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1. lFCHIC

PZA+n 74 vEESE (dystrophinopathy) 13, P A a7 4 YEADKRED 2\ 012 FEE R F
Bl k> THL 2% HE (Fee, Montes, & Hinton, 2019) ThhH, PAtu74 v&EHZa—F
LTWw3PAMa7 4 VBEBETOERICI>TEL S, YA M0 7 4 VBB I XREOMRISHFEL,
PA 87 4 v BEEREIGIEARIICHE RIS O AFIE T 2 XA EHS EEEEAORETH 5,
CNICEENLNERNBEBIIT 2> 2 v 2 Ry -T2t 74 —=B3bHb, Tazv
XRFGP A a7 4 =%, ETHEOEEEEL AL 2 2 EBTICL KA, Xy A —HIEZ D
SERTH 20, PIZIETF 2> 2V AMHBH P A a7 4 —TlE—ERIC RO TR o Nn 2
(Snow, Anderson, & Jakobson, 2013) 7 EFBAIEEDRE L A5 5, LaL, YRR 74
VEREREICAEL 2RAMOME L, RORNSARHBERHOXEICBE W THED L E LI N
Tk, AFEOHMIE, Bty A ba 7 4 VERERE, FRlcT 2> = v 2HHY A a7 1 —I
AU 2 BABEREDREIC O W T L, AIRZEMT 22 Th D, BB IDRITOWLTIE, I,
RAEREDME O R L2 d 273 I AL N MEZ HIFIC AN D INTwE ), Z
NHIZOVTHEDLE TBRTWL, Fh, PAMR 7 4 VEFEIR, T Il X 912 X G
REDOP A a7 4 VBIETOERICES>TEL 2, TEOHIETIE, P A M7 4 VEEREICHE
) RARSREDOMEE Z DERICH 2 BB TFOLER L OBEDPIHE DICINDODOH 570, AT
FEZDHIZOWVTHADLE TSI LTV ZEET S,

2. VAAT« VEEEDRNEEEBIGTFRE

FITBARZZEH I, DAL T7 4 VEEEDO—DOTH BT 2y = v XRHY A b a7 4 — I3 EH)
BEREDIEEICIEE & 3 PRABERRIC LIRS AL NE LI NG, ZHUT OV TE AIKRESIC K-
THE SN D, WOWBHIBEDM, VTETIXFRHLITEIZ T2 7 2 FEITHE8ICEH L 72 Fas
bIMEINTWVS, DNIC, YA M7 4 VEREIEICET 2HI8EE L O FEITHRERIE., Z2ho LE
G5 L ORBEIC O W THI R 28514 5,

2-1. IR MAT 1 EEREE MRS

AL 7 4 VEEED—DOTH BT AT 2 XY A a7 4 —TlE, I E Clc—ARERM
IDHEOHE TN TEREOND EINTER, 7TXAYAHAN - FERERHS

-319-



(American association on intellectual and developmental disabilities: AAIDD) (&, JIfvpeEsE
DIEFRITE W THINEERE DK N D A T2 { tha@In O W2 2 & LT 503, FIREEREDK T
WD W TUIEHEL S U7 HIBERR A IS & - THIE S N A IR EDSE 0270205 75% R[5 w9 H
“Zax L Tw% (The AAIDD ad hoc committee on terminology and classification, 2009),
COHZ R e K EEZ 2 BEHER 25 TRI2fETH D, IERSHMORE» 6, ZoH%Z%
T2 AN IZEE R e O 3 %5 L AEb o s, 2F0 Tadz vy XMHC A a7 4 —
BETIE, CoHEGZHEATHIEEOKTAR NS E\vw) T L ThHS, Prosser, Murphy, &
Thompson (1969) (X, 2J&»5 I8KDT ¥ = v AMHY A v a7 4 —RE24 DA% HE L
7HEH. 1Q75% T2 &5 032 ED30% (IQ70% T2 H DIk21%) ThHh-7Z L2t L T 5,

K1 TavIvIBHIZbOT o —BROHBERE

NEC AR i A T (95% f5HEIX )  1Q<70
Prosser 5 (1969) 52 2-18 WISC, WAIS. Stanford Binet (form L) 87.2 (83.2-91.1) 21%
Banihani 5 (2015) 59 4-18 WISC, WPPSI, WAIS 84.0 (79.1-89.0) 27%

