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BesepeHue. CnuHanbHoi mbiweyHol atpodueit (CMA) 6oneet 1 u3 13 Thic. yenosek. [lo 2016 r. oHa cyuTanacb Hemsne-
YumbiM 3ab6oneBaHueM, HO Nocne ofobpeHus npenapara HyCUHEPCEH CUTYALMUA U3MeHUNAck. IPGEKTUBHOCTb Tepanum
HYCMHEepCEeHOM U3BECTHA KaK Y B3POC/bIX NaLNeHTOB, Tak 1y aeTeit. C 2021 r. HycuHepceH BKtOYeH B lepeyeHb XU3HeH-
HO HEOOXOAMMBIX U BaXHENL WX NEeKapCTBEHHbIX NPenapaToB AN MEAULUHCKOTO NPUMEHEHUS.

Llenb nccnepoBaHna — npoaHanM3nMpoBaTh ONbIT NMPUMEHEHUs MpenapaTta HYCUHEpCEeH B KayecTBe NaToreHeTMyeckon
Tepanuu y nauyueHToB ctapwe 18 net co CMA 5q B Pecny6nnke bawkopTocTaH.

Marepuansi u MeToabl. Hamu 6binu 06cnefoBaHbl 8 NaLMeHTOB, NONYYAIOLLMX NATOreHETUYECKYIO TEPANMI0 HYCUHEPCEHOM
(CMA 2-ro Tuna — 34,5 %, CMA 3-ro Tuna — 65,5 %). [1ns oueHku 3 deKTUBHOCTM TEpanuUmM UCNONb30BaUCh PaclumpeHHas
LWKaNa OLEHKNU MOTOPHBIX YHKLUMIA 6onbHULbI XammepeMuT (Hammersmith Functional Motor Scale Expanded, HFMSE)
1 NepecMoTpeHHbI MOLYNb OLEHKU MOTOPHOM thyHKLMK BepxHUX KoHeuyHocTel (Revised Upper Limb Module, RULM).
Pesynbrarbl. CpefHee KoAnM4ecTBo MHbEKLUUI — 7,25. BospacTaHue meguaHsbl no wkane HFMSE coctaBuno +2 6anna (7,5;
npu UCXO[HOI 5,5 6anna), a no wkane RULM — +4,5 6anna (17; npu ucxopHoi 12,5 6anna). KnuHu4ecku 310 BbIpaxanoch
B YBEMYEHUN MbILIEYHON CUIbI, NOBbILEHWI NOBCEAHEBHON aKTUBHOCTM NALMEHTOB; TaKXKe MOXHO OTMETUTb YMeHbLUIEHUe
OynbbapHbIX, [bIXaTeNbHbIX U BETeTaTUBHbIX HapyleHWil. CyObeKTUBHO NONOXKUTENbHAA AMHAMMKA BbIpAXanach B yBenu-
YeHUM paboTOCNOCOOHOCTH, YNYYLIEHUW IMOLMOHANLHOTO (OHa.

BbiBopabl. MpuMeHeHMe Npenapata HyCMHePCeH y B3pocbix NaumeHTos co CMA 5q B page cnyyaes obecneynBaeT KNUHM-
yeckoe ynyylieHue. Hanuune «oteTa B LeNOM» ONpPELENseTcs Kak KNUHUYECKU 3HAaYMMOoe U3MeHeHe 1 olleHnBaeMoro
nokasarens ABuratenbHbIX QYHKLWIA.

KnioueBble cnoBa: cnuHanbHas MblweyHas atpodus 5q, HycuHepceH, wkana HFMSE, wkana RULM, B3pocnble nauneHTsl
CO CMUHANbHOM MbILWEYHOI aTpotuent
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Background. Spinal muscular atrophy (SMA) affects 1 in 11,000 people. Until 2016, this was considered an incurable
disease, but after the approval of nusinersen, the situation has changed. The efficacy of nusinersen therapy is also known
in adult patients, although research is limited due to the majority of studies in infants and children. Nusinersen has
been included in the list of “Vital and Essential Medicines” since 2021.

Aim. To analyze the experience of using nusinersen as a pathogenetic therapy for patients over 18 years of age
with SMA 5q in the Republic of Bashkortostan.

