢opM, pamuKaIbHO OTIMYAIOIINXCS IT0 TAKTUKE JCUCHUS
U MPOTHO3Y, K COXAJIEHUIO, YTBEPXKIEHHbIX KIMHUYECKUX
PEKOMEHIAIMIA HU TT0 OMHOM 13 (hOpPM SIMIECTICUU HET.

Omnmpasich Ha MPONMMCAHHBIN B KIIMHAYECKUX PEKO-
MEHIAIUSIX aJITOPUTM, PSIIOBOM Bpau-HEBPOJIOT U He-
BPOJIOT-3IUJICTIITOJIOr 00peTeT 3aKOHOAATEIbHO 000OCHO-
BaHHYIO BO3MOXHOCTh OKa3bIBaTh KBATU(DUIIIPOBAHHYIO

ITOMOIIb U BBHIIIMCHIBATh MAIIUCHTY HEOOXOIMMEBIE IIpe-
Imapatel OeCIIaTHO, HEB3Mpas Ha MX CTOMMOCTh, a TaK-
Ke 00eCIeYnTh CTapT JICUCHUSI He TOJIBKO ¢ KJIaccuie-
CKHUX IIPEIapaToB, HO M C COBPEMEHHBIX JIEKaPCTBEHHBIX
cpencts. Y MMallMEHTOB C SIMIICIICUEH CBOeBPEMEHHOE Ha-
YyaJio MpaBUJIbHO MOA00paHHOM JIeKapCTBEHHON Tepanuu
SIBJIICTCS 3aJIOTOM ITOJTHOIICHHOTO M3JICUYSCHUS U/ WA OT-
CYTCTBUSI UHBAJIUIN3ALINH.

B HacTtosimmee BpeMsl B OTCYTCTBHE YTBEPKICHHBIX
KIMHUYIECKNX peKOMEHIAIINI Bpauy-HEBPOJIOT IIPH BEIOO-
pe OeCIUTaTHBIX JISKAPCTBEHHBIX ITPEIIapaToB UMEET IIPAaBO
PYKOBOACTBOBATHCS CTAaHIAPTAMU MEIUILIMHCKOM ITOMOIIN
(11. 4 ct. 37 3akoHa Ne 323-D3).

CornacHo 1. 7 ct. 80 3akona Ne 323-dP3 mporpamma
TOCYyIapCTBEHHBIX TapaHTHI1 OECILIATHOTO OKa3aHUsI rpa-
KIaHaM METUILIMHCKOM MOMOIIU (POPMUPYETCS C YIETOM
ITOPSIIKOB OKa3aHMSI MEIUIIMHCKOI ITOMOIIN M Ha OCHO-
BE CTaHOAPTOB MEIUIIMHCKOI ITOMOIIM, & B COOTBETCT-
BuM ¢ 1. 3 ct. 80 npu oKazaHUM MEAUIIMHCKON MTOMOILIM
B paMKax IIPOrpaMMBbI TOCYIapCTBEHHBIX TapaHTHil Oec-
IUIATHOTO OKa3aHMs TpaxIaHaM MEIUIIMHCKON ITOMOIIN
U TEPPUTOPHUATBHBIX IIPOIPAMM IrOCYIapCTBEHHBIX TapaH-
TUI OeCIUIaTHOTO OKa3aHUS rpaxkgaHaM MeIUIMHCKON
ITOMOIIM He ITOUIeXAT OIlIaTe 3a CYET JUUYHBIX CPEICTB
rpaxmaH oKa3aHMe MEIUIIMHCKUX YCJIYT, Ha3HauYeHHE
1 IPUMEHEHME JICKAPCTBEHHBIX IIperapaToB, BKIIOUEH-
HbIX B iepeuyeHb 2KHBJIIT 1o MeaMuuHCKUM ITOKa3aHUSIM
B COOTBETCTBUHM CO CTAHAAPTAMU MEIUITMHCKOM ITOMOIIIH.

[Ipn 3TOM CTaHIAPT MEAMLIMHCKOM TOMOLIM pa3pada-
THIBae€TCSI HA OCHOBE KIIMHUYECKNX PEKOMEHIAIINIA, 010~
OpEeHHBIX W YTBEPXKICHHBIX B MOPSIIKE, YCTAHOBICHHOM
VIIOJJTHOMOYEHHBIM (heepalbHBIM OPTaHOM MCITOJHU-
TeJIbHOM BIacTh. KilmHnYeckune peKOMeHIAIMK JOJIKHBI
rmepecMaTpuBaThes He pexe 1 pasa B 3 roga (rm. 10 u 14
cT. 37 3akoHa Ne 323-d3 B pemakumu 3akoHa Ne 489-D3,
neiictBytot ¢ 01.01.2019). B HacTosmiee Bpemst B OTCYTCT-
BHE YTBEPKICHHBIX KIMHNICCKUX PEKOMEHIAIINIA I10 JIe-
YEHHIO SIIICTICUU ISUCTBYIOT CTAHAAPTHI 10 OKA3aHMIO
MEIUITMHCKOM ITOMOIIIH IPY STUJICIICUH, YTBEPKICHHBIC
B 2013 . [25-28].

CornacHo TpeGoBaHUsIM CT. 6.2 3akoHa Ne 178-D3
B COCTaB Habopa collMaIbHbIX YCIYT BKIIIOYaeTcsl obecne-
YyeHne HeOOXOOMMBIMU JIEKAaPCTBEHHBIMM IIpeIrapaTamMu
B COOTBETCTBUM CO CTAHAAPTAMU MEIUITMHCKOM ITOMOIIIH.
[Ipu okazaHMM MEIUIIMHCKOW IMOMOIIY B paMKax IIpoO-
IPaMMBbI TOCYIapCTBEHHBIX TapaHTUI OECILIATHOTO OKa3a-
HUS TpaXKIaHaAM MEIULIMHCKOM ITOMOIIN U TePPUTOPUATh-
HBIX IIPOTPaMM IrOCyIapCTBEHHBIX TapaHTUI HE ITOMICKUT
oIUIaTe 3a CUeT JUYHBIX CPEICTB I'pakgaH Ha3HaUCHUE
1 IPUMEHEHME JICKAPCTBEHHBIX IIperapaToB, BKIIOUEH-
HbIX B iepeyeHb 2ZKHBJIIT o MeauuMHCKUM oKa3aHUSIM
B COOTBETCTBUHM CO CTAHAAPTAMM MEIUIIMHCKOM ITOMOIITN
(1. 3 ct. 80 3akoHa Ne 323-D3).

OngHako M B IepedeHb JEKAapCTBEHHBIX IIpeIiapa-
TOB IS MEIWIIMHCKOTO IIPUMEHEHUS, B TOM 4YMHCJIe
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JIEKAPCTBEHHBIX MIPENapaToB ISl MEAULIMHCKOTO MIPpUME-
HEHMSI, Ha3HAYAeMBIX I10 PEIICHUIO BpauyeOHBIX KOMUC-
CHil MEIMIIMHCKUX opraHm3aumii (. 2 cr. 6.2 3aKkoHa
Neo 178-D3, mpunoxenne Ne2 Kk pacmopsckeHuro Ilpa-
ButesnbetBa PO ot 10.12.2018 Ne2738-p), u B miepedeHb
ZKHBJIII, xak nipaBuiio, BXOIAT HE BCE ITpenapaThl U3 Jei-
CTBYIOIIMX CTAHAAPTOB MEPBUYHON MEIUKO-CAHUTAPHOU
nomoiuy rpu anuierncun. Hanpumep, B nepeune 2KHBJITI
Ha 2019 T. OTCYTCTBYIOT peKOMEHIOBaHHBIC CTAHIAPTAMU
JIAMOTPUIIKMH, 30HUCAMMI, SCIMKApOa3eIIHa alleTar.

ObecneyeHue GecnnamubiMu JNIeKapcMmBeHHbIMU

npenapamamu no Hu3HeHHbIM NOKA3aHUAM

CormacHo 4. 15 ct. 37 3akoHa No 323-dD3 HazHa-
YyeHUE U IMPUMEHEHHE JeKapCTBEHHBIX IpeIapaToB,
HE BXOISIIIMX B COOTBETCTBYIOIINI CTAHIAPT MEIUIIH-
CKOI1 ITOMOIIIY U HE TIPEAYCMOTPEHHBIX COOTBETCTBY-
IOLIE KJIMHAYECKOM PEKOMEHAALIMEN, TOIIYCKAITC
B clIydae HAJIMIMS MEIUIIMHCKUX IMOKa3aHUM (MHIUBU-
IyaJTbHOI HEIIEPEeHOCUMOCTH, I10 JKU3HEHHBIM ITOKa3a-
HUSIM) 110 PEIICHUIO0 BpaueOHO KOMUCCHUH, CO3MaHHOM
B COOTBETCTBHUH CO CT. 48 3akoHa Ne 323-D3.

