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MpencTaBneH aHanu3 CTPYKTYpbl CNUHANLHOMN MblweyHoit aTpoduu 5q B Pecnybnuke CesepHas Ocetus — AnaHus, onuca-
Hbl MONIEKYNAPHO-TEHETUYECKWNE 1 NONYNALMOHHbIE XapaKTEPUCTUKN JaHHOI NaTonoruu B pernoHe. Y1cno HoBOPOXAeH-
HbIX 3a nepuop 2000-2020 rr. cocTaeuno 195954 peGeHka, pacnpoCTPaHEHHOCTb CNUHANBHOI MblleYHOI aTpotum 5q
coctaBuna 1:24 494, unu 4,08 Ha 100 TbIC. HOBOPOXAEHHbIX, YTO HECKOJIbKO HUXE, YeM B Apyrux nonynauusx P® n mupa.
MpuBOAATCA NpUMEpbl NPOMEXYTOUYHOI OLeHKM 3hdeKTUBHOCTY NeyeHns 3 naumeHToB. B 2 cnyyasx npumeHanach reHo-
3aMeCTUTeNbHas Tepanus, a B 3-M — KOMOMHUPOBAHHAA NATOreHeTUYeCKas U reHo3amMecTUTenbHas Tepanus. Huy ofHoro
nauueHTa npu HabNOAEHUN B fMHAMUKE He GblIO 3apPerncTpMpoBaHO KIMHUYECKW 3HAYUMOTO YMEHbLIEHWUS OLEHKU
no wkane CHOP INTEND otHocuTenbHo ucxogHoro ypoBHA. M0n0XUTeNbHbIA TepaneBTUYeCKUi 3 deKT oTMeyeH
Kak Ha (hoHe NeYeHUs HYCUHEPCEHOM, TaK U NOC/e BBEAEHUA OHaceMHOreH abenapBoBeka. NpUBeAeHHbIE KNMHUYECKNE
HaGIO[EHNA AEMOHCTPUPYIOT HEOOXOAUMOCTb PAHHETO BbIAABNIEHUA W Hayana NeYeHUs aHTUCMbICIOBBIMU ONIUTOHYKIIEO-
TUAAMU U/UNK TEHO3aMeCTUTENIHOW Tepanum, 4To BO3MOXHO TOKO NPU BKIKOYEHUW CMMHANBHOI MbllEYHON aTpoduu
5q B NporpamMmmy HeOHaTanbHOro CKPUHUHTA.
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This study presents the structure and population data of spinal muscular atrophy 5q in the Republic of North Ossetia —
Alania. The number of newborns for the period 2000-2020 was 195 954, and the prevalence of spinal muscular atrophy 5q
among newborns was 1:24 494, or 4.08 per 100.000. That corresponds to data on other populations of the Russian Fede-
ration and the world. We also describe intermediate results of the clinical efficacy of treatment of three spinal muscular
atrophy 5q patients. Gene replacement therapy was used in two cases and combined pathogenetic and gene replacement
therapy was used in the third case. No clinically significant decrease in the CHOP INTEND score from the baseline level
was found in any patient during follow-up. Clinical improvement was noted both during treatment with nusinersen and
after administration of onasemnogene abeparvovec. Described clinical cases demonstrate the importance of early di-
agnosis and initiation of antisense oligonucleotide and/or gene replacement therapy, which is possible only when
spinal muscular atrophy 5q is included in the neonatal screening program.
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BsepeHue

CrniHanpHBIE MBIIIeuHbIe aTpodun (CMA) — KITHHI-
YeCKH ¥ TCHETUYECKH TeTepOTeHHasI TPYIIIa TSLKEJIbIX Ha-
CIIEACTBEHHBIX HEPBHO-MBIIIIEYHBIX Ooye3Heil. CaMbIM
pacrpocTpaHeHHBIM BapraHTOM IpoKcuManbHOi CMA
SIBJISIETCSI CITMHAIbHAS MbIIIeuHast atpodus 5q (CMA 5q),
Ha J0JII0 KOTOpoi nmpuxoautcs a0 85 % ciaydaes CMA.
CMA 5q — 6071€e3Hb C ayTOCOMHO-PELIECCUBHBIM TUITOM
HacJIeIOBaHMSI, XapaKTEePU3YIOIIAsICST CTPEMUTEILHOM IIpe-
XIeBPEeMEHHO THOEIIBIO 0.-MOTOHEHPOHOB TTEPETHUX PO-
TOB CITMHHOTO Mo3ra [1-3].

PacnipocrpanenHocte CMA 5q cpeii HOBOPOXKIEHHBIX
B pa3HbIX cTpaHax Bapbupyet ot 1:6000 1o 1:11000 [1, 4].
Jlannsble o pacrpoctpaneHHocT CMA 5q cpeny HOBOpO-
XIeHHBIX B PP oTrcyTrcTBy0T. YacToTa HOCHTEIBCTBA
B cpegHeM cocTtasiseT 1/40—1/50 [2, 3]. [To maHHBEIM
DI'BHY «Mennko-reHeTIecKuii HaydHbIM LIEHTP UM. akaJl.
H.I1. boukoBa» Munob6pHayku Poccuu, yactora HoCHU-
TeJTbeTBa MyTaly B reHe SMN 1 B Poccuu coctanmsier 1 cydaii
Ha 36 4esloBeK, pacueTHasl 4acToTa 3a00JieBaHMSI HOBOPOXK-
neHHBIX — 1:5184 [5].

BoIgensior HECKOJIBKO TUTIOB ITpoKcuMaibHoit CMA
5q B 3aBHCHMOCTH OT BO3pacTa Ae0I0Ta M1 MaKCHUMAaJIbHO
BO3MOXKHBIX IBUTATEIbHBIX HABBIKOB [1, 4, 6]:

* CMA 5q Tumna 0, unm BpoxaeHHass CMA 5q, — camas
TsKenast (hopMa OOJIE3HU C BHYTPUYTPOOHON MaHU-
decraumeit: mBUTaTEIbHAS AKTMBHOCTh Y HOBOPOXK-
JMIEHHBIX TTPAaKTUICCKU OTCYTCTBYET;

* CMA 5q tuna 1 (6ome3nr Bepmuura—Ioddmana):
ne0I0T B IepBble 6 MeC, OTMEYalOTCsl BhIpaKeHHAs
IMPOKCHUMaJTbHAsI MBIIIIEYHAsI CJTA00CTh, 3aIepKKa MO-
TOPHOTO Pa3BUTHSA, PEOCHOK HE MOXKET CHICTh O3 IO~
TIePKKU;