Materials and methods. We examined eight patients receiving pathogenetic therapy with nusinersen (SMA type 2 -
34.5 %, SMA type 3 — 65.5 %). The Hammersmith Functional Motor Scale Expanded (HFMSE) and the Revised Upper Limb
Module (RULM) were used for evaluating the effectiveness of therapy.
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Results. The median increase on the HFMSE scale was +2 points (7.5, with the initial 5.5) and on the RULM scale —
+4.5 points (17 points, with the initial 12.5). Clinically, this was expressed in an increase in muscle strength, an increase
in daily activity; a decrease in bulbar, respiratory and vegetative disorders can also be noted. Subjectively, positive
dynamics was noted in the increase in working capacity, improvement of the emotional background.

Conclusion. The use of the drug nusinersen in adult patients with SMA 5q in some cases provides clinical improvement.
The presence of an “overall response” is defined as clinically significant change in one assessed measure of motor

function.
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BsepeHue

CrimHanbHas MeleuHas atpodust 5q (CMA) — ayrto-
COMHO-PELIeCCUBHOE HACIICICTBEHHOE HEPBHO-MBITIICIHOE
3aboJieBaHNe, O0YCIOBICHHOE AeJIeeil MM TOYCTHOM
MyTamueil B rene SMN 1, KoTopoe IPUBOIUT K IePUITUTY
0eJIKa BBDKMBAEMOCTH M IIPOTPECCUPYIONIEH nereHepaun
CEerMEHTapHBIX MOTOHEHPOHOB [1], YTO KIMHUIECKH TIPO-
SBJISIETCS CI1Aa0OCTHIO M aTpodueil MBI [2—4].

Beipensior 5 TurioB CMA: i 0 — BHYTpUYTPOOHBIIA;
tun | — ¢ ne6oTom 10 6 Mec Xu3Hu (6oe3Hb BepaHura—
Todmana); Tumn 11 — ¢ ne6iotoM B 6—18 Mec xu3HM (001€3Hb
Hy6oswuma); Tim 111 — ge6iot B Bo3pacte ot 18 mec mo 20 et
(roHomeckast hopma, 6oe3np Kyrensoepra—Bemnanmepa);
min IV — nosmnaag dopma. Ilpu a3ToM mporpeccupyioliee
TEUCHME XapaKTepHO IJIsT Bcex TUIIOB CMA He3aBHCHUMO
OT BO3pacTa Havayia 00JIe3HH.

J0 2016 . CMA cunrtanach HEM3JIEYMMBIM 3a00JieBa-
HHEM, HO IT0CJIe OMOOpeHMs TIperiapaTa HyCHHEPCEH CUTY-
anuyst U3MeHUIIAach [S]. YrpasieHue o caHUTapHOMY HaJl-
30py 3a KAYECTBOM ITUIIEBBIX IIPOAYKTOB 1 MCANKAMEHTOB
CIIIA (FDA), EBporreiickoe areHTCTBO I10 JIEKAPCTBEHHBIM
cpenctBaM (EMA) peKoMeHIYIOT HYyCHHEPCEeH B KAYECTBE
MeIKaMeHTO3HOM Tepanuu 1-ii muanm CMA y ITalieHTOB
BCEX BO3PacTOB, CO BCEMU THIIAMM W CTAXUSIMU OOJIC3HU
[6—9]. B 2019 . npenapar ObLT 3aperucTpupoBaH B PO.
Hycunepcen mpencrasisier co60it aHTUCMBICTIOBOI OJIV-
TOHYKJICOTHI, CITOCOOHBIM MOITU(HUIINPOBATH SKCITPECCUIO
reHa SMN_2, TeM caMbIM MTOBbIILAS TTPOAYKLIMIO 6e1ka SMN
U yIIydIas IBUTateabHyio yHkmuio. Ha ocHoBaHMm pe-
3yJBTaTOB 2 OMOPHBIX MCCIEIOBAHUIN HYCUHEPCEH OBLI
0omoOpeH IS JIeYeHUSI W TTOBBIIICHUS KadecTBa XXU3HU
manueHToB co CMA [6, 7]. B cucremarnyeckom o63ope
G. Coratti u coasnrt. (2021) moka3aHo, YTO HYCUHEPCEH
obecrieunBaeT yayqIIeHe TBUTATeIbHON (DYHKIIUM Y IITH-
pokoro kpyra mauueHToB co CMA 2-tro u 3-TO THUITOB
B TeueHUe reprona HaomomeHus 10—14 mec [10].

