OeuratenbHas pyHKuus y naumeHtoB co CMA Il m lll TMna, nony4yaBLUMX HYCUHEPCEH:

KpPUTUYECKUIi 0630p U MeTaaHanu3

OueHka OueHKKn OueHKmn Mcxopbl CO CTOPOHDI
( KOHEYHbIX TOYeK @ ( no wkane HFMSE @ ( no wkasne RULM b OBuraTenbHon d)yHKLll/II/I@

BbiBoabl Cnuncok
aBTOpa @ ( COKpaLLeHuUi @

MeToponorus

MNpw noncke B COOTBETCTBMU C PEKOMEHAALMNSMMU
PRISMA B oHnaitH-6a3ax gaHHbIx (PubMed,
Medline, Web of Science, CINAHL, PsycINFO u
EMBASE) 1 npy py4HOM pacCMOTPEHUM CMIUCKOB
NUTepaTypbl BK/TFOYEHHbIX CTaTen 6bl HaUAEHbI
peLieH3npyemMble CTaTby O JlIeYeHUU HYCUHEPCEHOM
apuratenbHon GyHKLmM npyu CMA

Mpouecc noucka n oT6opa cTaTei

Mownck
NpoBOAMICS
no siHBapb 2021 .

~
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+ BbisaBneHo 14 627 ctaTtemn, U3 KOTOPbIX CKPUHUHT npoLuin 9276 ctaten
* 55 NOMHOTEKCTOBbIX CTaTen 6bIIN OLEHEHbI Ha MPeAMET COOTBETCTBUS KpUTEpMsAM 0T60pa, 30 N3 HUX BbIIN BKITHOYEHbI B @aHaNN3, B TOM Yncne

cnepyoLme KoropTbl:
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CO cny4varHbIiMK addekTamm
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OeuratenbHas pyHKuus y naumeHtoB co CMA Il m lll TMna, nony4yaBLUMX HYCUHEPCEH:
KpUTU4YECKU 0630p U MeTaaHanus

OueHKa OueHKkun OueHKkun Mcxopbl CO CTOPOHDI BbiBoapbl Cnimcok
( Metoponorua @ ( no wkane HFMSE @ ( no wkasne RULM O ABurartenibHom d)yHKLu/lm{rj aBTopa b CoKpaLLleHuUn b

OueHKa KOHEYHbIX TOYeK

LLIkana oueHkun KonunyectBo cTaTten, B KOTOPbIX coobu,anocb

KonuyecTBo cTaTei, B KOTOPbIX COO6LLLAN0Ch

,EI,BVIFaTeﬂbHOVI 06 ncxogax naumeHToB, He NnoJjiydaBLUNUX
06 ncxopax NaumMeHToB, NOyYaBLUUX NeYeHne

dDyHKLMN ne4yeHuve

HFMSE 13 5

RULM 13 |[:C 5 |z

T6MX 8 |:iZ 1 a2
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OeuratenbHas pyHKuus y naumeHtoB co CMA Il m lll TMna, nony4yaBLUMX HYCUHEPCEH:
KPUTUYECKUIA 0630p U MeTaaHanus

OueHka
[ Metoponorus @ [ KOHEYHbIX TOYeK @

CuctemaTuuyeckuii 063op nutepaTtypbl: cpegHee (SD) nuameHeHue oueHku no wkane HFMSE

OLLeHKH & OueHKun IS Mcxoppbl CO CTOPOHBI & BbiBoapb! & Cnmcok &
no wkane HFMSE no wkane RULM ABUraTesibHoM GyHKLMK aBTopa COKpaLL,eHUi