Ricotti 5 (2016) 130 5-16 WISC,WPPSI,Raven’s Coloured Progressive Matrices 91.8 (87.7-95.8) 26%

WAEDWZEIZE W TH, Prosser 5 & ZIXFAKROBAEDIHER I N T w5, #il21F, Banihani,
Smile, Yoon, Dupuis, Mosleh, Snider, & McAdam (2015) %, 4i&2>518/&KD T 2> = v X
Wi Abu 7 4 —=1ENRE LZZIEICE T, [Q2370% NoEjo 7 F D0 &% 27% L@ LT
W %, % 7zRicotti, Mandy, Scoto, Pane, Deconinck, Messina, Mercuri, Skuse, & Muntoni
(2016) 1Z. £ XVA, AFZVYT, NAUF—D4ODNERTHEL 515 16D T 23 2V X
By 2 bwa 7 4 —R1304/DHEEZHE L, 344 (26%) 2°1Q70% TH% (Zd 9 B 154I1FH
EBLSiEB LUORELOENC L VREZRITOHAAETH 72 LIcks) JE2WE L, C
NODFERZHFZ2E, Tav oy XY A a7 4 —WRICE T 2 ANWEEREDOME T X, AIRED
EHSAAOTCTHRICEL 2BREZBA 25D TH S 2 L23) pvbi s, JHUBET 2 Al
MHDd 2 HEK E LT, HRICEID 2B ANER DA, FERE /) LEREE D7 & v o 7 AR DS
#Z 615, Ogasawara (1989) &, O—RW A EBREERE L. OFHE L TAEL 285 H
BEDHINEEREIC G 2 2B 2O T 5720, A—Dliad CHENET 2 EHitEf e R GEfT
HDOMBEFEED—D) T avz v XMFYo AN 7 4 —BZHKL, T 2> 2y XY 20
N7 4 —ROFBEI BRI ZEMER L D SRV EZHEMII L, UL, HiYA IR 7 4 —
VEDHINFEREAR N 23, A R LB E IS D C ZRIVEEIR TlE R \WwE T2 F 2 2 LR 25
<T®» % (Snow, Anderson, & Jakobson, 2013), JifE, Fav z v 2B A rm 7 4 —I -
DHINFERE DAL T2, TEEDEK & 2 2 BB FOLREME#ET LI EBHeNELRS>TET
WBH, ZDRIZOWTIRERT 3,

BE, Tavz YA 7 4 —HOMBICO W TR, SHEED SO LEEED b D ED
M CRREEDA SN S Z EDRIEI LTS, 196040 5 1990 FEARUH T S N WFED X 7 45 HTt
%17 7= Cotton, Voudouris, Greenwood (2001) (X, T a3y =z v XA a7 4 —1TlE,
SiEEFHIRE ORI D EEEAIRE L D DPHEFTH L EALNL L AZWME LTS, Tav v XMl
YA tu 74 —WOEEREBOMKIITOWTIE, KCBABEREDOEEZ b 2 w—7 TRHEED
HBEERE O EZ S O L O HIRICEWTHHFTH S 2 EBHEIN TS, HlZ 1L,
Mento, Tarantino, & Bisiacchi (2011) (&, #FERIETY 7~ F WL DHIRICE VT, Sk
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BRIV EZ2WME LTS, 202 L, MNERD ) & SEEOEEOEEN T 1> =
VAP A a7 4 —DJFEKREERENICHE RO WD THE I EERBL TS EEZ SN
%5, £7BT 20, COMART 2> 2y IMFH T A a7 4 —DFK L o T3 EIEFDE
HORBIZE>TEDbL L I LW ITw 5 (Hl 21X, D’Angelo, Lorusso, Civati, Comim
Magri, Del Bo, Guglieri, Molteni, Turconi, & Bresolin, 2011),