B paMkax mporpaMMBbl TOCYIapCTBEHHBIX TapaHTHIA
OeCIIaTHOTO OKa3aHUs rpaxkaaHaM MEIMIIMHCKOM ITOMO-
X U TEPPUTOPUATBHBIX IIPOTPAMM TOCYIapCTBEHHBIX
rapanTtuii (1. 3 ct. 80 3akona Ne 323-D3) He moiexar
OILJIaTE 3a CYET JIUYHBIX CPEACTB JIEKaPCTBEHHBIE IIpera-
paThl, He Bxopasiuue B nepedeHb KHBJIII, B ciayyasx
MX 3aMCHBI 13-32 WHAWBUAYAIbHONW HEIIEPEHOCUMOCTH,
a TaKKe 10 XXM3HEHHBIM ITOKa3aHUSIM I10 PEIISHUIO Bpa-
4yeOHOI KOMUCCUU MEIULIMHCKOM opraHu3auuu. PeiieHue
BpaueOHOI KOMUCCUN ODOPMIISIETCSI IIPOTOKOJIOM 1 BHO-
CHUTCSI B MEIUIIMHCKYIO JOKYMEHTAIINIO IareHTa (cT. 48
3akoHa Ne 323-D3).

I1pu obGpaiieHuu B Cya B clly4yasiX HapylleHus paB
rpaxjaaH Ha obOecIrieyeHue OecCIIaTHBIMU JIeKapCTBEH-
HBIMU IIpernapaTaMy 110 MEAWIMHCKAM ITOKa3aHUSIM
Bepxosnblit Cyn cTaHOBUTCS Ha CTOpOHY McTia [13].

Kpome TOro, Heo6xogumMo oOpaTuTh BHUMaHHE
Ha pasbsicHenust Bepxosrnoro Cyma P® or 10.09.2018 [14],
YTO MPU HATMYUY MEIUITMHCKIX MOKa3aHUU (MHIUBUILY -
aJTbHOI HETIEPEHOCUMOCTH, T10 XKU3HEHHBIM ITOKA3aHUSIM)
pu 00pallleHUU B PErMOHAIbHbBIN AeTTapTaMeHT I MU-
HUCTEPCTBO 3paBOOXPAHEHMsI MALUEHT HE OTBEYAET
3a HajyIexkaiee oopMICHHE MEIULIMHCKIX JOKYMEHTOB,
U 3TO HE MOXKeT ObITh MPUYMHOM OTKa3a B 00ecIrieueHuU
nalyeHTa Hy>XKHbIM IIperiapaToM. [Topsimok obecrieueHust
OeCIUTaTHBIMU JIEKapCTBAMU TOJDKHBI 3HATh MEIMIIMH-
CKMe YMHOBHUKM 1 Bpadd, a He TTAIIMEHTHI, a YUHOBHUKH
00513aHbI TOMOTaTh HYKAAIOLIMMCS B O0OECTIEYEHU U UX He-
00XOIMMBIMU TIperiapaTamMy, a He YMHUTh UM OI0pOKpa-
TUYECKHE PETISITCTBHUA.

B cBoem OmnpeneneHun BepXxoBHBIN cy TogUYepKUBa-
€T, YTO «Hamexariee oopMICHIE JOKYMEHTOB SIBIISICTCS
00s13aHHOCTbIO BpaueOHOI KOMUCCUH, a He TpaXkIaHMHA,

KOTOpPBI HE JOJDKEH HECTU HEOJAaronpusITHbIE MOCIEI-
CTBHUS B BUAE HeoOecneyeHus1 HeOOXOIUMBIM JIeKapCT-
BEHHBIM IIperapaToM M3-3a HecOOIIoAeHUs JieueOHbIM
yupexXIeHueM nopsiaka oopMICHUSI COOTBETCTBYIOIICH
TOKyMeHTauu». [1py BBISIBJICHUM HEIOCTATKOB B HAITPaB-
JICHHBIX MEIULIMHCKUM YUYPEXKIECHUEM NOKYMEHTaxX O He-
00X0AUMOCTU 00ecneyeHUsT MalMeHTa JIeKapCTBEHHbIM
MperapaToM PerMOHAIBHBIN IeITapTaMeHT 31paBOOXpaHe-
HUS ¥ COIIMATBHON 3aIINTHI JOJKEH OBbLIT IIPUHSTH MEPHI
10 YCTPaHEHUIO 3TUX HEIOCTAaTKOB, B TOM YMCJIC YKa3aTh
JIeueOHOMY YUpeKICHUIO Ha HeOOXOOUMOCTh HCITpaBIIe-
HUS TOKYMEHTOB.

Henpunsrtue JlemapraMeHTOM 3IpaBOOXpaHEHUS
U COLIMaJIbHOM 3alllMThl HaceleHus benropoackoii 00-
JIaCTH Mep I10 YCTPAaHEHUIO HEIOCTAaTKOB MEIUIIMHCKOM
TOKYMEHTAIMU 1 (DaKTHIECKOE BO3JIOKEHHE HA MUCTIA
00513aHHOCTHM CaMOMY MpeICTaBUTh HaIjieXaluM oopa-
30M 0(hOpMJICHHBIE HEOOXOIUMbIE JOKYMEHTHI O HYKIa-
€MOCTH B JICKApCTBEHHOM IIpeIapaTe HapymiapT ero
MpaBoO HAa MEIUILIMHCKYIO TOMOILb B TapaHTUPOBAHHOM
rocyaapcTBOM O00beME W IPOTUBOPEUYUT IIPABOBOMY
PeryaInupoBaHMIO.

0becneyeHue JNIekapcmBeHHbIMU Npenapamamu,

He 3aperucmpupoBaHHbIMu B PM

MHorue JekapcTBeHHBIE MpenapaThbl, CIIOCOOHBIE
CHAaCTH XW3HHU IMAIIMEHTOB WM YJIYYIIUTh KauyeCTBO
WX XHW3HU, OTCYTCTBYIOT Ha Teppurtopuu P®, tak
KaK OHU HE 3aperucTpUpOBaHBl MUHUCTEPCTBOM 3/pa-
BooxpaHeHus PD.

Hcnonp3oBaHne He3apeTUCTPUPOBAHHBIX Ipelia-
paToB BO3MOXHO Ha Tepputopun PO npu cobmogeHnn
JMOTIOTHUTEJIBHBIX TIPAaBUIL.

B cooTBeTcTBMM € 4. 3 cT. 47 PenepalibHOTO 3aKOHA
or 12.04.2010 Ne 61-dP3 «O6 obOpalleHUU JeKapCTBEH-
HBIX CPEICTB» JHOITYCKAeTCS BBO3 KOHKPETHOM IMapTUHU
3aperUCTPUPOBAHHBIX U /WM HEe3aperuCcTPUPOBAHHBIX
JICKapCTBEHHBIX CPEACTB, IIpeIHAa3HAUYCHHBIX IJIs OKa-
3aHUS MEAUIIMHCKON MOMOIIY IO XU3HEHHBIM IOKa-
3aHUSIM KOHKPETHOTO MallMeHTa Ha OCHOBAaHUM pa3pe-
IIEeHWS, BBIIAHHOTO YIIOJHOMOUYEHHBIM (heepaTbHBIM
OpPraHOM HCIIOJTHUTEILHOM BIACTH 110 3asIBJICHUSIM JINII,
yKa3aHHBIX B CT. 48 3akoHa Ne 61-®3. K yuciy Takux
JINII OTHECEHBI MEAUIIMHCKHE OpTaHU3alNN, IIPOU3BO-
IUTEIN JIEKAapCTBEHHBIX CPEACTB U AP.

PaccmoTperHne MuHuCTEpCTBOM 34paBOOXpPaHEHUS
P® 3asgBneHus 1 NpUHSITHE PEIICHUS O BhIIAYe pa3pe-
IIeHMS HAa BBO3 KOHKPETHOM ITapTUM HE3apeTruCTPUpPO-
BaHHBIX JIEKAPCTBEHHBIX CPEICTB, IMpeIHa3HaYCHHBIX
IIJIsI OKa3aHUS METUIIMHCKOM ITOMOIIM IT0 KM3HEHHBIM
MoKa3aHUSIM KOHKPETHOro IalueHTa, JU0o 00 oTKa-
3¢ B BBIJa4Ye YKA3aHHOTO pa3pelleHUs ITPOU3BOIASITCS
B CpOK, He IpeBbllIaomuit 5 padbouux aHeil. Ilnara
3a BbIJIa4y YKa3aHHOTO pa3pellleHnsT He B3umaeTrcs (11. 3
cT. 47 3akoHa Ne 61-D3).
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Bo3MoXHOCTh BBO3a HE3apeTMCTPUPOBAHHBIX JIC-
KapCTBEHHBIX IIPEITapaToB ISl OKa3aHUS MEIUIIMHCKOMN
ITOMOIIIH 110 XXM3HEHHBIM ITOKa3aHUSIM KOHKPETHOTO ITa-
nueHTa yctaHosneHa 11. 10 ITpaBut BBo3a JieKapCTBEHHBIX
CPEACTB ISl MENMLIMHCKOTO MPUMEHEHUST Ha TEPPUTOPHIO
P®, yrBepxnennbix [ToctanoBnenuem [IpaButeabcTBa
P® ot 29.09.2010 Ne 771 «O mopsinke BBO3a JIeKapCTBEH -
HBIX CPENICTB I MEAUIIMHCKOTO IIPUMEHEHHS Ha TeppU-
toputo Poccutickoit ®enepanum» (qanee — [locranosie-
Hue Ne771) [24].