B3pocnbie nauueHTbl Odetn
MepBblit aBTOP lop PesynbraTtbl N Bospacr, net WcxonHo MepBbiit aBTOP lon Pesynbrathbl N BospacT, net WcxopHo
I'Ionyuanu ne4yeHuve I'Ionyuanvl ne4yeHuwe
Jochmann 2020 3 34,3 (22-50) 0,7 (0-2) Mendonga 2021 - 14 10,6 (+10,3)* [laHHble oTCyTCTBYIOT
Maggi 2020 - 9 24,0 (19-41)* 0,0 (0-9)* Mendonga 2021 — = 14 10,6 (+10,3)* [NanHbie oTcyTCTBYIOT
Hagenacker 2020 -1 30 37,0 (16-65)** 22,9 (+21,7)** Szabo 2020 16 4,5 (+3,3)* 21,2 (+6,5)
Maggi 2020 5 24,0 (19-41)** 0,0 (0-9)* Coratti 2021 77 7,5(2-17) 10,3 (0-39)
Duong 2021 11 33,7 (17-66)** 79,0 (0-60)** Mendonga 2021 L 4 16 10,6 (+10,3)* [lakHble oTcyTCTBYIOT
Hagenacker 2020 e 20 33,0 (16-59)** 24,6 (+21,8)** Mendonga 2021 < 16 10,6 (+10,3)* [NaHHbie oTcyTCTBYIOT
Maggi 2020 75 Hanhble otoyTCTayioT Rasssie oteyrerayior Pera 2021 59 9,5(2,5-17,9) 43,22 (6-66)
Crnoco6Hble XoanTb 40 33,0 (18-68)* 50,5 (17-64)* Croco6Hble XoanTb 41 9,0(2,5-17,5) 52,9 (37-66)
HecnocobHble XxoauTb > 35 40,0 (18-72)* 9,0 (0-40)* HecnocobHble XxoauTb 18 10,8 (2,5-17,9) 21,2 (6-32)
Hagenacker 2020 60 37,0 (16-65)** 22,9 (+21,7)** Szabo 2020 A g 15 10,9 (+5,2) [laHHble oTCyTCTBYIOT
Crnoco6Hble XoAnTb 35 [Nlatikble oTcyTeTaylOT NakHble otcyTCTBYIOT Mendonga 2021 = ; 1 30 10,6 (+10,3) 254 (+17,2)
Walter 2019 o 12 35,1 (18-59)* 35,2 (0-64)* Mendonga 2021 o 3 30 10,6 (+10,3) 25,4 (+17,2)
Kessler 2020 9 37,5 (18-50)* 26,8 (6-56) 54591012545 698 00 mBE
Jochmann 2020 3 44,3 (20-68) 31,7 (6-60) He nonyyanu neyenus
Maggi 2020 46 Lanhbie oteyTeTayior [arble orcyTcrayior Mendonga 2021 20 10,2 (+5,6)* [ahbie otcyTerayioT
Cnoco6Hble XOAUTb — 27 33,0 (18-68)* 50,5 (17-64)* Mendonga 2021 20 10,2 (+5,6)* [NakHbie oTcyTeTByIOT
Hecnoco6Hble xoanTb ) 19 40,0 (18-72)* 9,0 (0-40)* Coratti 2020 589 7,83 (2,4-17,5) 12,55 (9-41)
Pera 2021 Ho— 45 38,2 (20-68) 30,1 (0-61) Coratti 2020 —)—-J:-——— 283 747 (2,4-17.6) 13,1 (0-36)
Cnoco6Hble X0AUTb 19 35,8 (20-68) 46,9 (23-61) Mendonga 2021 L 17 10,2 (+5,6)* [Hansbie oteyTeTayior
Hecnoco6Hble xoanTb ) 26 40,0 (20-58) 17,8 (0-43) Mendonca 2021 || 0 17 10,2 (+5,6)* [lakHbie oTCyTCTBYIOT
Hagenacker 2020 37 33,0 (16-59)** 24,6 (+21,8)** Coratti 2020 317 9,4 (2,5-17,9) 48,2 (4-66)
Crnoco6Hble XoanTb 23 [LlanHbie oTcyTcTByloT [Lannble otcyTeTayioT Crnoco6Hble XoanTb 253 8,9 (2,5-17,9) 52,9 (30-66)
Duong 2021 20 33,7 (17-66)** 19,0 (0-60)** Hecnoco6Hble xoanTb 64 11,6 (3,0-16,9) 29,4 (4-57)
Yeo 2020 o 6 29,9 (24-56) 35,0 (21-53) Mendonga 2021 » i 37 10,2 (+5,6) 24,9 (+18,0)
Mendonga 2021 4 33,0 (26-42) 16,8 (3-44) Mendonga 2021 || 3 3 37 10,2 (+5,6) 24,9 (+18,0)
Osmanovic 2020 —e— | 3 24 37,9 (19-64) 23,2 (0-64)
De Wel 2020 . | 16 33,5 (22-66) 27,3 (+19,8)