CHIDXeHNe aKTUBHOCTH KPEaTUHKMHA3BI B COYCTAHNH
¢ TEHICHINEH K YBEIMUCHUIO KOHIICHTPAIINN KpeaTHHIHA
BO BpeMsI JICUCHHSI HYCHHEPCEHOM CBUICTEILCTBYET O CHH-
KEHUU TIOTEPU MBIIIICYHOI MaCChI C YIIydIlIeHHeM MeTabo-
JIM3Ma MbIIIeYHOU TKaHu [11].

DD DeKTUBHOCTD TepaITMM HYCMHEPCEHOM TaK3Ke JOKa-
3aHa y B3pOCIBIX nanreHToB co CMA [12—17], ocobeHHO
3a CUET BOCCTAHOBJICHUSI O0Jiee «TOHKMX» IBIKeHMIA [18].

B Hacrosmiee BpeMs cucTeMaTuIecKIX JaHHBIX O Jla-
0OpaTOPHBIX MTOKA3aTelSIX TIPH JICYCHUN HYCHMHEPCECHOM
MO-TIPEXXHEMY HEIOCTaTOYHO, I B OCHOBHOM OHM JOCTYTI-
HBI B OTIOPHBIX MCCIICTOBAHUSIX Y MJIaICHIIEB 1 AeTeit [19,
20]. ITockoJIbKY aHTUCMBICIOBbIE HYKJIEOTHABI HE CITOCO0-
HBI IPEOJ0JIEBATh TeMATOIHLIE(DATMIeCKIii 0apbep, HyCH -
HepCeH BBOIAT MHTpaTeKaIbHO. C TOUKM 3peHUS TIOTCHIIN -
aJIbHBIX TOOOYHBIX 3((PEKTOB 3TO MOXET MMETh 3HAUCHUE
10 CPaBHEHUIO C AHTUCMBICJIOBBIMU OJTMTOHYKJICOTHAIAMMU,
HCITOJIb3YeMBIMH TIpHM APYTUX OOJIE3HSIX M MPUMEHEHUE
KOTOPBIX COITPOBOXKIAETCS B PSIE CyIacB OPTaHHBIMU TOK-
cnaecKuMHu 3¢ GeKTaMy B BUIIE TTOBBIIIICHUS aKTUBHOCTH
TeYeHOYHBIX TpaHCAMWHA3, Pa3BUTHSI IIOYCUHOM HEIOCTa-
TOYHOCTH, HAPYIICHMS KOATYJISIIIUN WA Pa3BUTHSI TPOM-
oouurTonenunu [21, 22].

Hycunepcen 6bu1 BKiIoueH B pasnen «[latorenernye-
CKasl Tepanusi» KIMHUICCKUX peKoMeHmaumit «[Ipokcu-
MaJIbHasI CIIMHAJIbHASI MBIIIeYHast atpodust 5g» (2021)
u ¢ 9 stuBapst 2021 1. — B [epedeHb X KM3HEHHO HEOOXOIMMBIX
¥ BaXXHEMIIINX JIeKapCTBEHHBIX TTpernapatoB [23, 24]. OnbIT
MMPpUMEHEHMST JAaHHOTO TIperrapaTta y B3pOC/IbIX alleHTOB
co CMA B Poccwniickoii Denepaliiit orpaHUYEH.

Iens paGoThl — IIPOAHATM3UPOBATD OIBIT IPUMEHEHUS
mperapata HyCHHEPCEeH B KaueCTBE MAaTOTCHETHMICCKOM
Tepanuu y manueHToB crapuie 18 et co CMA B Pecmy-
61uke bamkoprocraH.

Marepuannbi u metopbl

B Hactosiiiee BpeMsi B Pecnny0MKaHCKOM MeIUKO-
reHeTHYecKoM IieHTpe (T. Yba) HabmomaroTcs 29 B3pOCIbIxX
mammeHToB co CMA, n3 Kotopsix 10 mmeror CMA 2-To Trma
u 19 — CMA 3-to tuna. CpenHuii BO3pacT MalueHTOB —
31,6 roxa.