+ CMA 5q tuna II (6ome3ns JlyooBuiia): MaHuGbeCcTH-
pyeT B Bo3pacte 6—18 Mec, TeueHre MEHee TSKETIoe,

JIETH MOTYT CHUIETh, HO HE MOTYT XOIUTh CaAMOCTO-
arenbHo. Okono 70 % maLpeHTOB JOXUBAIOT 10 25 JIET,
OCTaJIbHBIC TTOTUOAIOT B TOAPOCTKOBOM BO3PACTE OT
JBIXaTeJIbHOW HEAOCTATOYHOCTH;

* CMA 5q tuma III (6ome3ub Kyrenpoepra—Bemnanmep):
MaHudecTupyeT B Bo3pacTte oT 18 Mec nmo 18 jer
1 B 1oHo1ecKoM Bo3pacTe. bonbHbie CMA 5q tima 111
MOTYT CAMOCTOSITEJILHO TIePEIBUTATHCS IO OIIPEeIeICH-
HOTO BO3pacTa, B IOCJICAYIOIEM YyTpadnBas 3Ty CITO-
COOHOCTB;

* CMA 5q tuma IV: me6iot B Bo3pacte ctapire 18 jer,
0OJIBHBIC CITOCOOHBI TIEPEIBUTATHCSI CAMOCTOSITETEHO,
IBIXaTeTbHBIC HAPYIIeHUS B OOJIBIIICH YaCTH CITydacB
He pa3BUBAIOTCS.

PazButie nmpokcumanbHoit CMA 5q 00ycI0BIEHO My-
TanusMu B reHe SMN 1, konupylolieM 0eJIOK BBKMBaeMO-
ctu MotoHelipoHoB SMN [7]. Ten SMNI xaptupoBaH
Ha XxpomMocoMe 5 B 1okyce 5q12.2—q13.3 n uMeeT mmapaio-
rMYHYI0 Konuio — reH SMN2. Y 95 % GONbHBIX BbISIBIS-
eTcsl TOMO3UTOTHas nenelnst rena SMN 1, ocranbHbie 5 %
SIBJISTIOTCST KOMITIAYHI-T€TEPO3UTOTAMU T10 AeIeliuy 1 Ko-
iy reHa SMN 1 v TOYKOBOM MyTallMi B IPYTOM aJuielie.
Ten SMN1 n ero nmapanornuHas korust SMN2 xapakTepu-
3YI0TCSI BBICOKOM TOMOJIOTMIHOCTBIO [7]. OHU COCTOSIT U3
9 5K30HOB, IPU 3TOM Pa3INIAIOTCS BCETO JIUIITb 5 HYKJIe-
OTHAAMU. Y 3M0POBBIX JIIOIEH OOJIBIIAS YaCTh IIOJTHOPa3Mep-
Horo 6enka SMN kommpyetcst reHoM SMN 1. Tombko 10—
25 % o0pa3yoLuXcsl TPAHCKPUIITOB TeHa SMN2 npuBoasT
K CMHTe3y royiHopa3MepHoro oenka SMN. OcraibHbIe TpaHC-
KpunThl reHa SMN2 HeDyHKIIMOHAIBHBI 32 CUET BhITIAJICHUS
7-ro sKk30Ha nipu crutaiicunre pe-MPHK [1, 8]. Kimnauko-
TEHETUIECKIE KOPPEIISIINI BBISIBIUIA CBSI3b TSDKECTH TCUCHUST
00J1e3HU ¢ YMCIOM Komwuit reHa SMNZ2: yem OOoJIbIIie KOIriA
reHa SMN2, Tem 0oJbliie 0Opa3yeTcs ITOTHOPa3MePHOTO Oel-
ka SMN u TeM Jierde nporexkaeT 3abonaeBaHue [§].
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JnarHoctuka CMA 5q ocHOBBIBaeTCs Ha OCOOEHHO-
CTAX KIMHUYECKUX ITPOSIBICHUI, TUIITMIHBIX ITPU3HAKAX
TMOpaXkeHUsI TIepeIHNX POTOB CIIMHHOTO MO3Ta IIPH ITPOBE-
JIEHUHN 3JIeKTpoMuorpadmaeckoro uccienopanus. C 1eIpio
MOJICKYJISIPHO-TEeHETUIECKOTO TIONTBEPKICHUS THarHO3a
MPOBOAUTCS aHAIA3 HATMYKS 3K30Ha 7 reHoB SMNI1u SMN2
WY OTIpeNiesieHe umncria Koruii reHoB SMN1wu SMN2. Tpu
00HapyXeHUU TeTePO3UTOTHOTO HOCUTEILCTBA JCJICITUN
reHa SMN1y nanyenTa ¢ KIMHUYecKoi kaptuHoii CMA
PEKOMEHIYeTCS IIOMCK TOYKOBOM MyTaIIM Ha 2-M aJIjielie
reHa SMN 1 ¢ TIOMOIIIbIO CEKBEHHPOBAHMS ITOCICI0BATEIb-
HOCTH TeHA.

o HemaBHETO BpeMEHHU MPAKTUIECKH BCE TTAITUCHTHI
co CMA 5q tuma I morn6anu, He 10XUBast 10 2-JIETHETO
BO3pACTa, B CBSI3U C OTCYTCTBHEM ITATOT€HETHUECKOTO TN
STUOTPOITHOTO JieUeHUsI O0oJie3HU. B HacTosImee BpeMs
B MHpE B KIIMHUIECKON MPAKTHKE TIPUMEHSIIOTCS 2 JIEKapCT-
BEHHBIX peTapaTa ISl TaTOreHeTUIeCKOM Teparmu 1 1 mpe-
rmapar Uil TeHO3aMECTUTENIbHOM Tepalni, Oq00peHHbBIC
AIMUHVCTpaLMEH 10 MMPOAYKTaM MUTAHUS 1 JIEKapCTBaM
CIIA (Food and Drug Administration, FDA) u EBpomeii-
CcK1M areHTcTBOM 110 JiekapcTBaM (The European Medicine
Agency, EMA). B Poccuu Ha ceromHSIITHMIT IeHb 3apeTru-
CTpUpOBaHHI Bce 3 mpemapara. Mx TepaneBTHYecKuit a¢-
dexT mocTuraeTcs 6arogapsi OMHOMY U3 CICAYIOIINX IO -
XOIOB:

* IPpUMEHEHNE aHTUCMBICIIOBOTO OJTUTOHYKJICOTUIA
C IIEJIBIO BKITIOUEHMS 7-TO 3K30HA B TPAHCKPUIIT TeHa
SMN2, BcaenctBue 9ero oopasyeTcs 00JIbIIe TTOTHO-
pa3mepHoro 6enka SMN (HycMHEepCceH, Ha3HadaeTCs
IMOXXN3HEHHO, BBOIUTCS €XKeKBapTAIbHO MHTPaTeKalb-
Ho) [9];