B cootBercTtBuu ¢ 11. 9 [Tocranosnenust Ne 771 nexkap-
CTBEHHBIC IIperapaThsl IS MEAULIMHCKOIO IMPUMEHECHUS
(kaK He 3apeructprpoBaHHbie B PD, Tak 1 3aperucTpupo-
BaHHBIC) MOT'YT OBITH BBe3¢HBI Ha Tepputopuio PD 6e3 paz-
pemieHns MuHucTepcTBa 3apaBooxpaHeHust PM, ecau onu
IpeIHAa3HAYCHBI B LIEJISIX TUIHOTO MCITOIh30BAaHUS (DU3H-
YeCKMMU JIMLIaMU, TIPUOBIBITMMU Ha Tepputopuio PD.

Takum 06pa3oM, COrJIaCHO 3aKOHOJATENbCTBY, €CIIU
IMallMeHT MMeeT IIPaBo Ha OecIIaTHOE JICKAapCTBEHHOE
obecrieyeHre M y HETO €CTh XXM3HEHHBIC ITOKa3aHUS
K IPUMEHEHUIO HEe3aperNCTPUPOBAHHOIO B CTpaHe IIpera-
paTa, 3TOT npenapaTt A0JKEH MPEeI0CTaBIIThCS O€CIUIaTHO
(. 15 ct. 37 m . 3 ct. 80 3akona Ne 323-®3). Ho mporie-
Ilypa BBO3a TaKUX HE3apeTHUCTPUPOBAHHBIX IIPEIIapaToB
Ype3BBIYAfHO CJIOXKHA M TpeOyeT 3HAYMUTEJbHBIX 3aTpat
BpEeMEHU U cpeacTB. B ¢BsI3u ¢ 3TUM OOJBLIMHCTBY Ma-
IIMEHTOB TaKue IperapaThl MPaKTUUESCKU HEIOCTYITHEHI.
IIpu HanuMuuu y nanyeHTa BO3MOXHOCTU IIpUOOpeTaTh
TaKue MpernapaThl 32 COOCTBEHHBIE CPEICTBA, OH MOXET
cIeaaTh 3TO MPU MOE3IKE 32 FPAHUILY IPU MUHUMAJTbHOM
KOJIMYIECTBE OI0OPOKPATUICCKUX CIOXHOCTEI.

HenoctymHocTh 110 (MHAHCOBBIM IIPUYMHAM COBPE-
MEHHBIX JIEKaPCTBEHHBIX IIPEIIapaToB YacTU MAllMeHTOB
C SIUJICTICUEH U, KaK CJIEACTBHE, HEBO3MOXHOCTD IOy~
YEeHUS KAYECTBEHHON MEIUIIMHCKOM ITOMOILM OTPAXKAIOT-
CS HA UX JaJbHEMIIECHA COUMANIBbHON XN3HUA U HAPYIIAIOT
OCHOBOITOJIATAIOIIME HEOTIYXKIaeMbIe IIpaBa rpakIaHHA
Ha OXpaHy 3I0POBbs U OCCIUIATHYI0 MEIUIIMHCKYIO ITO-
Molllb, rapaHTUpoBaHHYI0 KoHcTuTtynueit PO.

BbiBofibl

1. I1o nmericTBylOlIEMY 3aKOHOIATEILCTBY oOecIieue-
HHE JIEKApCTBEHHbIMU MpenapaTaMu Jull ¢ JMarHO30M
«BIUJIETICUSI» OCYIIECTBIISIETCSI KaK Ha denepaabHOM,
TaK U Ha peTMOHaJbHOM ypoBHe. [TallMeHThl ¢ anuien-
cueil MMEIOT IpaBO Ha obecrieueHue OeCIIaTHBIMU Jie-
KapCTBEHHBIMM IperapaTaMy HE3aBUCUMO OT HaJU4us
WM OTCYTCTBUSI MHBAJIUAHOCTU YU APYTHMX OCHOBAHWUM,
MpeayCMOTPEHHBIX B CT. 6.1 3akoHa Ne 178-D3.

2. HecooTBeTcTBUE pernoHAIbHBIX IIPOTPAMM IO-
CYIapCTBEHHBIX TapaHTUK OECMIaTHOTO OKa3aHUs
rpaxiaHaM MEAMIIMHCKOW TOMOIIM TpeOOBaHUIM
¢enepasbHOro0 3aKOHOIATEIBCTBA, B YACTHOCTU TIEped-
HEM JeKapCTBEHHBIX MpenapaToB, OTHYCKAEMbIX Hace-
JIEHUIO B COOTBETCTBUU C MEPEUYHEM IPYIII HACEJIECHUS

U KaTeropuii 3abojeBaHuUiA, Py aMOyJ1aTOPHOM JIEUEHUU
KOTOPBIX JIEKapCTBEHHBIE IIpeTIapaThl OTIYCKAIOTCS T10 pe-
LIenTaM Bpadeit OecIiaTHO, HapyIlaeT KOHCTUTYLIMOHHOE
IIpaBO IpaXkIaHWHA Ha OXpaHy 300POBbS U MOIYICHHE
OecruiaTHOU MEAULIMHCKONW MOMOILLIM.

TeppuTopuanbHas IporpaMma J0JKHa BKIIOYATh ITe-
peYeHb JIEKAPCTBEHHBIX IIperapaToB, OTIIYCKAeMBbIX Ha-
CEJICHUIO B COOTBETCTBUM C IIEPEYHEM T'PYIII HACCICHUS
U KaTeropuii 3a0ojieBaHuU, Py aMOyJ1aTOPHOM JIEUEHUU
KOTOPBIX JIEKapCTBEHHBIE IIpeTiapaThl OTIYCKAIOTCS 10 pe-
LIeTITaM Bpaydeii becruiaTHo, c(hOpMUPOBAHHEIN B 00beMe
HEe MEHee YTBEPXICHHOTO pacropsbkeHueM I1paButenb-
ctBa P® Ha cootBeTcTBYyI0mMii ron repeuns 2AKHBJITI.

3. Cy1ecTBYIONIMIA TTOPSIIOK BBIIMMCKN PELICTITOB HO-
cuT 1Mo (hakTy 3ampeTUTENIbHBI TNCKPUMWHAIIMOHHBIN
XapakTep M 3aKphIBaeT MOCTYII MALIMEHTaM C SIUJICTICUEH
JIaXke K TeM OeCIUIaTHBIM IIperapaTaM, KOTOPhIe BKIIIOYCHBI
B IIPOTPaMMBbI TOCTapaHTHIl MM HAa0OP COLIMAIbHBIX YCIyT
U JOJDKHBI OBITH IOCTYITHBI B ClTydae HEOOXOAUMOCTH BCEM
nauyeHTaMm B JIto0oe BpeMsi 6e3 JOIMOIHUTEIbHBIX OI0pOKpa-
TUIECKUX IIPOBOJIOUEK (He mo3aHee 10 paboumx qHeit co JHs
00OpaIleHNs TULIA K CyOBEKTY POZHUYHOM TOPTOBJIN).

4. OTCyTCTBHE YTBEPXKICHHBIX KIIMHUIECKUX PEKO-
MEHJALMU 3aTpYAHSET NalMeHTaM C SMUJIETICUeit 1oCTyn
K COBpPEMEHHBIM OeCIIATHBIM JIEKAPCTBEHHBIM IIpeIia-
paTam.

5. HazHaueHue U IpUMeHEHUeE JIEKApCTBEHHBIX TIpe-
ImapaToB, HEe BXOMSIIMX B COOTBETCTBYIOLIMI CTaHIAPT
MEIULIMHCKOUN MOMOIIM WM HE MPEIyCMOTPEHHBIX CO-
OTBETCTBYIOIIECH KIMHUYECKOM PEKOMEHOALMEH, TOIIy-
CKalOTCS B ClIy9ae HAIMYWS MEIMLIMHCKUX ITOKa3aHUI
(MHAMBUAYAJIbHON HETEPEHOCUMOCTH, MO XNU3HCHHBIM
IMOKa3aHUSIM) 10 PEIICHUIO BpaueOHON KOMMCCHH, CO-
3IaHHOM B COOTBETCTBUM CO CT. 48 3akoHa Ne 323-D3,

6. IIpy HANMYMKU MEIUIIMHCKMX MOKA3aHUM (MHIM-
BUIYyaJIbHOI HEIEPEHOCUMOCTH, 110 XXNU3HEHHBIM ITOKa-
3aHMSIM) TIpY OOpaIlleHUH B PETMOHAIBHBIN TelapTaMeHT
WJIX MUHUCTEPCTBO 3IPaBOOXPAHEHMS ITAIIMCHT HE OTBE-
yaeT 3a HauIexaiiee oopMIICHNE METULIMHCKIX JOKY-
MEHTOB, 1 3TO He MOXKeT ObITh IPUYMHOI 0TKa3a B obec-
IMeYeHNW MalreHTa HY:XHBIM IipemapatoM. [lopsimok
obecrieueHUsI OeCIIaTHBIMU JIEKAPCTBAMHU TOJDKHBI 3HATh
MEIUIIMHCKIE YMTHOBHUKY U Bpaul, a He TAIlUCHTHI, a Y-
HOBHMKM 00s13aHbI IOMOTI'aTh HY>XKIAIOLIMMCS B 0OecIieye-
HHUU X HEOOXOIMMBIMM IperapaTaMiy, a He YMHUTb UM
OIOPOKPATHIECKUE MPETISITCTBHS.