Knuamdyeckas kapTrHa BO BCeX CIydasiX XapaKTepH-
30Bajach HapacTaIeil MBIIIICIHON CI1ab0CThIO M aTPO-
¢ueil, TpenMyIMIECTBEHHO B TIPOKCUMAIBLHBIX OTHEIax
KOHEUYHOCTEH, ¥ MOCTEeIIeHHBIM (hOpMUPOBaHIEM KOHTPAK-
Typ M3-3a OrpaHWYCHMS ITOABIDKHOCTY B CycTaBax. Y 7 Ta-
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HepBHo-Mblweunbie O JIE3HH

LIMEHTOB OTMeueHa Aedopmalius MO3BOHOYHUKA, YTO
B OOJIBLIMHCTBE CJy4aeB TPEOOBAIO XUPYPTUYECKOU
KOppeKUUU cKoano3a. [Ipu ectecTBEHHOM TeueHUHU 3a00-
JIEBAHUE OCJIOXKHSIIOCH CTA0OCTHIO ABIXATEIBHOM MYCKY-
JIaTyphl, BEHTWISIHUOHHOW HEAOCTATOYHOCTBIO, OyIb0ap-
HBIMU HapYIIEHUSIMU.

B cooTBeTCTBMY C KITMHUYECKVMY PEKOMEHIAIVSIMU TV -
arHo3 CMA Bo Bcex CITydJasix IIOATBEPKIEH METOIOM MOJIEKY-
JITPHO-TEHETUIECKOTO UCCIICIOBAHMS MyTalluii B reHe SMN 1,
C BbISIBJIEHHMEM JIEJIELIMU 7-TO 1 8-TO 5K30HOB [6].

M3 29 mammenToB 8 (CMA 2-ro Thna — 3 malyeHTa,
CMA 3-ro Tuma — 5; cpegHUil CpoK OT neOroTa 0OoJIe3HI
IO Havaj1a Teparnmu — 23,5 roaa) IoIyJaroT aTOreHeTUIECKYIO
Teparnwuio MpernapaToM HycuHepceH. BBUY BbIpaXKeHHBIX Jie-
(hopmarmii v orepaliOHHOTO BMEIIATEILCTBA HA TIO3BOHOY-
HUK 7 TaleHTaM 13 8§ Ha HAaYaJIbHOM 3Tare Mperapar BBO-
JIAJICSI UHTPATEKATbHO TIPU CTAHOAPTHOM JIIOMOATEHOM
JTOCTYTIE TIOJ, KOHTPOJIEM MYJIBTUCPE30BOTO KOMITHIOTEPHOTO
tomorpaca Aquilion 64 (Toshiba, SInoHust).

st oueHkn 3(hGHeKTUBHOCTY TEPANUU UCTIONb30Ba-
nmch PactmpeHHas mkana oleHKA MOTOPHBIX (hyHKITUH
6ompHUIEI XammepemuT (Hammersmith Functional Motor
Scale Expanded, HFMSE) [25] u ITepecMOTpeHHBIIT MO-
JTyJTh OLIEHKW MOTOPHOM (DYHKITMY BEPXHUX KOHEYHOCTEN
(Revised Upper Limb Module, RULM) [26]. OueHKy mpo-
BOAWJIM B THU BBENIEHUSI TIperapara.

Tect 6-MUHYTHOIM XOABObI HE BOILIEIT B OLIEHKY, IIOCKOJIb-
Ky 7 13 8§ BKITIOUEHHBIX B UCCIISIOBAHNE TIALIMEHTOB YTPATIIIN
CITOCOOHOCTB CAMOCTOSITEJTbHOM XOmBp0bI. CpemHee KOImde-
CTBO MHBEKIINIA TI0 COCTOSTHIIO Ha MapT 2023 . — 7,25.

B cBs131 € reTepOoreHHOCTHIO HAOMIOAABIIMXCS TAllUEH-
TOB IO BO3pPAcTy Ae0I0Ta U MPOIOJDKUTEIBHOCTU OOJIE3HU

Dhpexmusnocms mepanuu HycuHepceHOM

Efficacy of nusinersen therapy

Patient Age,
years
1 22

Type of spinal

muscular atrophy
e 3
11 35 Kerickuit 3
11 37 Kenckuii 2
v 24 Kenckuid 3
v 42 Myxckoit 2
7 | s
VI 36 Myxckoit 3
VI 39 Myxckoit 3

K MOMEHTY Havajia Teparvy HyCHHEPCEHOM, [UTUTETbHOCTH
TIpYMEHEHNS TIperapaTa olieHKa 3(h(MeKTUBHOCTH ITPOBOIM-
JIach B BUJIE aHAJIN3a KIIMHUYECKUX HAOTIONEHUT.