* TIPUMEHEHNE MaJIbIX MOJICKYJT TSI MOIV(bKALIAN CTUIAM-
cunra npe-MPHK ¢ rena SMN2, uTo npuBOIUT K yBe-
JIMICHUIO SKCIIPECCUU TOJIHOPAa3MEPHOTO (DYHKIINO-
HanpHOTO 6eska SMN (pucouiuiaM, MpUMEHSIeTCS
IepopaabHO, Ha3HavaeTcs moxXu3HeHHo) [10];

* BBeIcHNE B OpPraHu3M (YHKIHOHUPYIOIIEH KOITMU
reHa SMN 1 ¢ TOMOIIIbIO BUPYCHOTO BEKTOpa (OHACEM-
HOTeH abemapBOBeK, BBOIUTCS BHYTPUBEHHO, B HACTO-
sIITIee BpeMsT OMHOKPATHO, BOIIPOC KPAaTHOCTHU BBEICHMS
obcyxmaercs) [11].

Ilean HacTOSIIIETO MCCIETOBAHNS — M3YICHUE CTPYK-
Typbl CMA 59 B Pecrrydomke CeBepHast Ocetnst — AnaHus,
BBISIBJICHHE BO3MOXHBIX MOJIEKYISIPHO-TEHETHICCKUX
¥ TIONYJISIIMOHHBIX OCOOCHHOCTE! MTaHHOI MaTOJIOTHHU
B peTHOHE W IPOMEXYTOUHAs OlleHKa 3((hEeKTUBHOCTU
JIeYeHUS 3 TTAIIMEHTOB ¢ TIPUMEHEHEM TeHO3aMeCTUTE b~
HOTO JIeYeHMS B 2 CIyJasix © KOMOMHUPOBAHHOM ITaTore-
HETUIECKOU M TeHO3aMEeCTUTEIbHOM Tepannu B 1 cirydae.

Martepuanbi u meToabl

[IpoBeneH peTPOCTIEKTUBHBIN aHATN3 MEIUITMHCKIX
KapT nmaureHToB co CMA 5q, deii trnarHo3 ObIJ1 yCTaHOBJIEH
B Menuko-reHetndeckoii KoHcynbraunu 'bY3 «Pecry6-
JIMKaHCKasl IeTcKas KIMHUYecKass 0oJbHUIIa» MUHMC-

TepcTBa 3npaBooxpaHeHmsT Pecryonukm CesepHast Oce-
™ — Ananug 3a nepuog ¢ 2000 mo 2020 . M3yueHnl
JaHHBIC COMaTIIECKOTO M HEBPOJIOTMIECKOTO cTaryca 3 Ima-
meHToB co CMA 5q, MOIyYMBIINX T€HO3aMECTUTEILHYIO
tepammio. [Ipoananm3npoBaHa MHGOPMALIHS IO TIEPEHO-
CHMOCTH IIPOBOIUBIIIETOCS TTATOTEHETHYECKOTO JICUCHMSI.
ITpoBeneHa onieHKa 3(PHEKTUBHOCTU U 6€30MTACHOCTU Te-
panmumn.

OneHka 3G GEeKTUBHOCTH TePAUK OCYIIECTBIISIACh
IyTeM OIICHKH IBUTATEILHOTO CTaTyca 00JIbHOTO MCXOMTHO
¥ B IMHAMMKE 110 KJIMHUYSCKUM IIIKaJlaM OLIEHKU JTBUTA-
tenbHBIX QyHKOU (Children’s Hospital of Philadelphia
Infant Test of Neuromuscular Disorders, CHOP INTEND)
[12] m mBuratenpHOro paszsutusa (Hammersmith Infant
Neurological Examination, HINE) [13].

Pesynbrathbl

B Mennko-renernueckoii koncynsranuu ['BY3 «Pec-
MyOIMKaHCKas JeTCKas KIIMHUIecKast 00IpbHUIIa» MUHMC-
TepcTBa 3npaBooxpaHeHmsT Pecryonukm CesepHast Oce-
™ — Ananug B nepuog ¢ 2000 mo 2020 T. BHIABIEHO
8 manmenToB co CMA 5q 13 6 ceMeit OCETMHCKOI HaILMO-
HaAJIBHOCTHA U 1 ceMBM, TIe OTeIl OCETHH, a MaTh pyccKast
(ceMbsT IPOKMBAET B IPYroM perroHe). Ynciio HOBOPOX-
neHHbIx 3a mepuon 2000—2020 rr. cocraBmiio 195954 pe-
OeHKa, pacIpoCTpaHEHHOCTH Ooie3Hn — 1:24494, vinm 4,08
Ha 100 TBIC. HOBOPOXICHHBIX, UYTO HECKOJIBKO HIKE, YeM
B npyrux nonyiasauusx PO u mupa [5].

Hannpie o manmueHTtax co CMA 5q mpeacTaBiIeHBI
B Taoum. 1. B 5 cimygasx 6nu1a BeisiBieHa CMA 5q tuma I, u3
HUX 4 maliMeHTa CKOHYAJINCh B Bo3pacTe 10 2 j1eT. Y 3 ma-
meHToB guarHoctupoBaHa CMA 5q tuma 1.

Jwnarao3 CMA OBLT TTIOATBEPKICH MOJICKYJIIPHO-TE-
Hetndyeckumu Metonamu B ®I'BHY «Mennko-reHeTuuec-
Kuii HaydyHbIN HeHTp uM. akaa. H.I1. BoukoBa» MuHoOp-
Hayku Poccumn.

BBeneHune oHaceMHOTeH aberrapBOBeKa OCYIIECTBIISI-
JIoch Ha 6a3e HayuHo-mcClIeqoBaTeIbcKOTo KIIMHIIECKO-
ro MHCTUTYTa nenuaTpun uM. akan. }O.E. Benprumena
DTAOY BO «Poccuiicknii HAaLMOHAJIBHBIN UCCIIEN0BA-
Teabckuii MeanuuHckuit yaHupepcuteT uM. H. W. [Tuporo-
Ba» Mun3npaBa Poccun (HUKUW memmarpuu um. akamn.
10.E. Benprumena ®TAOY BO «PHUMY uMm. H.U. TTu-
poroBa» MuH3mpaBa Poccun) B COOTBETCTBUM C peKOMEH-
IALUSIMU, YKa3aHHBIMU B MHCTPYKIIMH 10 TIPUMEHEHUIO
npemapara [11, 14].