5432101234567 8910111213141516
He nonyyanu neyeHusa
Coratti 2020 Hanhbie otcyTcTayioT Matbie orcyTeTayioT KBagpat — CMA Il Tuna; kpy>kok — CMA Il Tuna; pom6 — xofauune naumeHTbl co CMA Il Tuna;
Wingaarde 2020 ™ 17 202 (1439 321 (0-24) TPeyrosibHUK — HEeCNoCo6HbIe XoANTb NaumeHTbl co CMA Il Tuna; cumMBon — cmellaHHbie de-
2a - 68 13,4 (5-21) [lanHble otcyTeTBYIOT
2 i 50 15,0 (7-25) FR— HOTUMbI; cepbiit — ~10 Mec. ¢ Ha-Yana NpPMMEHeHUs Npenapara; CUHUi — ~12 Mec. ¢ Havyana
3a - 63 252 (6-47) Bannsie orcyrcrayior NpUMeHeHus npenapaTa; 6enbii — ~24 mMec. nocne UHAY3UK; CBETIO-KpacHasi 3anvMBka —
B M 40 428 (26-48) Hanwe oroyrereyor CMA Il Tuna; 6enas 3anueka — CMA Il Tuna; nonocaTas 3anMBka — CMe-LuaHHble GeHOTH-
Coratti 2020 49 24,0 (20-29) 30,4 (6-62)
HecnocoGHble xomnTo Y] 242 (20-28) 17,9 (6-33) MNbl; KYPCUB — MeJMaHa; KYpCMBOM He Bblfle/IeHO — cpefiHee 3HayeHue. *CpefiHee/MeanaHa
Cnoco6Hble XOAUTL | ‘ 18 23,7 (20-29) 51,94 (38-62) B MCXOLHOM NONysiLuK, He UCKoYast BblObIBLUKMX Yepes 10, 14 unu 24 mecsiLa HabnoaeHus.
Wadman 2018 A 3 | 180 B e " Rlauwie otcyreTeyior **CpefHee/MeMaHa B UCXOLHOI NONyAALMM nauueHTos co CMA Il v Il Tuna BMecTe B3ATbIX.
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OeuratenbHas pyHKuus y naumeHtoB co CMA Il m lll TMna, nony4yaBLUMX HYCUHEPCEH:
KPUTUYECKUIA 0630p U MeTaaHanus

OueHka OueHKun
[ Metoponorus @ [ KOHEYHbIX TOYEK @ [ no wkane HFMSE @

CuctemaTuuyeckuii 063op nutepaTypbl: cpegHee (SD) uameHeHue oueHKu no wkane RULM

OLeHKHn & Mcxoppbl CO CTOPOHBI & BbiBoapb! & Cnmcok &
no wkane RULM ABUraTesibHoM GyHKLMK aBTopa COKpaLL,eHUi

B3pocnbie nauueHTbl Odetn
MepBblit aBTOP lop Pesynbrathbl N BospacT, net WcxopHo MepBbiit aBTOP lon Pesynbrathbl N BospacT, net WcxopHo
Monyyanu neyenune Monyyanu neyenune
Jochmann 2020 3 34,3 (22-50) 4,0 (3-5) Coratti 2021 ‘ 73 77 (3-17) 13,7 (7,26)
Maggi 2020 - 9 24,0 (19-41)* 2,5 (0-22)* Szabo 2020 ‘ T ‘ ‘ ‘ 16 4,5 (+3.3)* Paswsie oTeyreTayior
Hagenacker 2020 T 30 37,0 (16-65)* 23,0 (+12,80)** Pera 2021 To— 45 9,5(3-17) 31,8 (20-37)
Maggi 2020 --— 5 24,0 (19-41)* 2,5 (0-22)* Crnoco6Hble XOAUTb 31 9,0 (3-17) 33,8 (23-37)
Duong 2021 - 16 33,7 (17-66)* 18,2 (0-37)* Hecrnoco6Hble xoanTb 1 10,81 (3-17) 26,9 (20-37)
Hagenacker 2020 -a— 20 33,0 (16-59)** 23,8 (+12,16)**
432101254567 8 00T WS