Pesynbrathbl

ITpenapaTt HycuHepceH Ha3Havalcs B PecryOnvkaH-
CKOM MEINKO-TEHETUIECKOM IIEHTpPE, 10 COTJIaCOBAHUIO
C TJIaBHBIM BHEIITATHBIM CTHENUAINCTOM-HEBPOJIOTOM.
BBenenue npenapara oCylieCTBISIIOCH B YCJIOBUSIX OT/IE-
JieHus: HeBposiorun PecnyOnnKaHCKOW KIIMHUYECKOU
oonpHuilel M. [.T. KyBatoBa (. Ya).

Hycunepcen 0bi1 HazHaueH 8 mammeHntam. [lepBoe
BBeleHUe ocymiecTBiaeHo B Mapte 2021 . [To cocTostHUIO
Ha MapT 2023 r. obliliee YKcI0 BBeAeHUI cocTaBuio 61
(ot 1 mo 8 BBemeHwmii Ha | TTareHTAa).

BBenenve mpoBoaMIOCH MO KOHTPOJIEM MYJIBTUCDE-
30BOr0 KOMITbIOTEpHOro Tomorpagda Aquilion 64 (Toshiba,
SAnonwst). OcnoxxHeHWs BBEACHMS Tiperapara Habmoaaich
y 2 TAlMeHTOB U BBIPAXAINCH B BUIE TIOCTIYHKIIMOHHOMN
TOJIOBHOM 00J1, TIpX 2-M BBEICHUHN Y | ITarimeHTa Ha0JIro-
Jaiach JUKBOPEsi, MOTpeOOBaBIIIAs YITMBAHUS MTOCTITYHK-
LIMOHHOM paHbl. B nagbHe1eM MNOCTIYHKIMOHHBIX OCTI0XK-
HEHWI yaaioch u3dexarb 6aronapst MCIOJIb30BaHMIO UTJIbI
22G ¢ MEHBIINM KaTuOpOM.

VY 1 nalieHTKH BO BpeMsl MpeObIBaHUS B CTallMOHApe
ObLTa BBISIBIEHA HOBAasi KOPOHAaBUPYCHass WHGMEKIUS
COVID-19, u 2-e BBeieHMe TIpeniapaTa HyCUHEPCEeH ObLIO
OTJIOXKEHO Ha 5 THeM.

O1eHKa MOTOPHOTO cTaTyca y ImanueHToB co CMA 5q
Ha (oHe JIeUeHUs 1MoKa3aja CTaOMIN3aINI0 COCTOSTHUS,
YBEJIMUEHNE MBIIIIEYHOW CUJTBI, YBETUUEHUE 00beMa IBU-
KEHU B BEpXHUX KOHEYHOCTAX (CM. TaOIHILY).

o Number Dynamicsat the time

o nl::ll(?::)l rdsz::taal - of injections of the last introduction
HEMSE — 5 6 HEMSE — 7
RULM - 10 RULM - 20
HFMSE — 6 6 HEMSE — 10
RULM —29 RULM — 36
HFEMSE — 4 5 HEMSE — 8
RULM - 14 RULM — 19
HEMSE — 8 5 HEMSE — 16
RULM - 36 RULM - 37
HEMSE —2 4 HFMSE -3

RULM —4 RULM -7
HEMSE -2 4 HFMSE — 4

RULM -5 RULM - 10
HFEMSE — 6 8 HEMSE — 8
RULM — 11 RULM - 15
HFEMSE — 54 2 HFMSE — 56
RULM - 37 RULM - 37

Ilpumeuanue. HFMSE — Pacwupennas wkana oyeHku MomopHuix @yrkyuii 6oasHuybt Xammepcmum; RULM — [lepecmompennuiii

MOOYAb OUEHKU MOMOPHOU DYHKUUU 8EPXHUX KOHEHHOCMEI].

Note. HFMSE — Hammersmith Functional Motor Scale Expanded; RULM — Revised Upper Limb Module.
|
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Bo3spacranue meauansl o mkane HFMSE cocrasuio
+2 o6amna (7,5; nmpu ucxogHo#t 5,5 6anna), a mo mKane
RULM — +4,5 6amna (17; mpu ucxomHoii 12,5 6ayra).