Knunuyeckoe HabnoaeHue 1

Ilpobano-desouka enepsvie nocmynusa 6 HUKH nedu-
ampuu um. akad. I0. E. Beasmuwesa PTAOY BO «PHUMY
um. H U. ITupoeosa» Munzdpasa Poccuu é 6éo3pacme 18 mec
€ XCAN00aMuU Ha MbIUEUHYIO CAAO0CMb, 3A0ePIHCKY PA3GUMUSL.
H3 anamnesa uzeecmmo, umo peberox om 2-ii bepemeHHoCmU,
npomexasuieil 6aa2onpusmHo, om 2-x cpouHsix podos. Mac-
ca meaa npu poxcoenuu cocmasuna 3140 e, oyenxa no wikane
Aneap — 10 6annos. Ha nepsoix mecsiuax scusHu ncuxomomopHoe
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HepBHo-Mblweynbie BONTE3HU

Opueunanvhble uccaedosanus

pazeumue no gozpacmy. lonrosy depucum ¢ 2 mec, cmana
nepesopauueamucs 8 5 Mec, camocmosmensHo ceaa 6 8 mec,
xoduaa y onopwt ¢ 9—10 mec. Ilepgvie npusnaku 6oneznu
6 sude pasgumMuUs Mblule4HOU cAa00CMU 8 HO2aX 803HUKAU
6 sospacme 9 mec. B gospacme 1 2oda 4 mec 6vira 3an0003-
pera CMA 5q, nposedero MonekyasipHo-eeHemu1eckoe uccie-
doganue. Boiserena deneyus 7—8-e0 3k30n06 eena SMN1
6 2omo3ueomHom cocmosiHuu. Hucao konuii k30106 7—8 eena
SMN2-3. U3 cemeiinoco anamuesa uzgecmHo, 4mo 0eeouxKa
umeem cmapuieeo bpama 7 aem (300pos) u maaduieco bpama,
KOmOopblil UMeem cxoxcue KAUHUMecKue nPU3HAaKy 601e3HuU.

B urone 2020 e. 6 sozpacme 1 2o0a 11 mec desouxa no-
eémopHo eocnumanuzuposara 6 HUKH neduampuu um. axao.
IO.E. Beavmuuesa. Ha momenm ocmompa pebeHok 6 co3Ha-
HUU, gcmynaem 6 KOHMAKM, SMOUUOHANbHA, 00PAUEHHYIO
peusb NOHUMAaem, NPOU3HOCUM OMOeNbHble CA08A, CA0BOCOYE-
manus u3 2 cros, unmennekm no eozpacmy. Yepentoie Hepaol
be3 ocobennocmeil. Pegrexmopro-dsueamenvras cgepa:
20108y depicum y0081emeopumensHo, HOBOPOMbL 6 CIOPOHbL
KOHMpPOAUpyem, U3 NOA0ICEHUS Aedca Ha HCUBOME U HA CNU-
He 204108y He NOOHUMAem, HAKAOHEHHYI0 20108Y NOOHUMAem.
IIpu mpakyuu epynnupyemcsi, 20108y noonumaem. Hapywe-
Hue ocanku no muny kKugockoauosa. Jlexca na chume, nod-
HUMaem pyuKu, ompsieaem om Kyulemku A0KmMu, nieyu,
cmonbl, noonumaem Hoxcku 0o 2onogwl. Tlogopauusaemcs
CO CHUHbL Ha Jcugom 6 obe cmoporsl. CamocmosimenbHo He ca-
dumcs, HO Modcem cudems y onopsl. He noazaem, cmoum
HeCK0AbKO MUHYM Y ONOPbl CO 3HAUUMEAbHOLL peKypaayuell
8 KO/NeHHbIX CYCMAasax, He Xo0um, Ha YemeepeHbKu He 6cma-
em. Dkeuno-eanveycras degpopmayus cmon. IlaccugHvie
08uUdICEHUsL B0 BCEX CYCMABAX 8 NOAHOM 00BeMe, OMMeUarom-
sl peKypeayusi KpynHoix Cycmagos pyk, 2unepmoousbHocms
Meakux cycmagog Kucmeii u cmon. MoluieuHblii MOHYc Mbliuy,
KoHeunocmeil cHudceH. Cuna npoKcUMansHbix U OUCMANbHBIX
MbLULY, 8EPXHUX U HUJICHUX KOHeYHOCMell cHudceHa 00 3 6an-
106. CyxooxcunvHole peghnexcol He gbizbigaromes. dyscmeu-
meabHOCMb OPUEHMUPOBOYHO He HapyuleHa. 3a uepyuKoil
msanemcs 6e3 unmenyuu. Tazosvle pynkyuu He HapyuieHol.
Tlupamudnoix cumnmomos nem. Ouenku nHO WKANAM HA
momenm ocmompa (18.06.2020): CHOP INTEND — 23 6an-
aa, HINE — 19 6aanos.

Ha ocHosaruu KAUHUKO-aGHAMHECMUYEeCKUX OAHHbIX U pe-
3YAbMAmMo8 MeoUuKo-2eHemu4eck020 00c1e008aHuUs 8bicmag-
sen duaeno3 CMA 5q muna I1. Takxce y Oesouku 8viséneHul
aHespusmMa mexcnpedceporoil nepecopooKu, 08yCmopoHHUL
Nn006bI8UX 201060K DeOpPeHHbIX KOCMEll.

30 urons 2020 e. ocyuiecmeneHo 88edeHue OHACeMHO2eH
abenapeogexa 0OHOKPAMHO GHYMPUBEHHO (8/8) uepes uHgy-
30Mam @ meueHue yaca 6 UHOUBUIYaNbHOl pacuemHoll do3e:
8/6 KaneavHo 55,5 ma/u (ympom). Ucmounuk gunancupo-
eanus — 6nazomeopumensHocms. Takoice degouxa noayuanra
NpeoHU3010H excedHesHo per os 6 doze 10 me. Ommeuanocsy
noevluleHue aKkmusHocmu epmernmog neveru Ha 1-i u 4-i He-
densix 8 3 paza omHocumensHo HOpMbl, uepe3 4 mec pekomeH-
dosana nocmenenHas ommeHna npeonusonona. Yepes 6 mec
Ha ghoHe ocmpoil pecnupamopHoii 8UpYCHOU UHeKUUU 8HOBb

Habardanoce nogovluieHUe aKkmugHocmu gepmermos do 3 pas,
umo nompebo6ano 80300H08ACHUS NPUEMA KOPMUKOCHepPO-
udog 6 meuenue 1 mec.

Yepes 7 mec om Hauanra mepanuu OUeHKU no WKAAAM CO-
cmasuau: CHOP INTEND — 64 6aana, HINE — 18 6anno6
(maba. 2).