7. Ilpu HaTMYMK XKU3HEHHBIX TTOKAa3aHUI K IpUMEHe-
HHUIO HEe3aperuCTPUPOBAHHOIO B CTpaHE Ipemapara, Ko-
TOPBII TOJDKEH IPEIOCTABIAThCS OECIUIATHO, MPOoIeIypa
BBO3a TaKUX IIPEIIapaToB CJIOXHA, TPEOYeT 3HAUNTETbHBIX
3aTpaT BpeMeHM, HACTOMYMBOCTHU 1 3Heprun. [1anmeHToB,
MMEIOIINX BO3MOXHOCTD IIPUOOpETaTh TaKKUe Iperapa-
THI 32 COOCTBEHHBIC CPEICTBA IIPHU IMOE3AKE 3a TPaHUILY,
OXHUmaeT MUHUMAJIBHOE KOJMYECTBO OIOPOKPATHIECKUX
CJIOXKHOCTEN.

1
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IIETCKOM

HEBPOAOI'MI

1. AneusiuoHHoe onpeneneHue Bepxos-

Horo Cyna Poccuiickoit @enepariviv OT
27.12.2017 Ne 59-AIIT'17-11 «O6 ocTaB-
JIeHUM 0€3 U3MEHEHUSI pellieHust AMyp-
ckoro ob1actHoro cyna ot 27.07.2017,
KOTOPBIM OBITM TTPU3HAHBI HEJEMCTBYIO-
My ab3anet 3, 4, 6,9, 12, 13, 15, 16
pazznena VII TepputopuanbHoil mporpam-
MBI TOCYTapCTBEHHBIX TapaHTHil OecriaT-
HOTO OKa3aHUsI TpaxkaaHaM MeTUITUHCKON
nomouiy Ha 2017 roa ¥ Ha IJIAaHOBBIH Te-
puon 2018 1 2019 ropos, yTBepKIEHHOM
niocraHoBNeHUeM [1paBuTenbCcTBa AMYyp-
ckoit obnactu ot 24.01.2017 Ne 19». [lo-
CTYIHO 110: http://www.consultant.ru.
[Appellate resolution of the Supreme
Court of the Russian Federation No. 59-
APG17-11 dated 27.12.2017 “On leaving
unchanged the decision of Amur Regional
Court dated 27.07.2017, which invalidated
paragraphs 3,4, 6,9, 12, 13, 15, 16 of
section VII of the Territorial program of
state guarantees of free provision of
medical care for 2017 and for the planning
period of 2018 and 2019, approved by the
decree of the Government of Amur region
No. 19 dated 24.01.2017”. Available at:
http://www.consultant.ru. (In Russ.)].

. AnensiunoHHoe ornpezneseHre Bepxos-

Horo Cyna Poccuiickoit @enepariviv T
13.09.2017 Ne 2-AIlI'17-15 «O6 ocrasiie-
HUM 6e3 u3MeHeHus1 peleHust Boioron-
ckoro objactHoro cyaa ot 22.05.2017,
KOTOPBIM YaCTUYHO YIOBJIETBOPEHO afi-
MUHUCTPATUBHOE UCKOBOE 3asIBJICHME

O MIPU3HAHUY HEAEHCTBYIOLIEH B YaCTH
[Iporpammbl rOCYapCTBEHHBIX TAPAHTUIA
6eCIIaTHOrO OKa3aHMsl TpaXaaHaM MeIu-
LIMHCKOI TTIOMOIIIX Ha TeppuTopuu Boso-
rojackoit obimactu Ha 2017 rox u Ha 11a-
HoBblii iepuon 2018 u 2019 ronos, yTB.
TTOCTaHOBJICHUEM TIPaBUTEILCTBA Boo-
rozackoi oosact oT 25.01.2017 No 15».
HoctynHo mo: http://www.consultant.ru.
[Appellate resolution of the Supreme
Court of the Russian Federation No.2-
APG17-15 dated 13.09.2017 “On leaving
unchanged the decision of Vologda
Regional Court dated 22.05.2017, which
partially satisfied the administrative claim
for invalidation of the Program of state
guarantees of free provision of medical
care in Vologda region for 2017 and for the
planning period of 2018 and 2019,
approved by the decree of the Government
of Vologda region No. 15 dated
25.01.2017”. Available at: http://www.
consultant.ru. (In Russ.)].

. AnensiunoHHoe ornpezneseHre Bepxos-

Horo Cyna Poccuiickoit @enepariviv T
30.08.2017 Ne 83-AIlI'17-13 «O6 ocTaB-
JIeHUU 6e3 UBMEHeHUsI peleHust bpsiH-
CKOTo 061acTHOTO cyma oT 26.05.2017,

KOTOPBIM OBLTH MTPU3HAHBI HEIEHCTBYIO-
LIMMU OTAEIbHbIE MOJOXEHMsI TOCTAHOB-
neHus [MpaButenbcTBa BpsiHCcKOi 061a-
ctu ot 13.03.2017 Ne 74-m1 «O
TePPUTOPUATLHON MTPOrpaMme rocyaapcT-
BEHHBIX TapaHTUI GECIIIIATHOTO OKa3aHUsT
rpaxjiaHaM MEIUIIMHCKOW MOMOIIU Ha
2017 ron 1 Ha r1aHoBbIM nepuox 2018 u
2019 ronoB». JlocTymHo 1o: http://Www.
consultant.ru. [Appellate resolution of the
Supreme Court of the Russian Federation
No. 83-APG17-13 dated 30.08.2017 “On
leaving unchanged the decision of Bryansk
Regional Court dated 26.05.2017, which
invalidated certain paragraphs of the
resolution of Government of Bryansk
region No. 74-p dated 13.03.2017 «On the
territorial program of state guarantees of
free provision of medical care for 2017 and
for the planning period of 2018 and 2019”.
Available at: http://www.consultant.ru.

(In Russ.)].

. AnesiumoHHoe onpezeneHue Bepxos-

Horo Cyna Poccuiickoit @enepariny ot
28.03.2018 Ne 29-AIIT'18-1 «O6 ocTaBe-
HUU Oe3 u3MeHeHus peleHus [1eH3eH-
ckoro obiactHoro cyna ot 30.10.2017,
KOTOPBIM ObUTM TIPU3HAHBI HEAEWCTBYIO-
LIMMU OTAEJIbHbIE MOJOXEeHUs TeppuTo-
PHATTbHOW MIPOTPaMMBI TOCYTAPCTBEHHBIX
rapaHTUil GeCTIaTHOTO OKa3aHUsI Tpa-
KIAaHaM MEAMLMHCKON MOMOLIY Ha Tep-
putopuu [1eH3eHCcKoii 061acTh Ha

2017 ron v Ha TutaHoBbI Tiepuoa 2018 u
2019 ronoB, yTBEpXKAEHHO! MOCTAHOBIIE-
HueM [1paButenscTBa [TeH3eHCKOM 06J1a-
cti 0T 29.12.2016 Ne 660-mrm». JlocTyriHO
no: http://www.consultant.ru. [Appellate
resolution of the Supreme Court of the
Russian Federation No. 29-APG18-1
dated 28.03.2018 “On leaving unchanged
the decision of Penza Regional Court
dated 30.10.2017, which invalidated
certain paragraphs of the Territorial
program of state guarantees of free
provision of medical care in Penza region
for 2017 and for the planning period of
2018 and 2019, approved by the decree of
the government of Penza region No. 660-
shp dated 29.12.2016”. Available at: http://
www.consultant.ru. (In Russ.)].

. AneJUISILMOHHOE OnpeacJICHUC BerOB—

Horo Cyna Poccuiickoit @enepaiinu or
27.12.2017 Ne 84-ATII'17-12 «O6 ocTaB-
nenun 6e3 nameHeHust peuienust Hosro-
pozackoro obiactHoro cyaa ot 11.09.2017,
KOTOPBIM OBITH TTPU3HAHBI HENCHCTBYIO-
LIMMU OT/ENIbHBIE NOTOXeHMst Tepputo-
PHATBHOI TPOrPaMMBbI FOCYAAPCTBEHHBIX
rapaHTHii OECTUIATHOTO OKa3aHUs Tpa-
XIaHaM MeIULIMHCKOM oMoty Ha 2017
rojl ¥ Ha rutaHoBbIi nepuon 2018 u 2019
TOMIOB, YTB. TOCTAHOBJICHUEM TIPABUTEITb-

ctBa HoBropozckoii o6iactut ot
08.02.2017 Ne 43». MoctymnHo no: http://
www.consultant.ru. [Appellate resolution
of the Supreme Court of the Russian
Federation No. 84-APG17-12 dated
27.12.2017 “On leaving unchanged the
decision of Novgorod Regional Court
dated 11.09.2017, which invalidated
certain paragraphs of the Territorial
program of state guarantees of free
provision of medical care for 2017 and for
the planning period of 2018 and 2019,
approved by the decree of the government
of Novgorod region No. 43 dated
08.02.2017”. Available at: http://www.
consultant.ru. (In Russ.)].