KimHmdecku 310 BRIPaKajaoch B YBETMICHUN MbIIIICY -
HOM CHJIBI, IIOBBIIICHUY TTIOBCETHEBHOM aKTUBHOCTH, TaK-
K€ MOXHO OTMETHUTh YMEHBIIeHUE OyIbOapHBIX, AbIXa-
TEJIbHBIX 1 BeTreTaTUBHBIX HapymeHuii. CyObeKTUBHO BCe
MMAIlMeHTHI OTMETUIIN YBEJIMUYCHUE TOJEPAHTHOCTH K Ha-
Ipy3KaM, CHIDKCHUE YTOMIISIEMOCTH, a TAKKE YIIydIlIeHUE
¢oHa HacTpoeHU.

06cyxpeHue

O1bIT IpUMEHEHMS TIpeliapaTta HycuHepceH B Pecrny-
o6nuke bamkoprocraH moxkasan ero 3(p¢gpeKTUBHOCTb IPHU
Ha3HAYCHUH NalueHTaM ctapiie 18 jreT. DHmomoM0anbHOe
BBC/ACHME HE BbI3bIBACT 3aTPYJHEHUIA B CJIyyae UCIOJIb30-
BaHUS METOIIOB JIYI€BOI1 TMaTHOCTUKM.

Pe3ynbraTsl nccieoBaHMI IIPEIIapaToB MaTOTCHETH -
YeCKOM Tepamum y B3pocibIX manmeHToB co CMA 5q
B 1LIEJIOM COTJIaCOBaHHI.

Hccnenopanue B [epMaHny B3pOCTBIX ITAIIIEHTOB CO
CMA, B KOTOpO€E OBLIN BKITIOUEHBI pe3yJIbTaThl HA0II0e -
Hus U3 10 HEPBHO-MBIIIIEUHBIX LIEHTPOB, TTPOAEMOHCTPU -
poBaJIo MOBHIIIEHUEe TokKa3aTend 1o mkaie HFMSE
10 CpaBHEHMIO C UCXOMHBIM pe3yJETaToM Ha 1,73 Gania
yepes 6 Mec, Ha 2,58 6ana yepes 10 Mmec u Ha 3,12 Gauta
yepe3 14 mec [13].

B xnmuanuyeckom uccnenoBanuu L. Maggi u coaBrT. cpe-
1m 116 mammenTos, 103 u3 koropbix nmesn CMA 3-1o tu-
ma u 13 — CMA 2-ro tuna, no mkaie HFMSE otmeueno
3HAYMTEIbHOE YITydlneHue y nanmeHToB ¢ CMA 3-1o Tuma,
0COOEHHO B ITyHKTaX «CIIOCOOHOCTD TTEPEBEPHYTHCS C XKH-
BOTa Ha CITMHY Yepe3 MpaBblii 00K», «CITOCOOHOCTH JIeUb
W3 TTOJIOKEHMS CUIIST» , «CITOCOOHOCTD CECTh U3 ITOJIOXKEHMS
nexa». ITo mkane RULM y maumenToB co CMA 3-ro -
ITa 3HAYUTEIIFHOE YIYIIIeHNE OTMEYSHO B ITYHKTAX «B ITJIa-
HE BXOIHOT'O TECTUPOBAHUSI» U «ITOSHSTHUSI 00ENX PYK Hall
rosioBoi». A 'y marmeHToB co0 CMA 2-10 THIIa TOCTOBEPHBIX
pasnumuuit He Habmoxanocs [14].