KnuHuyeckoe HabnoaeHue 2

Manvuux 8§ mec nocmynun 6 HUKH neduampuu um.
akao. 0. E. Beavmuuiesa c ycarobamu Ha CHUNCEHHDbLI MOHYC
8 Ho2ax u 3amedneHue 8 NPUoOpemeHUU 08UAMENbHbIX HA-
8bviko6. M3 anamuesa uzgecmro, ymo pedbeHox om 3-ii bepe-
MeHHOCcmU, npomekaeguieil 6e3 ocooennocmeii. Macca me-
aa npu poxcdenuu — 4000 e, dauna mena — 54 cm, oyenka
no wkane Aneap — 10 6aanoe. B nepévie noaseoda susnu
podumenu 3amemuai, Ymo pebeHoK camocmosamenbHo He ne-
pesopauugaemcsi, He caoumcs, OMCymcmeyem onopa Ha Hoeu.
Panee y cmapwieii cecmpoi 6vina duaenocmuposana CMA 5q.
C yuemom cemeiinoeo anamHe3a U 3a0epicKu MOMOPHO20
pazsumusi npo6aHdy npogeodeHo MOAEKYAAPHO-2eHEMUYECK0e
uccnredosanue, 8 pe3yavmame KOMopoeo 8bisieaena deneyls
7—8&-20 2K30H06 eena SMN1 6 eomozucomuom cocmosHuu.
Koauuecmeo konuii SMN2 ne uccaedoganoce.

TIpu ocmompe npobanda viseaeHo: pebeHOK 8 CO3HAHUU,
6 KOHmakm écmynaem, 06paujeHHyI0 peub NOHUMAem no 603~
pacmy. Peuv — 2ynenue, nenem. Yepennsvie Hepavi 6e3 ocoben-
Hocmell. 2Kyem, enomaem camocmosmensHo. Pegprekmopro-
deuecamenvhas cgepa: 20108y ydepiicusaem, HAKAOHEHHYIO
20108y nodnumaem. Ilpu mpakyuu epynnupyemcsi, Ho 201084
noonumaemcs ¢ omcmaganuem. CamocmosmensHo He nepe-
sopauugaemcsi, He cadumcsi, Ho Modcem cudems ¢ No0OepJic-
Koll, He noa3aem, He CMoOUm, He X00um, H4 YemeepeHbKU
He ecmaem. Onopa Ha HO2U omcymcmeyem. DKeuHO-8a1b-
eycHas deghopmayus cmon. TyeonodeusxcHocmes 6 KoaeHHbIX
U 201eHOCMONHbIX cycmaegax. B pykax naccuenvie 0sudicenus
6 noanom obseme. Moiweunviii monyc cuuxcer. Cuna moluly
DPYK cHudcena 0o 3 6annos, mbiuy Hoe — 0o 2 6arro8. Cyxo-
JcunbHble peghrexcol He gbi3blearomces. HyecmeumenvHocme
OpUEHMUPOBOYHO He HapyuleHa. 3a uepywKoi msaHemcs
¢ unmenyueii. Ommeuaemcs mpemop naivyes pyk. Tazosvie
@ynxyuu ne Hapyuensl. Iupamudusix 3naxoe nem. Oyenku
no kaunuveckum wranam (13.08.2020): CHOP INTEND —
52 6anna, HINE — 7 6annos.

Ha ocnosanuu kauHuko-anamuecmuyeckux 0aHHbIX pe-
benky evicmaener duaenoz CMA 5q muna I. Takce npu do-
HOAHUMENbHOM 00C1e008AHUU BblsIBACHbL OMKPbIMOE 08ANbHOE
0KHO 2,0 MM C 1€80npaBbIM COPOCOM KPOBU U HeNoAHAs 010~
Kada npasoii Hoxcku nyuxa lTuca.

3 cenmsabps 2020 e. ocyuwecmeneHo 6HYMPUBEHHOE 86e-
deHue oHaceMHo2eH abenape8osexa 00HOKPAMHO yepes UHQy-
30Mam é meueHue 4aca 8 UHOUBUOYANbHOLL pactemHoll 0o3e:
8/6 Kaneavro 42,5 ma/u (ympom). Hcmounux gurancupo-
8anus — GnazomeopumensHocms. B coomeemcmauu ¢ npo-
MOK0A0M /leueHUs. MaKdice Ha3Ha4eH NPeoHU3010H eNceOHe8HO
8 doze 10 me co 2 cenmsabps 2020 e. Yepes 3 ned om nauana
AeUeHUss OMmMe1eHO NosbiuleHue AKMUBHOCMU hepMeHmos
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HepBHo-Mblweunbie O JIE3HH

newenu 6 3 paza. Ilocae chuxcenus pepmenmos nevenu
00 ypoeHs MeHee YeM 6 2 paza OMmHOCUMENbHO HOPMbL HaHama
NOCMeneHHAst OMMeHA NPeOHU30A0HA, 00UAs NPOCOANCUMENb-
HOCMb 20pMOHAALHOU Mepanuu cocmaguia 4 mec.

Yepes 5 mec om Havana AeueHuss OUeHKU no WKAAAM CO-
cmasuau: CHOP INTEND — 48 6annoe, HINE — 11 6annos
(cm. maba. 2). Caedyem ommemuims, 4mo KAUHUMECKAsl OUeH-
Ka npoeoounacy Ha (oHe nepeHeceHHoi HAKAHYHe 0CIMpOll
PeCcnupamopHoil UpyCHOll UHGeKUUU.

Taomauua 2. Ouenka deueamenvroii akmuernocmu no uikaram CHOP
INTEND u HINE 6 mpex npedcmagaeHHbix HAOA00eHUAX

Table 2. Assessment of motor function using the scales CHOP INTEND and
HINE in 3 described cases

Ne k- CHOP HINE
INTEND ’
H%;g;:ﬁﬂ JlaTa oneHKH l\gmli > 0aJLIBI
18.06.2020 23 19
| 29.01.2021
(4uepe3 7 mec)
29.01.2021 64 18
(after 7 months)
26.06.2020 56 5
13.08.2020 52 7
29.01.2021 (uepe3
5 Mec, HaKaHyHe Ie-
D) PEHEC OCTPYIO peCIr-
PaTOPHYIO BUPYCHYIO
UHOEKIINIO) 48 11
29.01.2021
(after 5 months,
he suffered from viral
infection the day before)
28.12.2020 43 6
3 26.03.2021 (uepes
1,5 mec)
26.03.2021 44 10

(after 1,5 months)