Veerapandayan 2020 3 16,5 (16-17) 11,0 (11-11) He nonyuanu neyenus
Jochmann 2020 3 44,3 (20-68) 23,0 (15-37) Pera 2019 } ‘ ‘ ‘ ‘ ‘ 51 9,5(3-18) 15,4 (+6,6)
Maggi 2020 71 [DakHbie oTcyTCTBYIOT [DakHbie otcyTeTByIOT Pera 2019 41 9,0 (3-15) 31,9 (+5,0)
Croco6Hble XOAUTb 38 33,0 (18-68)* 37,0 (25-37)* Cnoco6Hble XOAUTb 25 8,0 (3-14) 33,7 (+3,7)
Hecnoco6Hble xoauTb 33 40,0 (18-72)* 20,0 (0-34)* Hecnoco6Hble xoanTb e 16 10,5 (6-14) 29,19 (+4,34)
Hagenacker 2020 58 37,0 (16-65)** 23,0 (+12,80)**
Maggi 2020 —o— 44 Rasmsie oteyrerayior Maswsie oTeyTcTayioT
CnocoGHble XoanTb - 25 33,0 (18-68)* 37,0 (25-37)*
Hecnoco6Hble xoauTb - 19 40,0 (18-72)* 20,0 (0-34)*
Veerapandayan 2020 - 4 34,5 (14-52)** 17,5 (10-35)
Duong 2021 + 23 337 (17-66)* 18,2 (0-37)%*
Hagenacker 2020 o 38 33,0 (16-59)** 23,8 (+12,16)**
Walter 2019 C 16 35,1 (18-59)* 32,3 (11-37)*
De Wel 2020 > 16 37,5 (22-66) 27,1 (+8,10)
Pera 2021 + 55 38,2 (20-68) 27,1 (1-37)
Croco6Hble XOAUTb — 21 35,8 (20-68) 34,0 (23-37)
Hecnoco6Hble xoanTb —_— 34 40,0 (20-58) 22,7 (1-37)
- P ) . 299 0ic0) pyepsmp— Kagpat — CMA Il Tuna; kpy>xok — CMA Il Tuna; poM6 — cnoco6bHble XOAWUTb MaLMEHTbI
FER—— 2020 L o 379 (19-62) 200 (0-37) co CMA Il TMna; TpeyronbHMK — HecrnocobHble XoAanUTb nauuneHTbl co CMA Ill Tuna; cum-
Konersman 201 : 7 220 (1171 PO BOJ1 — CMeLlaHHble heHOTUMbI; ce-pblii — ~10 Mec. Cc Hayana NpMMeHeHUs npenapara; cu-

HUA — ~12 Mec. ¢ Hayana NpuMMeHeHus npenapa-Ta; 6enbin — ~24 Mec. nocne UHby3uw;
He nonyuany nevenus ey mmm———"—" cBeTno-KpacHas 3anmeka — CMA |l Tuna; 6enast 3anueBka — CMA Il Tuna; nonocaras 3a-
Pera 2019 ‘ ‘ - ‘ ‘ ‘ ‘ 9 20,8 (15-35) 11,8 (0-22) NMBKa — CMelLUaHHble GEHOTUMbI; KYPCUB — Me[MaHa; KYpCUBOM HE BblJleNIeHO — cpefHee
Pera 2019 n 13 354 (20-49) 29,8 (10-37) 3HaueHue. *CpefHee/MelMaHa B UCXOLHOW NOMYNSILMK, HE UCKITHOYas BblObIBLUMX Yepe3 10,
CnocoGHble xoauTb T 7 32,8 (20-48) 36,0 (32-37) 14 unun 24 mecAua HabnofeHus. **CpegHee/MemaHa B UCXOLHOM NONYNSLMM NaLMEHTOB CO
Hecnoco6Hble xoanTb = 6 38,4 (27-49) 22,7 (10-30) CMA Il n 11l TUNa BMecTe B3SITbIX.

CP-346021 | Centsibpn 2022
Marepuan s no WdeCKIX PaGOTHHKOB




OeuratenbHas pyHKuus y naumeHtoB co CMA Il m lll TMna, nony4yaBLUMX HYCUHEPCEH:
KPUTUYECKUIA 0630p U MeTaaHanus

OueHka OueHKun OueHKkun WUcxoabl co CTOpOHbI BbiBoAb! Cnimcok
( Metoponorus @ ( KOHEYHbIX TOYeK @ ( no wkane HFMSE @ ( no wkane RULM @ mavlrarenbuoiid‘.\ym(l.|,vm{':j aBTopa b COKpaLLeHuUi b

MUcxopabl co CTOPOHDbI ABMFaTeﬂbHOﬁ (I)YHKLI,MVI: U3MeHeHUue C Te4yeHneM BpeMeHwn?

0606LWEHHOE cpeaHee UBMEHEHNE OTHOCUTENBHO

ncxopHoro 3aHadeHus (95% ON)
KoadpuumeHT pasnuuma Mexay Bugamm
nevyenus (SE) npu MHoromepHoM MeTa-

MoKasaTens Monyyanu neyeHve He nonyvanu neyeHus PErpecCMoHHOM aHanmse
HFMSE® 1 42'237 13 -1 3;1 'O—% 67 ?O,gg
(1,4 50 3,13) (=1,33 po -0,67) p <0,0001
e & 111 -0,47 049
§ (0,53 1o 1,69) (0,79 po 1,74) p = 0,025
/% 19,80 8,29 it
2\ (6,70 po 32,89) (_1 9,10 no 2.52) p <0,008