2-2. IR MOT 4 VEBIEEKRITHERERE

AR 74 v BEERORAERICET 20 0MICIE, BiZDd v oo, FETHREIC
EHLZZODDBA LN D, FEITHREEIXIEIC A7 HIEREE &l A T8 G E)° H & A 15~ DG D
FEE 25D TH Y B, Z DR IBEFNHROREICE W THAINS L) ICh>Tw 3,
HEARICAELTE 2 HIVICZ > TR 28 2 240 9 FATHRE 213, EE D BRI 2 DB
G L TCwstEZLNTwE, RENLEZTO—21, W, YIVEZ, 7y 77T—7+4
V7 (V=% AEY) ZHEREEE L T % Miyake, Friedman, Emerson, Witzki, & Howerter
(2000) @» € 7 ) T & %, Battini, Chieffo, Bulgheroni, Piccini, Pecini, Lucibello, Lenzi,
Moriconi, Pane, Astrea, Baranello, Alfieri, Vicari, Riva, Cioni, & Mercuri (2018) 1. 6J%d>
LI2ZIRDT 2> = v XMFHY A+ 7 4 —Wae R E L TCHETEROME LT, LD L)
2, Tayzy 2MHY A a7 4 =W FHEE 20D B3R 203, Mkt IZ A
fEEZ ) F 2B O TRy (WISCIVIC X 2 2 A IQ O F-{#IZ96.77 +15.01), WISC-IVD
Sanbifi, AEHEIH, 7—F X2V, WHEEDI L, o L ERENMRLDIFT—F v 7
AV CTH o7z, 7o, FATHEEEIC DV T NEPSY-IL o MR % > CTHlE L T3, C
DFETIE, YIH &80 B2 0 ZMIEASHNE S 17z, JIdICiE, ALE UM ORI L TldZzhn
Zhuiomtzir) G, mEmicidiLems) e, RANCH L TREomE2EZL5 2
E(BRERST, ThaEkas LEIE) ko oh, YDFZTENIBOMGIZK > TRED L —
NaYINEZ52E WZIEKErAtaRSIELwamt, MEE2EZ, Bakhod ) —-FHomb.
MEEEZDL) DRODSNS, WHIFRETIZ, 209 BRHICUI D B Z OBGEDIEE 1B W 2 £ 3
WEIN, Fury FroBEiE (K1) ik, 77 v=v 7 L HESR N TE 55 Hil S 17z,
COHETIE, WIIREZHEIRBICT 220D FHEZRAINCT A2 L L, —EIT—HDIRL 2
BEISEONLRVEV) V=L ZFE I ERRODLNED, TavzyIMHTA L7 4 —HD
R e LT, FROLIENV—IVERDSL I BHALNT, Battinis i3, Thozv7—F v 7A€
) BERE & IIFIRSRE DR X IC &k 2, SEZRITDZOD 757 = T ORI DB EHEH L T35,
Hinton 507 V=714, Tav 2y XA Ia 7 4 —WTlE, V—F V7 XY DI
Fin3dh 5 Z & Z 8 L T\ %, Hinton, De Vivo, Nereo, Goldstein, & Stern (2000) . 6
S 16IRD T 2> = v AMHT A b a7 4 =924 %2 /MR, WISC-T ¥ kX ' WRAML (Wide
Range Assessment of Memory and Learning) % > 7 ZBHIBEEE D HIE %17 > 72, WISC-IIL %>
S AR, AL HEE X OBEO MR ELSH W S 1, WRAML 2> 5 (X verbal learning,
visual learning, story recall X (¥ picture memory 23H\> 5 172, PVT-RIC X - THEE S 7z
SEMIQDIZSOEIFIKRE o708 (71025160), BE. story recall, PREDHMEIZ & DRFR
FIZH Il L TRWHADI A sz, £, 414D T 2> 2 v XA At u 7 4 —lENRE

S

LT, Si&MA %)L (Wepman auditory discrimination test, Boston naming test, =¥ kO
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oL bde

MR A BRIk
B1 AYRr0EREDG)

ARTIZRE > R EDHREDN 5 BRRE~RDFTHHESESH, R, G, BIIER®D
& R: . G:#. B: F) . LOGIOHAE, 2FTERREBICTHENTES.