Knunuyeckoe HabnoaeHue 3

Iesoura 6 eospacme 1 eoda 4 mec nocmynuna 6 HUKH
neduampuu um. akao. FO.E. Beavmuwesa ¢ wcarobamu Ha
3a0epicKy momopHoeo pazeumus. Pebernox om 3-ii 6epemen-
HOCMU, UHOYYUPOBAHHOU IKCMPAKOPHOPANLHIM ONA000M -
soperuem (nepevie 2 bepemeHHOCMU ObIAU GHEMAMOUHBIMU).
bepemennocms npomekansa Ha ore 6POHXUANLHOL aACMMbl
6 nepuod pemuccuu, xorecmamuteckoeo cenamuma. Poosi [-e,
cpounsbie, Ha 40-il Hedene, nymem Kecapeea cewenusi. Macca
mena npu poxcdenuu cocmasuna 3450 e, dauna mena — 50 cm.
B 6o3pacme 2 mec desouka cmana naoxo cocams epyos u 6y-
MbLIOYKY, €O €108 MaMmbl, ocaabaa. Tlo mecmy xcumenscmea
Haba0anacs He8poN02OM, HAZHAHEHbI MACCANC U Hecneyu-
Quueckas mepanus — be3 sgpgpexma. B 6o3pacme 5 mec 3a-
nodospena CMA, nposedeno monexyasapHo-eeHemuueckoe
uccaedosanue: evisieaeHa deaeyus 7—8-eo sx3onoe SMNI,

obHapyxcero 2 konuu eena SMN2. Ha ocnosanuu KAuHUuKo-
AHAMHECMUYEeCKUX OQHHbIX U Pe3y1bmamos MOAeKYAAPHO-
2eHemu4eckoeo uccaedosanus evicmaener duaznoz CMA 5q
muna I. B 6o3pacme 8 mec pebeHok Hauan noayuams namo-
eeHemuueckyro mepanuio Hycurepcenom [15]. Bceeo npose-
derno 5 unsexuuil 6 dose 12 me (5 mn) unmpamexaivHo no cxe-
me 0—14—28—63-ii denv ¢ urwoHa no dexabps 2020 e.
C mMomeHma nosyueHuss namozeHemu4eckKoi mepanuu omme-
4anocs yayuuieHue 08UamenbHuix (YHKUUIl, 0edouka Ha4aia
NpUNOOHUMAMb NPABYIO HORY, NePesopaHUEaAMbCs HA NPABblil
U n1egblil 60K, Y8eauuunacs 00uas 0eueamenvhas akmugHoOCHb
pebeHKa, YMeHbUUAACh BbIPAINCEHHOCMb MblUUEYHOU 2UNO0-
monuu. O0Hako yuumol8as HeobXo0UMOCMb NONCUHEHHOI
mepanuu HycuHepceHoM, KOMOopblil 6600UMCSI UHMPAMEKANb-
HO NO0 HAPKO30M, ceMbsi 00pamuAacs 8 61a20MeopUMenbHblil
@oHO ¢ npocbboil NoMoUb 6 NPUOdPemeHUU NPenapama oHa-
ceMHO2eH abenapgogex.

B ghespane 2020 2. nosisunrace 603mMoiCHOCb NPOGedeHUs
2eHozamecmumenvrozo aevenusi. ObseKkmugHslli cmamyc
npu nocmynaenuu: 601bHAsL 8 CO3HAHUU, HA OCMOMp peazu-
pyem naauem. Yepennoie Hepawl b6e3 ocobennocmeii. Peghnek-
mopHo-08ueamenvHas cghepa: 20108y ydepicueaem npu eep-
mukaauzayuy, npu MpaKyuu 3a PyKu 20408y He O0epiucum.
Ha scusom ne nepesopauusaemcs, He noazaem, He cuoum,
He xooum. Ilepesopauueaemcs Ha npaswlil u neawlii 60K ¢ MUO-
namuyeckumu npuemamu. Juggysnas mvluweunas eunomo-
Husi. CeubamenvHo-npOHAUUOHHBIE KOHMPAKMYPbl N0KMEGbIX
Cycmagos, NPOHAYUOHHbIE KOHMPAKMYPbl AYUe3ansICIMHbIX
cycmaeos, ceubamenvhvle KOHMPAKMYypsbl KOAEHHbIX Cycma-
608, IKBUHYCHblE YCMAHOBKU CMON. AKMUGHble 08UNCEHUS
02pPaHUYeHbl 3a cuem BblPANCeHHOI MblileyHOol crabocmu,
CamocmossmenbHo MoJcem npueooums pyku K epyou, npueo-
oum npagyio Hozy K JHCUBOMY CAMOCHOSIMENbHO, OMPblEas
NAMKU OM NOBEPXHOCMU, U MONCem YOepucueams, 1e8Yio
HO2Y caMocmosamenbHo npugecmiu K ycugomy He modcem. Cu-
AQ NPOKCUMANBHBIX U OUCMANBLHBIX MbliUY, PYK CHUdICEHAa 00
2 bannos, cunra mviuy npasoii Hoeu — 00 2 6a1108, Mbluly,
seeotl Hoeu — do 1 banna. CyxoxcunvHbie peghaekcol ¢ pyK U Hoe
He gbizbigaromcsl. bprownsie peghnexcor omcymemayiom. dyg-
CMEUMENbHOCHb OPUEHMUPOBOUHO He HapyuleHa. Pynkyuu
mazoewix opearos He Hapyuiersi. 1Ipu donoaHumensHom obcae-
008aHUU 8bIs6AEH NOOBLIBUX 20106KU N€601l OedpeHHOI KOCMU.

5 gespans 2021 e. no npoepamme parrezo docmyna ese-
deH oHacemMHoceH abenapsosex 6/6 KaneavHo 6 doze 52,5 ma.
Bsedenue npenapama ocyuecmensnocs Ha pote npuema npeo-
nuzonona. Ha 4-ii dens nocae 66edenus ommeuanucs pgoma,
noevluleHle aKMUBHOCMU Ne1eHOYHbIX (hepMeHmos 6 5 pas,
4mo nompebo6ano yeeauteHus 003bl NPeOHU30A0HA 00 2 Me/Ke.
Pebenky npenapam 6800uncs 6HympuMblUEHHO 8 C853U C HA-
auyuem pgomuoil peakuyuu. Ha 5-ii nedene om nauana me-
panuu ommeveHo NoGvluleHue AKMUBHOCMU NeYeHOUHbIX
pepmernmos 6 35 paz omHoCUMeNbHO HOPMbL, 8 CE3U C Yem Oe-
604K A ObLAA NOBMOPHO 20CNUMANU3UPOBAHA, HABHAYEHbL GHY -
mpugerHble UHBeKYUU MemUANPeOHU3010HA eceHe8HO Ka-
neavro 200 me 6 meuenue 3 OHeil, 3amem NPeOHU30N0H
edcedHeHo per os 6 0oze 20 me/cym.