. AneJUIsILMOHHOE onpeneieHue Bepxos-

Horo Cyna Poccuiickoit @enepanuu ot
13.09.2017 Ne 51-AIlT'17-14 «O6 ocraB-
JIEHUU 0e3 U3BMEHEHUSI peleHust AnTaii-
cKoro KpaeBoro cyna ot 27.04.2017, koro-
PBIM OBLJIO YIOBIETBOPEHO
aIMMHUCTPATUBHOE UCKOBOE 3asiBICHUE O
TMPU3HAHWK HeNEeNCTBYIOIIMMK OTAETb-
HBIX TIOJIOXeHuit TeppuTOpraIbHOU PO~
rpaMMBbl FOCYIapCTBEHHBIX rapaHTHii Oec-
TJIATHOTO OKa3aHWsI TpaXkaaHaMm
MeauLuuHcKou momorny Ha 2017 rox v Ha
miaHoBbIi epuon 2018 u 2019 ronos, yT-
BEPXIECHHOM IMOCTaHOBICHNEM aqMUHUC-
Tpauuu Anraiickoro kpas ot 30.12.2016
Ne 457». loctymHo no: http://www.
consultant.ru. [Appellate resolution of the
Supreme Court of the Russian Federation
No. 51-APG17-14 dated 13.09.2017 “On
leaving unchanged the decision of Altai
Regional Court dated 27.04.2017, which
satisfied the administrative claim for
invalidation of certain paragraphs of the
Territorial program of state guarantees of
free provision of medical care for 2017 and
for the planning period of 2018 and 2019,
approved by the decree of the
administration of Altai region No. 457
dated 30.12.2016”. Available at: http://
www.consultant.ru. (In Russ.)].

. AneJUIsILMOHHOE onpeneieHue Bepxos-

Horo Cyna Poccuiickoit Penepanmm

or 11.10.2017 Ne 53-AIlT'17-37

«O06 ocTaBieHUU O6€3 U3MEHEHUS pellie-
HUs1 KpacHOSIpCKOTo KpaeBoro cyjia oT
06.06.2017, KOTOPBIM YIOBJIETBOPEHO
aJIMUHUCTPATUBHOE UCKOBOE 3asiBIEHUE O
TMPU3HAHUM HeNEHCTBYIONIEH B YaCTH Tep-
PUTOPHUATBHOI IIPOrPAMMBI TOCYIAPCT-
BEHHBIX FapaHTUIi 6ECTUIATHOTO OKa3aHUs
rpaxmpaHaM P® MemuIMHCKOM TTOMOIIY B
KpacHosipckom kpae Ha 2017 ron v Ha
miaHoBbIi epuon 2018 u 2019 ronos,
YTB. IOCTAaHOBJICHUEM TPAaBUTEIbCTBA
KpacHosipckoro kpast ot 27.12.2016

Ne 682-11». locTymHo mo: http://www.
consultant.ru. [Appellate resolution of the
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Supreme Court of the Russian Federation
No. 53-APG17-37 dated 11.10.2017 “On
leaving unchanged the decision of
Krasnoyarsk Regional Court dated
06.06.2017, which satisfied the
administrative claim for invalidation of the
territorial program of state guarantees of
free provision of medical care in
Krasnoyarsk region for 2017 and for the
planning period of 2018 and 2019,
approved by the decree of the government
of Krasnoyarsk region No. 682-p dated
27.12.2016”. Available at: http://www.
consultant.ru. (In Russ.)].

. AnennsiLuoHHoe onpezaeneHre Bepxos-
Horo Cyna Poccuiickoit denepaninu ot
25.10.2017 Ne 44-AIlT'17-17 «O6 ocTtaB-
JleHuu 6e3 u3MeHeHus peweHust [lepm-
cKoro KpaeBoro cyza ot 28.06.2017, koto-
PBIM OBbLITY IPU3HAHBI HENEHCTBYIOIMMK
oTAebHbIE MoJoXeHus [IporpaMMel ro-
CYIapCTBEHHBIX FApaHTUIA OECTUIATHOTO
OKa3aHUsI rpakIaHaM MeIULIMHCKON MO~
Mouu Ha 2017 roJ ¥ Ha TUTAHOBBIM MepU-
on 2018 1 2019 romoBs, yTBepKICHHOU TIO-
craHoBieHueM [IpaBurtenscTBa
Tlepmckoro kpasi ot 30.12.2016 Ne 1191-
m». JlocTymHo 1o: http://www.consultant.
ru. [Appellate resolution of the Supreme
Court of the Russian Federation No. 44-
APG17-17 dated 25.10.2017 “On leaving
unchanged the decision of Perm Regional
Court dated 28.06.2017, which invalidated
certain paragraphs of the Program of state
guarantees of free provision of medical
care for 2017 and for the planning period
of 2018 and 2019, approved by the decree
of the government of the Perm region No.
1191-p dated 30.12.2016”. Available at:
http://www.consultant.ru. (In Russ.)].

. AnennsiunoHHoe ornpeaeieHne Bepxos-
Horo Cyna Poccuiickoit @eneparivivi OT
13.09.2017 Ne 49-AI1T'17-18 «O6 ocTaB-
JieHuu 6e3 U3MEeHeHUs peleHust Bepxos-
Horo Cyna Pecny6iuku bamkoproctan
ot 25.04.2017, KOTOpBIM OBUIO YIOBIETBO-
peHO 3asiBJIeHNe O MPU3HAHUM HeleiCT-
BYIOLIMMM OTAEJIbHBIX NoJ0XeHuit [Tpo-
rpaMMBI TOCYJapCTBEHHBIX TAPAHTU I
0ecIIaTHOTO OKa3aHMsI rpaXaaHaM MeAu-
LMHCcKoii nomo1uu B Pecriybinuke bani-
koprtoctaH Ha 2017 rox 1 MJIaHOBBII e~
puon 2018 u 2019 ronos, yTBepXKAEHHON
noctaHosiaeHueM [paBurenscTBa Pecry-
6k Bamkoprocran ot 23.12.2016
Ne 537». loctynHo 1no: http://www.
consultant.ru. [Appellate resolution of the
Supreme Court of the Russian Federation
No. 49-APG17-18 dated 13.09.2017 “On
leaving unchanged the decision of the
Supreme Court of the Republic of
Bashkortostan dated 25.04.2017, which
satisfied the application for invalidation of
certain paragraphs of the Program of state
guarantees of free provision of medical
care for 2017 and the planning period of

10.

11.

12.

13.

2018 and 2019, approved by the decree of
the Government of the Republic of
Bashkortostan No. 537 dated 23.12.2016”.
Available at: http://www.consultant.ru.

(In Russ.)].

AnesiiMoHHOe onpeaeieHue Bepxos-
Horo Cyna Poccuiickoit @eaepaivivi ot
11.10.2017 Ne 31-AIIl'17-9 «O6 octaBne-
HMM 6e3 u3MeHeHus1 peleHus BepxoBHo-
ro cyna Yysauickoit Pecriyonuku ot
16.06.2017, KOTOPBIM YACTUYHO YIOBJIET-
BOPEHO aIIMMHUCTPATUBHOE NCKOBOE 3a-
SIBJICHUE O TIPU3HAHUU He NeHCTBYIONIe
B YaCTH MPOTPaMMBbI TOCYIapPCTBEHHBIX
rapaHTUii 6€CIUIaTHOTO OKa3aHusl Ipa-
knaHam B Uysaickoii Pecriybiuke menu-
LMHCKOM oMol Ha 2017 ron v Ha Tu1a-
HoBblit epuoa 2018 u 2019 ronos,
yrBepxaeHHo# [TocranoneHnem Kabu-
Heta MUHUCTpOB YyBanickoii Pecriy6in-
ku o1 30.12.2016 Ne 602». JTocTymHO 110:
http://www.consultant.ru. [Appellate
resolution of the Supreme Court of the
Russian Federation No. 31-APG17-9
dated 11.10.2017 “On leaving unchanged
the decision of the Supreme court of the
Chuvash Republic dated 16.06.2017,
which partially satisfied the administrative
claim for invalidation of certain paragraphs
of the program of state guarantees of free
provision of medical care for 2017 and for
the planning period of 2018 and 2019,
approved by the decree of the Cabinet of
Ministers of the Chuvash Republic

No. 602 dated 30.12.2016”. Available at:
http://www.consultant.ru. (In Russ.)].
Komaposa B.B. CommanbHast rocynapct-
BeHHOCTh Poccuu 1 mpaBo Ha oxpaHy
310POBbsI, MEIULIMHCKYIO ToMOlLb. [Ipa-
BO U TOCY/IapCTBO: TEOPUST ¥ TIPAKTUKA
2014;(2):35. [Komarova V. V. Social state
system in Russia and the right to health
protection and medical care. Pravo i
gosudarstvo: teoriya i praktika = Law and
State: Theory and Practice 2014;(2):35.
(In Russ.)].