3HaunMmblie pasnunyna Mexxay sugamMmum ie4eHna B MHOroMmepHoM MeTaperpecCMOHHOM aHanns3e BblaeneHbl XXUPHbIM LLIpVIdJTOM. a O606LIJ,éHHbIe cpefHne UsMeHeHUA No CpaBHEHUIO C UCXO4-

HbIM YPOBHEM BKJIHOYasIM laHHble Kak B3pOC/blX, Tak 1 feTel. b HeogHopoAHOCTb 6blnia 3HaUYMTeNIbHOM U BbICOKO 3HAaUYMMOM Ansl Bcex Tpéx nokasatenei: HFMSE, 12 = 90%; RULM, 12 = 81%;
T6MX, 12 = 88,6%.
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OeuratenbHas pyHKuus y naumeHtoB co CMA Il m lll TMna, nony4yaBLUMX HYCUHEPCEH:
KpUTU4YECKUin 0630p U MeTaaHanus3

OueHka OueHKun OueHkn Mcxopbl CO CTOPOHDI BbiBOAbI Cnimcok
( Metoponorus @ ( KOHEYHbIX TOYeK @ ( no wkane HFMSE @ ( no wkasne RULM O ABurartesibHom d)yHKLlVII/I{'j aBTopa b CoKpaLleHun b

BbiBOoAbI aBTOpa

C Mokasarenu HycuHepceH okasbiBaeT 6naronpuaTHoe BO34eNCTBUE
HFMSE, RULM 1 TEMX Ha gBuUraTesibHyto GYHKLUIO ¥ LUMPOKOro Kpyra naunueHToB
Yy aTIMES Y NAUHEHTOR, co CMA Il n lll Tna B TeyeHne nepuopa HabnrAEHUA
MOMyYaBLLUWX HYCUHEPCEH, prnoa A
He3aBMCUMO OT BO3pacTa AnntenbHocTbio 10—-14 Mmecaues.

nauuneHTta, Tuina CMA X
U BOBMOSKHOCTY OTHd NpoBeCTU NpsAMoOe CpaBHEHUE C UCCcrieoBaHUAMMU,

CAMOCTOSTENBHOM X0abBbI B KOTOpPbIX NpeAcTaBeHbl aHHble O nauueHTax, He
Mony4YaBLUNX NIEYEHUA, HEBO3MOXXHO, ClelyeT OTMETUTD,
AL\ YTO U3MEHEHUA ABUraTENbHON PYHKLUKN C TeYeHnem
BPEMEHU B KOropTax nawlueHToB, NoJiyyaBLLUMX ievyeHue,
m 6b1/I1 HEU3MEHHO MOJIOXUTENbHbIMU, TOrAa Kak B KOroprax
Mpumeanue NaLMeHTOB, He MoyYaBLLUMX JIEYEHUS, TE XKe NUSMEHEHUSA

B nccnepoBaHusax 6
creTeMaTUYecku blJIn HEN3MEHHO OTpUnLaTesibHbIMW.

He coo6LLanoch 0 NnpobnemMax
6e30MacHOCTU NN NUSMEHEHUSAX
AblxaTeNnbHOW QyHKLUM

CP-346021 | CensiGps 2022
Marepuan s K v ¢y JecKL paGoTHuKoB




OeuratenbHas pyHKuus y naumeHtoB co CMA Il m lll TMna, nony4yaBLUMX HYCUHEPCEH:
KpUTU4YECKU 0630p U MeTaaHanus

OueHka OueHKun OueHKkun Mcxopbl CO CTOPOHDI BbiBoAb! Cnuncok
( Metoponorus @ ( KOHEYHbIX TOYeK @ ( no wkane HFMSE @ ( no wkasne RULM b OBuraTenbHon d)yHKLlVII/I@ aBTOpa b COKpaLLLeHnH b

CnucokK cokpalu,eHun

W)
N

Coratti G., et al. Orphanet J. Rare Dis. 2021;16(1): 430.

T6MX — TecT ¢ 6-MUHYTHOM xoabbon; HFMSE — paclunpeHHas wwKana oueHku auratenbHon GyHKUMN 601bHNULbI
XammepcmuT; PRISMA — cuctema npegnoyTuTesNbHbIX 3/IEMEHTOB OTYETHOCTHU, UCMOJb3yeMbIX B CUCTEMATUYECKUX
0630pax 1 MeTaaHannaax; RULM — nepecMOTpeHHbI MOAY b OLLEHKM ABUraTeNbHON QYHKLUM BEPXHUX KOHEYHOCTEN.

CP-346021 | Centsibpn 2022
i WdeCKIX PaGOTHHKOB




	undefined_60: 