TOM 12

33



TOM 12

34

HepBHo-mblweykbie OJIE3HH

Opueunanvhble uccaedosanus

Yepes 1,5 mec om 66edeHus eeHO3amecmumenbHo2o npe-
napama ypoeHu 0uaupyOuHa u ne4eHouHbIX (epMeHmos Hop-
Manu308anuce. Yiempazeykogoe ucciedoganue opeaHos
OpIOWHOI nOAOCMU U NOYEK NOKA3AA0 2eNamome2aniio, He-
8bipadiceHHble QU @y3nble UsMeHenUs NapeHXumMbl neyenu,
YyeeauueHue JHceNuHo20 ny3bipsl, peaKmuseHble U3MeHeHUs o0-
HcenydouHoll Jcenessl, cene3eHKU, He3Ha4umensHoe yeenu-
YeHue cene3eHku U nouex. Ixoxkapouoepagus namosoeuu
€O CMOPOHbL cepdua He 8bls8UAA.

06cyxpeHue

[lepsrie 2 ipencTaBieHHBIX HAMU TTAIIMEHTA SIBJISTIOT-
csl cmbcaMM, y CTapIero U3 KOTOPhIX TMarHOCTUpPOBaHA
CMA 5q tvna I1, a y mmagiero — CMA 5q Tuma 1. Oco0blit
WHTEpEC MpeACTaBIsIeT JiedeHNe 3-1 OOJBHOM, TOIyJaB-
e B Havyajie MaTOreHEeTUYECKOe JeUeHHE IPeIrapaToM
HYCUHEpCEH, a B MOCJIeAYIOIIeM TeH03aMECTUTEIbHYIO
Teparmio OHACEMHOTEH a0eImapBOBEKOM.

B mepBbIX 2 KIIMHUYECKUX CITydassX OTMEYaeTCsT 3Ha-
YUTEIbHAS TTOJIOXKUTEIbHAS TMHAMMWKA TIPY OLICHKE TBH-
raTeJbHOM akTUBHOCTUA mo ImkajamMm CHOP INTEND
n HINE. B 3-m cayyae mponuio enie HeIocTaTOYHO Bpe-
MCHHM JUIA IIPOBEACHHUS TPOMEXYTOUYHOIO aHaIm3a
(1,5 Mec), HO TakKe HabOIIOHaeTCs YaydIIeHe TI0 CpaBHEe-
HUIO ¢ UCXOOHBIM ypoBHeM. ClemayeT OTMETHTh, YTO
HM Y OTHOTO ITalleHTa He OBLI0 3apeTUCTPUPOBAHO KITH-
HUYECKN 3HAYMMOTO YMEHBIICHUSI OLICHKH IO IITKaje
CHOP INTEND oTHOCUTETbHO UCXOTHOTO YPOBHSI.

B ximmHMYecKOM HaOMIOOeHUHN 3 OICAaH OIBIT KOMOM-
HMPOBAaHHOU TepaItiy, IMPUIeM TOJIOKUTETbHBIN TepareB-
TUIeCKUI 3(PhEeKT OTMEUEH KaK Ha (DOHE IaTOTCHETUIECKOTO

JISYEHUsI, TaK M TIOCJIe TIPOBEICHUS TeHO3aMeCTUTEIIBHOM
Teparnuu.

B mHCTpYKIIMM 110 TPUMEHEHUIO OHACEMHOTEeH abe-
MmapBOBeKa UMEETCS MPEAYIIPEKACHNE O PUCKE Pa3BUTHS
OCTPOTO TIOpaKeHUS TIeYeHH, TTOBBIIIICHNN aKTUBHOCTHU
MeYeHOYHBIX TpaHcamMuHa3 1 pBote [11]. B cBsi3u ¢ aTum
nepen Ha3HaYeHUEM TIperiapaTta HeOOXOIMMbI KITMHINYEC-
KW OCMOTp 1 JJabopaTopHast olleHKa (GPYHKIIUM TIE€YeHH,
a TocJie BBeICHMSI IperrapaTa — MOHUTOPHUHT TTeYeHOYHBIX
¢depMEeHTOB B TeUeHHME IT0 MeHbIIIeit Mepe 3 Mec. [TIpoduib
HeXeJIaTeIbHBIX SIBJICHUI, KOTOPhIe BOBMOXHBI Ha (hOHE
MIpUMEHEeHUsI HyCMHEePCeHa, MOXKHO pa3Ie/uTh Ha 2 TPYyII-
IBL: 1) CBSI3aHHBIE C TIPOBEICHUEM JTIOMOATEHOM ITyHKITUT
(ronoBHast 001k, pBOTA, OMHOKPATHOE TTOBBIIICHHUE TEM-
TepaTyphl, IPUITYXJIOCTh B 00JIACTH IIPOKOJIA, TMKBOPES,
TIOCTITYHKIIMOHHBIN CUHIPOM); 2) HE CBSI3aHHBIE C TIPOIIE-
Iypoit MoMOaTbHOM MyHKIINH (TpaH3UTOPHASI IPOTCHHY-
pusi, ITHEBMOHMSI, OPOHXUTHI, PECIIMPATOPHO-BUPYCHBIC
3a6omeBanus) [9]. Kak n oxumanoch, HanboJjee 4aCThIMU
HexXeIaTeIbHBIMU peaKIIsIMU Ha (poHE TIPUMEHEHHUSI OHAa-
CeMHOTeH abeImapBoBeKa y BCeX 3 OOJBHBIX SIBUIUCH T10-
BBIIIIEHUE aKTUBHOCTH IIEICHOIHBIX (DePMEHTOB M, pEKe,
pBOTa, KOTOPBIE KyIMUPOBAINUCh Ha (POHE IIMTEIHHOTO
npremMa rpenHn3oa0Ha. HexenaTenbHBIX peakiinii Ha ¢o-
HE 5-KpaTHOTO BBeIeHUs HYCUMHEPCEHA B KIIMHUYECKOM
HaOJIOMeHNN 3 He OTMEYCHO.