MO SERGEEE, F—2 v F X b, WISC-U QAR . et x L (L—r v
¥~ b 7 2, K-ABCOROMAHME, WISC-I OEMWsEAE, vy Rayr - 2avy
VIRMBE A O ZEIBEREE) . EE - &E (WRAML ® verbal learning, visual learning,
picture memory, story recall, WISC-III DEIE) ., R - BERIA F 0 (WISC-IT o BRI,
FLERE, Children’s category test) %% L 7z Hinton, De Vivo, Nereo, Goldstein, & Stern
(2001) I2BWTH, G, story recall, PEREHAEDAES NI REO R WIE) LKL
THREIBEWZ EZHOIC L, TOMATIE, T2z XMEHY A a7 4 — A e X
D HFREEGEE Gik, FE, B P KBLTHRIELW I L2 LTED, 2
SET7 =X v I ARSI DS L T AREEZ R L TWwa, V—F v 7 2T KiE
LR oI oW TlE, Fee, Montes, Stewart, & Hinton (2018) 2B W T 5| EH
BRI T3, ZOFETIE, 55 17TRO04DY A rr 7 4 YRERER (Favz v X
B Atu7 4 —RASHEB LRy A—RIffY A bu7 4 —W54) 2xge LT, PlHE,
Ly FOUIDEZ, 7—F v 7 XY D KD 6 FEATHERERF I 2 ST L, SFEREE (7 v
Fav 7Y avy v (WIHI test of achievement) @ single word reading, spelling,
calculation) & DB S 7z, ZDRKIR, FEEIELIZBIBDNENE DG & DA AR
HL T ZEzHonIL TS,

2-4. IR +O7 4 VEBEDRIREL B FESR

PAba 74 VEREEZ ERO X)X PEEICH LA IR T 4 VBETOLERZEKE L
THL %, Jeafkid, MO HDOBICDNADEREL 7DD THD ., REWKT 25 v RV EOH
FHY & 7 2385 11 2 DODNAD—TH %5, DNADBEEEHRIZA v ¥ — RNA (mRNA)
ICatE—3#, mRNADTEREZ D LICY VR VEDBERIND, ¥V RVEIZT I/ BolEY
THH. mRNADTEHIZ Y v SV EZ2ER 720D T I/ BORIIEHRTH 255, DNA FO7 3/
FEELANICRIER S N A2 2 X YV EER, YA MR 7 4 VBB TIZTIOZXF Y v 2 b -5TED,
oz b LIFond g v RV EDH L, 7T E427,000 Dp427 13 FH& AL L O ETH
Mg e L CEELEHZREZL VS, Tas oy MBI A a7 4 —13, 2D Dpd27D/KIH
X350 TH23, Dpd27Dfticd, AR 7 4 VB2 b LIEoNb 0 TRBOELS T
AV 74 —h (WEEERE2DPFACEEZDOY VI H) B3b 5,

EZAHAT, PAMRT7 4 VEEBTOERENPEL DL 5T, BHP A w7 4 —HE ORI
BEDREDZED 5 2 EDVRIN TV 5, BB FIERICIETEAID DS EDH D | Feio Rz 5°
K (5 prime end)., #&Ui% 3’ K¥E (3 prime end) (MRS, ZHETOHZETIZ, 37 KU
WA DA FIEEE L WEBAIBSRE DR N IC D% 03% 2 LR E LT\ %, Ricotti, Mandy, Scoto,
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Pane, Deconinck, Messina, Mercuri, Skuse, & Muntoni (2016) X, ¥ A tw 7 4 ViEETD
XV vz, O KiroxxY 30T, Q%Y 31662 T, @XFY 6305 it
D 3ON5T, BIEF DRI L T 2007 & AIEERE & OB E#Z FIR 72, 2%, =%V
YE3E D PIICEL AR, 2P A bu 7 4 VBB TFOERETAL 3 KIS %2513 L,
HIBRAE DI NS X D S ICA U 5 2 &3 5 0 L 72 o 72, Fee, Montes, & Hinton (2019)
b F 72, Ricotti 6 EFERICY A bu 7 4 VIR T O XY 2400, 2RI &R O B
BRIz, ZORER, 37 RIHUL AL TOERIC X - TAINWBSBE DR T WEF I 72 % Z & F 7,
FAERED I BT — X v 7' X8 (BEIC X - THIE) DRSREIE T 2SEZ 1072 2 Z LSS L 7o
Too BIC, Tav v XMRHY A v 7 4 — ORISR DK T IOV T, ARk BN AR R
%o@®ﬁ$ﬁ&mftfﬁ%1%% EDS, =R LDETEHRTVENTH S I L2l
7eD3, % r%@ﬁ.&ﬁ%@@?@%ﬁ&ﬂ%&%@ﬁ?k@%@%ﬁﬁuﬂ%@ﬁh;
T%\iﬁﬁﬂfwékﬁi%o