B npyroe ncciaenoBanue 0610 BKIIIOUECHO 22 IMaIlieH-
Ta, 10 M3 KOTOPHIX ITOJydYaln JedeHe HYCUHEPCEHOM
B TeueHue 6—24 mec (B cpeaHeM 12 Mec), 3 U3 HUX IIOTpe-
06oBajach KOCTHAS JIAMUHAKTOMUS IUTST MHTPATEKATbHOTO
IocTyma. Y 1 mammeHTa mocJie mpoleayphl pa3BIIIOCh He-
JiepXkaHue MOYH. B rpyrie naryeHToB, MoTyJaBIInX JJeIeHUE
HYCHMHEPCCHOM, B CpeIHEM BeJIMUHA M3MEHEHMIA COCTaBIIIA
2,5 % uepe3 12 mec u 3,9 % uepes 24 mec. CocTosiHue 6Ob-
IIHCTBA HEJICYCHBIX TTAllIEHTOB OCTaBaJIOCh CTAOMIIBHBIM;
y 3 HECKOJIBKO YXyIIIIoCh. [1SITh marmeHTOB, IOy YaBIIIX
Teparuio, CyObeKTUMBHO OTMETUIN yiydiieHue. [To6ouHbIe
3(hheKTHI SHIOMIOMOATEHOTO BBEACHS BKITIOYAIN TOJIOBHYIO
00J1b TTOCTIe TIOMOATEHOM TTYHKIIMH Y 5 TIAIIMEHTOB, 2 U3 KO-
TOPBIX HYKIAIMCh B XUPYPIMUESCKOM YITMBAHUH ITOCTITYHK-
LIMOHHOTO MeCTa BBENICHNS BBULY JIMKBOpPEH, ay 1 marueHTa
pa3BIIICS OaKTEePUATbHBIN MEHUHIHT, KOTOPHII B CBOIO OUe-
penb IToTpedoBall CTAllMOHAPHOTO JieueHUs. Tpy manueHTa

MpeKpaTuv jiedyeHne yepe3 12—24 Mec mM3-3a OTCYTCTBUS
VIIy4IIeHUs], pSIUINBUPYIOIICH ITHEBMOHUY MJIN IPOTe-
uHypun [27].

B uccnenoBanum B. Stolte n coaBt. (2021) 6bL1H TIPO-
aHAIM3WPOBAHKI JJabOpaTOpHBIC MaHHBIE 50 B3pOCIIBIX Ma-
eHToB co CMA 2-10 1 3-T0 THMA, TTOJYYUBIINX B CyMME
404 nHBEKIN HYCMHEpPceHa. B CTMHHOMO3roBOI XKMIKOCTH
(CMIK) cpemHee KOMMIECTBO JICHKOIIMTOB M KOHIICHTPAIIVS
JIaKTaTa OCTaBAJINCh CTAOMIBHBIMU C TEUCHUEM BPEMEHMU.
YpoBens obmiero 6enka CM2K moBwicwiIcs Ha 2,9 Mr/mr
(mo 29 mr/71). B cpenHeM KommiecTBe TPOMOOIIMTOB HUKAKUX
W3MEHEHUI IIpU Tepanuy He Habonanock. Toabko y 1 ma-
IMeHTa HaOJTF0MAIach CIIOPagMIecKast JJeTKast TPOMOOITUTO-
neHns1. [TokazaTenu KoaryJsiuuy ¥ MapKephbl BOCITAJICHUS
ObUM cTaOMIBHBIMU. CpemHUI YPOBEHb KpeaTMHMHA CHU-
swicst Ha 0,09 mr/m (mo 0,9 mr/im). AHanm3 cpemHuX ypoBHE
TEYEHOYHBIX (PepMEHTOB HE BBISIBIII CYIIICCTBEHHBIX M3Me-
HEHWIA BO BpeMs JiedeHus [12].