B P® B cooTBeTCTBHMM C pacIOpsDKEHUEM Mpe3naeHTa
B Havaste 2021 . cosman doHz «Kpyr 100pa» 11 NosaepKKI
JETEeH ¢ TSOKEITBIMU XKU3HEYTPOXKAIOIIMU Y XPOHNIECKUMK
3a00JICBaHUSIMU, B TOM YHCJIE PeaKuMH (op(aHHBIMMI)
6one3HsaMu. OoHI MPU3BaH ONTUMHU3NPOBATH ITPOIIECCHI

Pernon Poccum /

» KoHcynbTtauua HeBponora / An appointment with neurologist
» KoHcynbTauua reHetnka / An appointment with geneticist

Region of Russian
Federation

and SMN2 genes

QepepanbHbIi
LeHTp /

Federal center

commission for prescribing the medication

» AHanm3 Hanunuma 3Kk30Ha 7 reHa SMN1 / Gene-targeted deletion analysis to determine exon 7 of the SMINT gene
» Onpepgenexune Konuuectsa konuii reHoB SMNT n SMIN2 / Determination of the number of copies of the SMIN'1

KoHcynbTauna pebeHka B ogHOM 13 defepanbHbIX LEHTPOB 1 NPOBefeHNe BpauebHOM KOMUCCM
AnA Ha3HaveHuA npenaparta / Consultation of a child in one of the federal centers and conducting a medical

QoHp «Kpyr
pobpa» / Fond
“Krug dobra”

in gene therapy for this disease

[naBHbI AETCKMI BHELTATHbI HEBPOJOT NMOAAET 3aABKY Ha npenapat B GOHA NOoAAePKKMN OpdaHHbIX
naymeHToB «Kpyr gobpa» uepes perroHanbHoe M1MHUCTEPCTBO 34paBoOOXpaHeHUA. 3asABKa paccMaTpmBaeTca
Ha SKCMepTHOM COBETe, U PeLLAeTCA BOMPOC O 3aKyrKe Npenaparta And KOHKPEeTHOro nauveHTa. HycuHepceH
BBOAMTCA MO MECTY XKUTeNbCTBa pebeHKa, OHaCeMHOreH — Ha 6a3e LieHTpa, KOTOoPbI CneLnanusnpyeTcs

Ha NPOBEeAEHNN FreHHON Tepanumn gaHHoro 3abonesaHua / A chief pediatric neurologist applies for the drug

to the Orphan Foundation “Krug dobra” through the regional Ministry of Health. The application is considered

by the expert council, and the issue of purchasing the drugfor a particular patient is decided. Nusinersen

is adininistered at the place of residence of the child, onasemnogen — on the basis of a center that specializes

~

Mapwpymu3sayus nayuenma co chuHabHol MoluieuHoli ampoghueti 5q 6 Poccuu

The routing of a patient with spinal muscular atrophy 5q in Russia
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HepBHo-Mblweunbie O JIE3HH

IVArHOCTUKU U JIeYeHUs peakux oonesHeil B PO. Map-
mpytu3auusa manreHta co CMA 5q B Poccnu ceromng
BBITVISITUT CICAYIOIINM 00pa3oM (CM. PUCYHOK).

BbiBoabI

BrisBiieHHasT B X0mIe MCCIeIOBaHUS PACIIpOCTPaHEH-
HocTh CMA 5q y HOBopoxkneHHBIX B Pecrrybimke Cesep-
Hasg Ocetnst — Ananus coctaBwia 1:24494, vim 4,08 Ha
100 TBIC. HeTeit, YTO HECKOIbKO HILKE, YeM B APYTUX I10-
nynsusax PO u mupa. Bo3MoxxHO, 3TO 00yCI0BIEHO He-
JIOCTATOYHOM TMarHOCTUKOM JaHHO maTojiornu. Tak, He
OBLIO BBISIBJIEHO HU OHOTO citydast BpoxxaeHHoit CMA 5q.
Y 5 (62 %) u3 8 mauueHToB auarHoctupoBaHa CMA 5q
tina . [TpuBeaeHABIC TIPUMEPHI IEMOHCTPUPYIOT MOJIO-
KUTETBHBIN TepaneBTHIeCKIit 3¢ (PeKT KakK OT IMPOBEACHIS
W30JIMPOBAHHOM TeHO3aMECTUTEIBbHON Tepamuu, TaK
1 B clydyae KOMOMHMPOBAHHOTO JiedeHsA. B paccmaTpm-
BaeMBIX HAMU CITyJasix Tepamys Ha3HadeHa I10cjIe BOZHUK-
HOBEHUSI KITMHNYECKUX TIPU3HAKOB 00JIC3HU, TTPOBEICHUS
MOJIEKYJISIPHO-TeHETUUECKOM TUArHOCTUKM, ITOMCKa

MaTepHaIBHBIX CPEACTB, YTO 3aHSIIO TOBOJIBHO MHOTO Bpe-
MeHU (0T 6 1o 20 Mec). Bo3aMOXHOCTb paHHEe TUarHOCTH-
KU ¥ Ha3HAYCHMEe TaTOTeHeTUICCKOM 1,/ TeHO3aMEeCTH -
TEJIBHOM Tepanni Ha TOKJIMHIYECKOM CTamuy 3a00IeBaHIS
00ecreynT OOJBIIYI0O COXPAaHHOCTh MOTOHEHPOHOB U,
KaK CJIe[ICTBUE, JIYIIINI pe3yapTaT JedeHus. [Lraaupye-
MBI TPOEKT IT0 HeoHaTaTbHOMY CKpyHUHTY Ha CMA 5q
TIO3BOJIUAT BBISIBUTH MALIMEHTOB HA JOKITMHUYECKOM CTaIu
¥ HavyaTh JIeUeHNE KaK MOXHO PaHBIIIe, YTO B OOJIBIITH-
CTBE CJIydaeB JOJDKHO 00eCHeYnTh 0ojiee BBIpaXKeHHBIN
TeparneBTUYeCKU 3(PPEKT.

Baromapst ycmmstMm MEPOBOTO COOOIIIECTBA OTMEYACTCST
nporpecc B Teparmn CMA 5q, KOTOPBII AaeT HAIeXIy po-
IUTEJISIM OOJIBHBIX IeTel Ha TTorydeHue 3G OEeKTUBHOTO Jie-
YeHUS, YITydIIeHNe KaueCTBa 1 IMPOUICHNE XXU3HU. ABTOPEI
BBIPAXAIOT HAIEXKITY, YTO OIMMCAHHBIC CIIyJIan, MesT TTOHSIT-
HbIC OTPAaHNYEHMSI B CBSI3M C HEMHOTOUYMCIJICHHOCTBIO TIaIlH-
€HTOB 1 KOPOTKMM BpeMeHEM HaOMIONCHNS, TIPSICTABIISTIOT
WHTEpEeC U MOTHBAIIMIO TS TIOCICAYIOIINX MCCISIOBAHMIA
10 o1leHKe 3 PEKTUBHOCTH JiedeHUs 60ibHBIX CMA 5q.

—_
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