Koncruryumst Poccuiickoit denepauun
(pen. ot 21.07.2014). JocTymnHo 1o:
http://www.consultant.ru/document/
cons_doc_LAW_28399/. [Constitution of
the Russian Federation (rev. as of
21.07.2014). Available at: http://www.
consultant.ru/document/cons_doc_
LAW_28399/. (In Russ.)].

Omnpenenenue CeNCTBEHHOTO KOMUTETA
M0 aIMUHUCTPATUBHBIM JieiaM Bepxos-
Horo Cyna Poccuiickoit @enepauuu ot
29.05.2018 Ne 11-KTI'18-9 «/leno o mpu-
3HAHMM HE3aKOHHBIM 0€31€MCTBUS MUHU-
CTepCcTBa 30paBoOXpaHeHMs cyobekTa PO,
BBIPA3UBIIETOCS B HEOOECTICUCHUY UCTH -
L(bI XKU3HEHHO HEOOXOIUMBIM JIEKApCT-
BEHHBIM IpenapaTtoM, NOAJIEXHUT HaIlpaB-
JICHUIO Ha HOBOE PACCMOTpPEHUE,
MOCKOJIbKY UCTULIEH ObUTY MPENTTPUHSITHI
Heo0X0IMMbIe MePbI K COOJIIOIEHUIO yCTa-

14.

15.

.

HOBJICHHOTO 3aKOHOM TTOPsIIKa Ha3Haue-
HUSI eil XU3HEHHO BaXXHOTO JIEKAPCTBEH-
HOTO Ipernapara, OfHAaKO OTBETYMK U
MEIUIIMHCKOE YUPEXIeHNEe YKIOHMWINChH
OT JIEWCTBUIA MO pellIieHUIO BOMpoca O Ha-
3HAYEHUU U 00eCTIeYeHUH! ee TpeOyeMbIM
JIEKapCTBEHHBIM TIpernapaToM». JloctyrmHo
no: https://www.garant.ru/products/ipo/
prime/doc/71881762/. [Resolution of the
Investigative Committee on Administrative
Cases of the Supreme Court of the Russian
Federation No. 11-KG18-9 dated
29.05.2018 “Case of illegal inactivity of the
Ministry of Health of the Russian
Federation of a region of the Russian
Federation, which did not provide the
plaintiff with a vital drug should be sent for
a new trial, since the plaintiff had taken
the necessary measures to comply with the
procedure for prescribing a vital drug to
her, but the defendant and the medical
institution evaded action to address the
issue of prescribing and providing her with
the required drug”. Available at: https://
www.garant.ru/products/ipo/prime/
doc/71881762/. (In Russ.)].
Omnpenenenue CieicTBEHHOIO KOMUTETA
10 TPaXXIAaHCKWM JiesiaM BepxoBHOTO
Cyna Poccuiickoit ®denepauyu ot
10.09.2018 Ne 57-KI'18-13 «O6 oTMeHe
onpeieieHusI: 00513aB OpTaH MECTHOTO
caMoyTpaBlieHuUsI 00eCMeYnTh UCTLIA Jie-
KapCTBEHHBIM MpernapaToM B HEOOX0oU-
MOM 00beMe B COOTBETCTBUY C METUIINH-
CKMMU MOKa3aHUSIMU 32 CYET CPEJCTB
GromxkeTa cyobekTa PP, cyn nicxomui u3
TOTO, YTO YCTAHOBWJI COBOKYITHOCTD I0pH-
IUYECKU 3HAYMMBIX OOCTOSITEIbCTB, Jat0-
LIMX OCHOBaHUE AJIs1 yAOBIETBOPEHMSI
MCKOMBIX TpeboBaHUil». JIOCTyITHO T10:
https://www.referent.ru/7/324572.
[Resolution of the Investigative Committee
on Administrative Cases of the Supreme
Court of the Russian Federation No. 57-
KG18-13 No. dated 10.09.2018 “On the
cancellation of a resolution: having obliged
local government to provide the plaintiff
with a medicine in a necessary quantity
according to medical indications at the
expense of the budget of the region, the
court proceeded from the fact that
established set of legally significant
circumstances giving the basis for
satisfaction of the requirements”. Available
at: https://www.referent.ru/7/324572.

(In Russ.)].

[TocTaHOBIEHKE TPaBUTENBLCTBA ApXaH-
TeJIbCKOiM 00acT oT 26.12.2018 Ne 646-
i «O0 yTBepXKIeHUU TePPUTOPUATIBHOM
MpOrpaMMbl FOCYIapCTBEHHBIX FApaHTU
0ecIIaTHOTO OKa3aHUsI TpaxIaHaM MeIv-
LIMHCKOW TTOMOILIU B ApXaHTeJbCKOI 00-
nacty Ha 2019 ron». locTymHo no:
https://www.minzdrav29.ru/health/
pee/%D0%9F-646-
%D0%BF%D0%BF%20
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%D0%BE%D1%82%2026.12.2018.pdf.
[Decree of the Government of
Arkhangelsk region No. 646-pp dated
26.12.2018 “On the approval of the Ter-
ritorial program of state guarantees of free
medical care in Arkhangelsk region for
2019 and for the planning period of 2020
and 2021”. Available at: https://www.
minzdrav29.ru/health/pgg/%D0%9F-
646-%D0%BF%D0%BF %20
%D0%BE%D1%82%2026.12.2018.pdf.
(In Russ.)].

. [locranoBnenue IIpaBUTEILCTBA I. Mo-

ckBbl 0T 27.12.2018 Ne 1703-nm «O Tep-
PUTOPUATBHOM ITPOrpaMMe TOCyapcT-
BEHHBIX TapaHTUI OECIUIATHOTO OKA3aHUsI
rpaxaaHaM MEAMLIMHCKOI TTOMOIIHU B TO-
pone Mockse Ha 2019 roa 1 Ha TTAaHOBBII
niepuon 2020 u 2021 rogo». 10CTyIHO
no: https://www.garant.ru/products/ipo/
prime/doc/49547344/. [Decree of the
Government of Moscow No. 1703-pp
dated 27.12.2018 “On the approval of the
Territorial program of state guarantees of
free medical care in Moscow for 2019 and
for the planning period of 2020 and 2021”.
Available at: https://www.garant.ru/
products/ipo/prime/doc/49547344/.

(In Russ.)].

. MocraHoBneHue npasuteabeTBa OpeH-

Oyprckoii oomactu ot 29.12.2018 Ne 911-mm
«O0 yTBEPKAECHUU TEPPUTOPUATILHOIM
TIPOTPaMMBI TOCYIapPCTBEHHBIX TApaHTUI
0ecruIaTHOTO OKa3aHMsl TpaXaaHaM Ha
Tepputopun OpeHOyprckoit 06aacTu Me-
IUIMHCKOM oMoty Ha 2019 roxg u Ha
maHoBbIi epuon 2020 u 2021 rogo».
HoctynHo mno: http://www.consultant.ru/
regbase/cgi/online.cgi?req=doc;base=RL
AW390;1n=89340#04575420981044451.
[Decree of the Government of Orenburg
region No. 911-p dated 29.12.2018 “On
the approval of the Territorial program of
state guarantees of free medical care for
residents of Orenburg region for 2019 and
for the planning period of 2020 and 2021”.
Available at: http://www.consultant.ru/
regbase/cgi/online.cgi?req=doc;base=RL
AW390;1n=89340#04575420981044451.
(In Russ.)].

. [NocTaHoBneHue npaBuTeabcTBa CMOJIEH-

ckoit obmactu ot 29.12.2018 Ne 980

«006 yTBepxxaeHun TeppruTopUaaibHO
MTPOrpaMMBbI TOCYIAPCTBEHHBIX TaPAHTUI
0eCIUIaTHOTO OKAa3aHMsI TPAXIaHAM MEIn-
LMHCKoi moMoluu Ha 2019 ron v Ha ruia-
HoBblit iepuoa 2020 u 2021 ronos». [do-
crymnHo no: http://zdrav-dep.
admin-smolensk.ru/s_obratnayasvyaz/
pgg/index.htm. [Decree of the
Government of Smolensk region No. 980
dated 29.12.2018 “On the approval of the
Territorial program of state guarantees of
free medical care for 2019 and for the
planning period of 2020 and 2021”.
Available at: http://zdrav-dep.admin-

20.

21.

22.

smolensk.ru/s_obratnayasvyaz/pgg/index.
htm. (In Russ.)].