3. JAMA7 4 EBERDERIMERE L FHIEE FDOEE

PAru7 4 VREER, A7 4 VEIEFOERICK>TY AN 7 4 VEAVBKEL
DREZAELIDT 20T, HEBEREOREELZ R E TAHEETH S, L LIFETIE, YA
074 ViEEFOREL, GEHEEICIEE S, AN L THOEEPEZ KT THOTH
B2 EMHSHERSTETVS, BABEEICOWTIX, SEEHEY—F v 7 A2 OET &EET
S L OWIR S BIR MR S T 5

T—% v 7 RAEVIE, FHICESTRERFELZ L OLIEEEETH 5 (Gathercole, & Alloway,
2008), YA w74 YEEFEWIZOWTY, Fee, Montes, Stewart, & Hinton (2018) I k>,
HIggHEEL, FEATHGRE, BT ARAL, fTERE, REOES | HafFRRND ) &, FEEF]
%ﬁ%?ﬂf%%%ﬁuv—%V¢X%v(ﬁﬂ@m%)fﬁé I N Tn5, £, K
K7 =XV 7 AE) EDRERDEDEWD -7 DIE, D LEIHOBEETH o7z, FEIGE DA
Eé\ﬁﬁﬁﬁ\%%%ﬁ#%?M§n%ib%+ TTIREBVEARLNL GG, VXX E
VHSREDIR I 32 D RITH 2 AlREMED D 2, BRI TICHE L ERZEN S, FREDICTE
o, FEOEITRNZECE 2w, EZBTTHOL L VoY —F VI RXEY - 2T —
(Gathercole, & Alloway, 2008) IZHE L, )WL RERALNEZLE, VT—F v 7 AE)Y
WCBOLRE L 72 2RSS L 70 5, o K92, SEEMEE. StV —F v 7 A8 DK
NDPALR 7 4 VEFEERORMEIN TS Z EEERET L, T TORRNIZER TR L
PTVEICHET 2, WOTHLSMTEE2AEPHEZFIET L VS TRIMNETHA), F
TP A a7 4 VEFIERTIX, V=% 7 X)L GO S Ic X 5, BUERITOL D
DT 7= 705 INAEL T3 HeH (Battini, Chieffo, Bulgheroni, Piccini, Pecini,
Lucibello, Lenzi, Moriconi, Pane, Astrea, Baranello, Alfieri, Vicari, Riva, Cioni, & Mercuri,
2018) MEfIN T3, THVo T E2EE A UL, AEEHFICB LTI AL RK
DR ZHBICHEE L, ACITE % L) 28l BREFRL2TI L bRETH D,

BB, INETOWZEIZ, PAMB 7 4 VEREIEICE 5T —F v 7 X € Y) PRI O ED
PR EEERE OV —RINBbDETEEA LXK TH2DTH S, LPLKICT 2> 2 28
Y A br 74 =R, EHEFEREOHIKNICHE D AEHOBAE RO A4 L 5 2 LIkEFH T
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HH., TNFE TN L MRIZEEFOERICE T 2 " XNAHEZKET 2 DDTIE RV,
BRA TGy LR e AR T 5 2 L3, B E L TIRANICEETH 5,
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Cognitive Functions and Underlying Mutations
in Children with Dystrophinopathies

HAISHI, Koichi

Faculty of Education, Saitama University

NAGAE, Kiyokazu

Integrated Center for Clinical and Educational Practice, Saitama University

Abstract

The current study reviewed the cognitive functions and underlying mutations in children with
dystrophynopathies. Although most children with dystrophinopathies do not show the reduction in
1Q, previous studies have suggested that roughly 20 to 30 per cent of children with dystrophinopa-
thies have 1Qs below 70 and their verbal 1Qs are slightly more vulnerable than performance 1Qs.
There are data to suggest that children with dystrophinopathies may be associated with impair-
ments in executive function. Some researches indicate that children with dystrophinopathies are
characterized by a selective weakness in verbal working memory and it may cause the low aca-
demic achievements. Moreover, recent researches revealed that the mutations at 3’ end of the

DMD gene was associated with severe intellectual disability and weak working memory functions.

Keywords: dystrophinopathy, cognitive functions, mutations
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