HccnenoBanne G. Milella u coasrt. (2021) mmokasao,
yro yay4ireHus B tectax HFMSE, RULM u 6-MuHyTHOMI
XOIbOBI HAOTIOAAINCH TOJIBKO ITOCJIe HATPY309HOM O3B
HycuHepceHa. [Tpu cpaBHeHnu manmeHToB co CMA 1 T1a-
LIMEHTOB KOHTpOIbHOM rpyniiel B CM2K He ObII0 00Hapy-
JKEHO CYIIECTBEHHBIX Pa3IMUMii B pyTUHHBIX ITapaMeTpax
W MapKepax HelpoJereHepalui. YPOBeHb KpeaTUHUHA
B CBIBOPOTKE KpOBH y TarieHToB co CMA OBUT 3HAYNTEITh-
HO HITKe, YeM Y TTAIIMEHTOB KOHTPOJIBHOI TpyIImsl. CooT-
HomreHue aas0ymMmuH CM2K/aTs0yMIH CBIBOPOTKY 3HAYM -
TEJILHO YBEJIMYMBAJIOCH IO CPAaBHEHMIO C MCXOIHBIM
YPOBHEM 110 KaXXIIOW BPeMEHHOI TOYKH, 0€3 KaKOTO-TT100
JIaTbHEHUIETO YBeIMUICHUS TTOCTIE TTOIIEePKUBAIOIINX 103,
ITpu3HaKM CMHTE3a OJIUTOKIIOHATBHOTO MMMYHOTJIOOYIIH -
Ha OBUTH OOHAPYKEHH! Y S MAIlMeHTOB 10 CPaBHEHUIO C MC-
XOmHBIM ypoBHeM. Elie y 3 malmeHToB IpU3HAKK CHHTE3a
OJINTOKJIOHAJIEHOTO TIOSIBIJIKCH TTOCIC HATPY30YHOM TO3HI; Y
1 naupmeHTa 6bUTM OOHAPYKEHBI MHTPATEKATbHBIE OJTUTOKIIO-
HaJTbHBIE TI0JIOCHI B IIEPHOI OT MICXOIHOTO YPOBHS 10 4 IO~
JEPKUBAIOIINX 103. YPOBEHb MapKePOB HeMpoIeTeHepaIlin
He M3MEHWICS 3a BpeMsT HaOTIOMeHNS Y He KOPPEIPOBaT
C IBUTATEIPHBIMM TTOKa3aTeIIMA B Havajie MCCICIOBAHUS
¥ B Ka&XIbIi1 MOMEHT BpeMEHU. YPOBHU KpeaTMHIHA B ChHI-
BOPOTKE 3HAYMMO KOPPEIMPOBAIM C IIOKA3aTeISIMU
no HFMSE n RULM B kaxaplit MOMEHT BpeMeHH [28].

G. Coratti 1 COaBT. IO pe3yJbTaTaM MPOBEIACHHOTO
MeTaaHaIr3a OOHAPYXWIIN TTOJIOKUTEIbHBIC N3MEHCHMUS
B OTBET Ha TepaITMIO HYCMHEPCEHOM HE3aBUCHMO OT THIIA
CMA, Bo3pacTa namyeHTa Wi (GyHKIMOHAJIBHBIX ITOKa-
3aresieil. boiee GaronpusTHBIC pe3yIbTaThl HAOTIOOATNCH
y MoJIoabIX MaeHToB co CMA 2-ro u 3-ro tumna [10].

ITo maHHBIM, KOTOPBIMU MBI pacIiojlaraeM CETOIHSI,
MaTOTeHeTIECKYIO TepaIiio HyciHepceHoM B Poccuiickoit
Ddenepanyy MoaydaroT 78 TMalMeHToB cTapiie 18 j1eT, omHa-
KO MICCIICIOBAaHMH, OIMMCHIBAIOIINX 3(P(EKTUBHOCTD TePaITin
HYCHMHEPCEHOM Yy B3pOCIIBIX, He IpeacTaBieHo. OrpaHuye-
HUSI MOTYT OBITH CBSI3aHBI C TeM, UTO IIperapaTr BHECEH
B [lepeyeHb XKM3HEHHO HEOOXOMMMBIX M BaKHEMIIMX
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JIEKAPCTBEHHBIX MPENapaToB WIS MEAULIMHCKOTO IPUMeE-
HeHus ToibKo B 2021 1. [23].

BbiBoabI

Takum oOpa3oM, IprUMEHEHME TIpenapaTa HyCMHEPCeH
y B3pocJiblx mauneHToB co CMA 5q B psize ciydaeB obec-
IMeYnBaeT KIIMHNIYECKOE YIIyYIleHHE.

HpI/IMeHeHI/Ie IMATOTCHETUYCCKOI'O JICHECHMA Y B3POCJIbIX

INAaIIMCHTOB OKAa3bIBA€T CYIICCTBEHHOC BJIMAHUE HA €CTC-

CTBEHHOE TeUCHME ayTOCOMHO-perneccuBHOit CMA c¢ paz-
HBIM BO3pacToM MaHHUpecTallny 00JIe3HN.

TOM 13

Hannmune «otBera B OCJI0OM» OIIPEACIIACTCA KaK KIM-

HHUYECKU 3HAUUMOE U3MeHeHe 1 olleHBaeMOoro nokasa-
TeJIsl IBUTATEIbHBIX (DYHKIIMIA.
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