. [TocraHoBneHue TIpaBUTEILCTBA XaHTBI-

MaHCcHuIICKOro aBTOHOMHOTO OKpyra —
IOrpsbi ot 28.12.2018 Ne 500-11

«O TeppuropuanbHOI MporpamMmme rocy-
NAPCTBEHHBIX TAPAHTHI1 OECTIIIATHOTO
OKazaHUs rpaxkIaHaM MEIMLIMHCKOM To-
MoLIM B XaHTbI-MaHCUIICKOM aBTOHOM-
HoM okpyre — FOrpe Ha 2019 ron 1 Ha
maHoBbIi nepuon 2020 u 2021 rogoB».
HocrymHo 1o: http://docs.cntd.ru/
document/550306118. [Decree of the
Government of Khanty-Mansi
Autonomous Okrug Yugra No. 500-p
dated 28.12.2018 “On the Territorial
program of state guarantees of free medical
care to the residents of Khanty-Mansi
Autonomous Okrug Ugra for 2019 and for
the planning period of 2020 and 2021”.
Available at: http://docs.cntd.ru/
document/550306118. (In Russ.)].
TTocranosnenue I[paButenncrBa Poccuii-
ckoit Peneparyu ot 29.12.2004 Ne 864
(pen. ot 29.06.2018) «O mopsiake huHaH-
COBOTO OfecredeH s pacXoI0B 110 MPeno-
CTaBJICHUIO IPakIaHaM roCyIapCTBEHHOMI
COLIMAILHOW TTOMOIIIU B BHJIEe Habopa Co-
LUAATBHBIX YCITYT» (C U3M. U JIO1I., BCTYII.

B cwty ¢ 01.01.2019). ToctymHo 110:
http://legalacts.ru/doc/postanovlenie-
pravitelstva-rf-ot-29122004-n-864/.
[Decree of the Government of the Russian
Federation No. 864 dated 29.12.2004 (rev.
as 0f 29.06.2018) “On the procedure of
financing of state social assistance (social
services)” (revised and supplemented,
effective since 01.01.2019). Available at:
http://legalacts.ru/doc/postanovlenie-
pravitelstva-rf-ot-29122004-n-864/.

(In Russ.)].

IMocranosnenue [paBurensctBa Poccuii-
ckoit @eneparuu ot 30.07.1994 Ne 890
«O rocynapcTBeHHOI OAIEPXKKE pa3BU-
TUST MEIUITTHCKOM MTPOMBIIUIEHHOCTH

Y yJTyqlIeHUn obecriedyeHus HaceIeHUsI

M YYPEXICHUI 30PaBOOXPaHEHMSI JIeKap-
CTBEHHBIMU CPENCTBAMU M UBIETUSIMU
MEIUIIMHCKOTO Ha3HauyeHus». CobpaHue
3akoHomateabcTBa Poccuiickoit denepa-
uuu, 08.08.1994, Noe 15, ct. 1791. Joctyn-
HoO 110: https://base.garant.ru/101268/.
|Decree of the Government of the Russian
Federation No. 8§90 dated 30.07.1994

“On the state support of medical industry
development and improvement of coverage
of the population and healthcare
institutions with medicines and medical
products”. Legislation of the Russian
Federation, 08.08.1994, No. 15, Art. 1791.
Available at: https://base.garant.
ru/101268/. (In Russ.)].

IMocranosnenue [paBurensctBa Poccuii-
ckoit Deneparnviu ot 28.08.2014 Ne 871
«006 yrBepxaenuu [1pasui hopmupoBa-
HUSI IEpeYHei JIeKapCTBEHHBIX TTperapa-

23.

24.

25.

26.

4

TOB [UIST MEMUIIMHCKOTO IPUMEHEHUS U
MUHUMAJIBHOTO aCCOPTUMEHTA JIEKAPCT-
BEHHBIX ITPEIapaToB, HEOOXOMUMBIX JIJTsT
OKa3aHMsI MEIMIIMHCKOM omorin». Jlo-
CTYIHO 1o: https://base.garant.
ru/70728348/. [ Decree of the Government
of the Russian Federation No. 871 dated
28.08.2014 “On the approval of the Rules
of formation of the lists of medications and
the minimum range of the medicines
necessary for medical care”. Available at:
https://base.garant.ru/70728348/.

(In Russ.)].

TTocranosnenue IpaBurenscTBa Poccuii-
ckoii @enepariu ot 10.12.2018 Ne 1506
«O INporpamMme rocyrapCTBEHHBIX TapaH-
TUI GECTIATHOTO OKa3aHUsI TpaxaaHaM
MeauuMHCcKoi nomouu Ha 2019 ron u Ha
maHoBbIi repuon 2020 u 2021 romgos».
HoctynHo no: http://www.consultant.ru/
law/hotdocs/56013.html/. [Decree of the
Government of the Russian Federation
No. 1506 dated 10.12.2018 “On the
Program of state guarantees of free medical
care for 2019 and for the planning period
0f 2020 and 2021”. Available at: http://
www.consultant.ru/law/hotdocs/56013.
html/. (In Russ.)].

TTocranosnenue IpaButenscTBa Poccuii-
ckoit ®enepaunu ot 29.09.2010 Ne 771
«O mopsiiKe BBO3a JIEKAPCTBEHHBIX
CPEICTB IJIsl MEIMLIMHCKOTO MPUMEHEHMSI
Ha Tepputopuio Poccuiickoii Penepa-
uuu». JloctynHo no: http://www.
consultant.ru/document/cons_doc_
LAW_105543/. [Decree of the
Government of the Russian Federation
No. 771 dated 29.09.2010 “On the import
of medicines to the Russian Federation”.
Available at: http://www.consultant.ru/
document/cons_doc_LAW_105543/.

(In Russ.)].

[Mpuka3 MuHKUCTEpCTBA 30paBOOXpaHe-
Hus Poccuiickoit @enepanu ot
20.12.2012 Ne 11071 «O6 yTBepXKICHUHN
CTaHAapTa MEePBUYHON MEIMKO-CaHUTap-
HOI MOMOLIY NPY NapUUAJIbHON 3NUe-
cuu B haze pemuccumn». JloCTyImHO 1o:
https://base.garant.ru/70321082/. [Order
of the Ministry of Health of the Russian
Federation No. 1107n dated 20.12.2012
“On the approval of standard primary
health care for patients with partial
epilepsy in remission”. Available at:
https://base.garant.ru/70321082/.

(In Russ.)].

IMpuka3 MuHMUCTEPCTBA 31paBOOXpaHe-
Hus Poccuiickoii @enepaiiuu ot
24.12.2012 Ne 1404H «O6 yTBepXaeHUN
cTaHIapTa epBUIHON MEIMKO-CaHUTAp-
HOW IMOMOLIM NPU NMapLUaIbHON SIUIET -
cuu (¢aza AMarHOCTUKU U Ioabopa Tepa-
mman)». JlocTyrHo 1o: https://base.garant.
ru/70340758/. [Order of the Ministry of
Health of the Russian Federation No.
1404n dated 24.12.2012 “On the approval
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27.

28.

29.

30.

of standard primary health care for patients
with partial epilepsy (phase of diagnosis
and choosing therapy)”. Available at:
https://base.garant.ru/70340758/.

(In Russ.)].

[Tpuka3 MuHKCTEpCTBA 3ApPaBOOXPAHE-
Hust Poccuiickoit @epepanyu ot
24.12.2012 Ne 14391 «O06 yTBepKICHUU
CTaHIapTa IePBUYHON MEINKO-CaHUTap-
HOH MOMOILU IIPU T€HEPATU30BaHHON
snuiencun». JJocrymnHo mno: https://base.
garant.ru/70344010/. [Order of the
Ministry of Health of the Russian
Federation No. 1439n dated 24.12.2012
“On the approval of standard primary
health care for patients with generalized
epilepsy”. Available at: https://base.garant.
ru/70344010/. (In Russ.)].

[Mpuka3 MuHucTEepCTBa 3MPaBOOXPaAHE-
Hust Poccuiickoit @enepaiiuu oT
24.12.2012 Ne 14401 «O0 yTBepXKaACHUN
CTaHJapTa MePBUYHON MEANKO-CAHUTAP-
HOW OMOLLY NIPU FeHEPATU30BaHHOM
SMUJIeNncuu B pase pemuccun». JIocTyrmHo
no: https://base.garant.ru/70349778/.
[Order of the Ministry of Health of the
Russian Federation No. 1440n dated
24.12.2012 “On the approval of standard
primary health care for patients with
generalized epilepsy in remission”.
Available at: https://base.garant.
ru/70349778/. (In Russ.)].

[Tpuka3 MuHKCTEpCTBA 3ApaBOOXPAHE-
Hust Poccuiickoit @epepanyu ot
11.07.2017 Ne 4031 «O6 yTBEepKACHUN
TIPaBWJI OTITYCKA JIEKAPCTBEHHBIX TIpeTia-
paToB ISl MEAUIIMHCKOTO IPUMEHEHUS, B
TOM YHKCJIe UMMYHOOUOJIOTUYECKUX JIe-
KapCTBEHHBIX MTPETapaToB, aTeTHBIMU
OpraHU3aMSIMU, UTHIUBULYATbHBIMU
NpeanpruHUMaTeISIMU, UMEIOLIUMU JI1-
LIEH3MI0 Ha (papMarieBTUIECKYIO IesITeTb-
HOCTb». JlocTymHoO 11o: http://www.
consultant.ru/document/cons_doc_
LAW_277454/. Order of the Ministry of
Health of the Russian Federation No.
403n dated 11.07.2017 “On the approval
of the rules of selling medicines (including
immunobiological ones) by pharmacies
and individual entrepreneurs licensed

for pharmaceutical activity”. Available at:
http://www.consultant.ru/document/
cons_doc_LAW_277454/. (In Russ.)].
[TporpamMMa rocynapCTBEHHBIX TapaHTHIA
0ecIIaTHOTO OKa3aHMsI TpaXKIaHaM MeIr-
LMHCKo# moMoluu Ha 2018 ron v Ha ruia-
Hosblit iepuon 2019 u 2020 rogos. YT1B.
[Mocranosnenuem IpaButenbcTBa PO ot
08.12.2017 Ne 1492. CobpaHue 3aKOHO-
natenbcTBa Poccmiickoit Penepariu,
18.12.2017, Ne 51, ct. 7806. [Program of
state guarantees of free medical care for
people for 2018 and the planning period of
2019 and 2020. Approved by the resolution
of the Government of the Russian
Federation No. 1492 dated 08.12.2017.

32.

33.

34.

Legislation of the Russian Federation,
18.12.2017, No. 51, Art. 7806. (In Russ.)].

. I[Mytuno H.B., Bonkosa H.C., [lomapro-

Ba ®.B. u ap. [1paBo rpaxaaH Ha jekap-
CTBEHHOE obecrieueHue: MoHorpadusi.
IMon pen. H.B. IMytuno. M.: U3uClI1,
Kontpakr, 2017. C. 27. [Putilo N.V.,
Volkova N.S., Tsomartova EV. et al. Right
of citizens for medicines: a monograph.
Ed. by N.V. Putilo. Moscow: IZiSP,
Kontrakt, 2017. P. 27. (In Russ.)].
Pacnopstxkenue I[TpaBurenbcra Poccuii-
ckoit @eneparuu ot 10.12.2018 Ne 2738-p
«O0 yTBEpKIEHUU MEePEYHS XKU3HEHHO
HEOOXOIMMBIX U BasKHEHIIINX JIEKApCT-
BEHHBIX MIPEMapaTOB ISl MEAUIIUHCKOTO
npumeHeHus Ha 2019 rox, nepeyHs je-
KapCTBEHHBIX MPETapaToB JUIST MEIUIIMH-
CKOTO TIPUMEHEHWUSI, TePeYHs JIEKapCT-
BEHHBIX [TPENapaToB, MpeIHa3HaAYEeHHBIX
ISl obecrieyeHus UL, O0JIbHBIX TeMobu-
JIeit, MyKOBUCIIMAO30M, TMITO(GU3aPHBIM
HaHU3MOM, GosesHblo [olle, 310KavecT-
BEHHBIMU HOBOOOPa30BaHUSIMU JTMMGO-
UJIHOIA, KPOBETBOPHOI1 U POICTBEHHBIX
MM TKaHeil, pacCesTHHBIM CKJIEPO30M, JIUL]
TocJje TpaHCIUIAaHTalUKM OPTaHOB W(UJIN)
TKaHeil, a TAKXe MUHUMATbHOTO acCop-
TUMEHTA JIEKAPCTBEHHBIX PENapaToB,
HEOOXOMMMBIX JUIST OKa3aHMsI MEIUIIMH-
ckoit moMoiu». JloctynHo no: https://
base.garant.ru/72123048/. [ Decree of the
Government of the Russian Federation
No. 2738-r dated 10.12.2018 “On the
approval of the list of vital and most
important medicines for 2019; the list of
medicines; the list of the medicines for
patients with hemophilia, cystic fibrosis,
pituitary nanism, Gaucher’s disease,
malignant tumors of lymphoid,
hematopoietic, and related tissues,
multiple sclerosis, patients after
transplantation of organs and (or) tissues;
the minimum range of the medicines
necessary for rendering medical care”.
Available at: https://base.garant.
ru/72123048/. (In Russ.)].

Pemrenne CBepaIoBCKOTO paifoHHOTO
cyna r. Koctpomsi ot 21.10.2010 o neny
Ne 2-2369/2010. JoctynHo no: http://
www.gcourts.ru. [Decision of the
Sverdlovsk District Court of Kostroma
dated 21.10.2010 No. 2-2369/2010.
Available at: http://www.gcourts.ru.

(In Russ.)].

Peuienue CoBeTckoro pailoHHOro cyna

. Opaa ot 7.06.2017 o meny

Ne 2-997/2017 06 otkaze [lemaprameHTa
31paBooxpaHeHust OpyIoBCKoii ob1acTu
WHBAJIUIY B TIOJTy4YeHUH OECIIIaTHOTO Jie-
KapCTBEHHOTO Tperapara n3-3a OTCyTCT-
BUsI ICHEXHBIX CPEACTB. JlOCTYIHO 1o:
https://sudact.ru/regular/doc/
AlGm2s6tmS6M/. [ Decision of the Soviet
Court of Orel dated 7.06.2017 for case No.
2-997/2017 about the refusal of the

35.

36.

37.

38.

39.

.

Department of Health of Oryol region

to a disabled person in a free medicine
because of lack of money. Available at:
https://sudact.ru/regular/doc/
AlGm2s6tmS6M/. (In Russ.)].

Pemrennie Cosetckoro cyna . Opia ot
30.06.2011 mo mesry Ne 2-1321/11, pene-
Hue JICHUHCKOTro paifloHHOTO cyna I. Yiib-
stHoBcKa oT 03.04.2014 110 nemy

Ne 2926/14, pentenune JIeHUHCKOTO paii-
oHHoro cyaa r. [Tepmu ot 28.11.2011 no
neny Ne 2-5407/11. JoctymHo mo: http://
www.gcourts.ru. [ Decision of the Soviet
Court of Orel dated 30.06.2011 for case
No. 2-1321/11; decision of the Leninsky
District Court of Ulyanovsk dated
03.04.2014 for case No. 2926/14; decision
of the Leninsky District Court of Perm
dated 28.11.2011 for case No. 2-5407/11.
Available at: http://www.gcourts.ru.

(In Russ.)].

®DenepanbHbiii 3aKoH «O rocyrapcTBeH-
HOI collMaibHoi moMo1uu» ot 17.07.1999
Ne 178-D3 (pen. ot 27.12.2018). TocTymn-
Ho no: http://www.consultant.ru/
document/cons_doc_LAW_23735/.
[Federal Law No. 178-FZ dated
17.07.1999 “Governmental social
assistance” (rev. as of 27.12.2018).
Available at: http://www.consultant.ru/
document/cons_doc LAW 23735/.

(In Russ.)].

DenepanbHblii 3akoH oT 21.11.2011

Ne 323-D3 «O6 ocHOBaX OXpaHbl 310PO-
Bbs1 rpaxaaH B Poccuiickoii denepatm»
(pen. ot 27.12.2018). JOCTyITHO T10:
http://www.consultant.ru/document/
cons_doc_LAW_121895/. [Federal Law
No. 323-FZ dated 21.11.2011 “Bases of
health protection in the Russian
Federation” (rev. as of 27.12.2018).
Available at: http://www.consultant.ru/
document/cons_doc_LAW_121895/.

(In Russ.)].

®DenepanbHbIil 3aK0H oT 24.11.1995

Ne 181-D3 (pen. ot 29.07.2018) «O coum-
aJbHOH 3allMTe UHBAIKUAOB B Poccuii-
ckoit denepaunu» (C U3M. U IOII., BCTYII.
B cuty ¢ 01.01.2019). JoctymHo mo:
http://www.consultant.ru/document/
cons_doc_LAW_8559/51{f7998982406418
0cc975c836feee38cef0004/. [ Federal Law
No. 181-FZ dated 24.11.1995 (rev. as of
29.07.2018) “On social protection of
disabled people in the Russian Federation”
(amended and supplemented, effective
since 01.01.2019). Available at: http://
www.consultant.ru/document/cons_doc
LAW_8559/51£f79989824064180cc975¢83
6feee38cef0004/. (In Russ.)].
®DenepanbHbiii 3akoH ot 12.04.2010 Ne 61-
®3 (pex. ot 27.12.2018) «O6 obpaieHUU
JIEKapCTBEHHBIX CPENCTB». JIOCTYITHO T10:
http://www.consultant.ru/document/
cons_doc_LAW_99350/baabe5b69a3c031
bfb8d485891bf8077d6809a94/. [Federal
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Law No. 61-FZ dated 12.04.2010 (rev. as
0f 27.12.2018) “On circulation of
medicines”. Available at: http://www.
consultant.ru/document/cons_doc_
LAW_99350/baabe5b69a3c03 1bfb8d48589
1bf8077d6809a94/. (In Russ.)].
DenepanbHblii 3aK0H OT 25.12.2018

No 489-D3 «O BHECEHUH U3MEHEHU I

B cTaThio 40 DenepalibHOTO 3aKOHA

«O0 0043aTeIbHOM METULIMHCKOM
crpaxoBanuu B Poccuiickoit Denepannm»
u PenepanbHbIii 3aKoH «O6 0CHOBaxX
OXpaHbI 3M0POBbsI TpaxaaH B Poccuiickoit
®Denepannu» MO BOMPOCaM KIMHUYECKUX
peKoMeHIaIwii». JloCTyImHO 110:
http://www.consultant.ru/document/
cons_doc_LAW_314269/.

[Federal law No. 489-FZ dated 25.12.2018
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“On the amendments in paragraph 40
of the Federal Law “On obligatory
medical insurance in the Russian”
and Federal Law “Bases of health
protection in the Russian Federation»
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(In Russ.)].
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