FERVERE EMEERREL (U — R & — - Fu—MNEGRRE) ZRIANTAL (5 2 )
JEA TR AR IS (ERAMER BEBORIIEE ) T CAMNAICBIT 2F8&IE) BE
1. 2o, #5)
Q1 : 2 RV - PEERBRIE O 2D BRI FIEIT L 5 ~&H2 2|
EPERRAT LU THRMERPEER BRI 2 AR L . RIS B R A | Lo TG S 23 VN 2 e ATk
T D,
[fimit]

S RMERE EVEERFRIE (7 — AX — R —MEMERE) 13, Worster—Drought 23200151 D JE il 550> HERIE IR &
T DI RRIE D — D DERRSEGEREL L CTHEFE L 7= (Worster-Drought, 1956; Worster—Dro
ught, 1974) , e RVERZ_EPEERBREEL DO ERIRFT R E L TR TH D DIE, ARG OB LR &I #E
&, EDOH ORI TRAWEREC S FEERRE ) L U CELICR ISR ENENDL LT
% (Clark, Harris, et al. 2010) , {2 EER BRI Xl 0 E) & MR A7 B BNEE) L O R &< FI2IE, B
LTEEERHETHIENTERN T TEREFRHSNOEZE LI IR I-NDRE DFT RAZEND
(Branden, et al. 2019), A 0HEELL T, B RIEYPE, FR0E - FAMeMEITZ /e (& 0 2., FABHIHE . N
728 | VU YaitE , JEE) T | 888 DU SRR | SR BSEIR . B DRI | KSR I8 = | e
FEE | BRJRPESEE  BURE I DAR T FEE RN - ZEE (ADHD) . B ARSI NI AJE, IREKGEBIREE  TA
DNAFENE « I B8 2 OF38 45 2 8058 % (Clark, Chong, et al. 2010) , lPEFREL O [E B2 W BB IC A 0+ 5
FERZ D05, MO RRE O & A~ LATENCRE N ORIE, TAni DA DRI & (Clark, et al.
2000) ,

He RIERE B PEERIBREL A MEER BRI A AR IR &3 DB PRAEMERE Cdov | fibd fi. 5 e 750 AR AR R Y E |
LA DAt B 12 2 AFoix—Chavany—Marie syndrome (Weller, 1993) L1 X B4 5, Feggd e KiEtz
B PEERIFREL (F5 7B HE5 132) 12 B 2 7 W ETEFE S (Braden, et al. 2019), LML, Worster-
Drought (T &5 SHVIAEBI O T S B0 AZAT BRI ORI BhE (Fa & #Epi 138) 2 EOAERI 2V E &
NADZENME S TEY (Leventer et al. 2010) , 2O — D OHEHFHA TH A A REME RSV TVD
(Clark, Chong et al. 2010; Clark and Neville. Am ] Med Genet 2008; Guerreiro et al., 2000), =D7-%,
VBT ZZETF R O i i B A BB BRI R S G B U e RIERE LR LRI EN D2 E03%
B RFD I RMERE EVERE) (Arbelaez, et al. 2000) ZEM D, EFROFFHICE BT HMENDD, REBED I
RUERE BRI (FE 2 25 132) OBV T, BRARPT RLE L TAMEERIBRELZ 9250 THY, 2>, ik
HEIE B 2 PO PR B L DER R D72 3D | CHEB B G A | S L i B 3 7 W 28 A iR 5 (Q3B ),

N

RBER BB ZIRER

PubMed #5%:2020 4 12 H 5 H

(“Worster Drought syndrome” OR “Congenital suprabulbar palsy” OR “Congenital suprabulbar paresis” AND
diagnosis) Filters: English; Japanese

#1 Worster Drought syndrome” OR “Congenital suprabulbar palsy” OR “Congenital suprabulbar paresis”
AND diagnosis 24 {4

#2 Filters: English; Japanese 21 {4



FERMEAZ EMEERBRIE (7 — RS — - Fu—MEREE) BERIARTA (&2 )
BT BB e (AR EFBORMITESEEE) TR TAD B 2ANsE) BE

R EER TR 2020 £ 12 H 6 H
(7 —AH — - Na—ME@ERE/TH or 7 —AH — - Na—NMEBERE/AL) or (Woster—Drought fEBERE/TH or

Woster-Drought JEERE/AL) or (Yo RVERZ MRS/ TH or 2o RVERZ EE#RSE/AL) and 21/ TH or

!

W

/AL) 014



FERMEAZ EMEERBRIE (7 — RS — - Fu—MEREE) BERIARTA (&2 )
BT BB e (AR EFBORMITESEEE) TR TAD B 2ANsE) BE

Q2 : SER MR PR BRIRIE LRI SN H S BITARITH 2]

BRIERA R DB OB, Mi=o—rl | fiE, AlE & - WHBROMEISE R AR 203030 D,
{APEERBRBZ S DR R L L C, SV e AT BRI 0D I TF R S |2 L DA Rl e A B 8 i (g e s 1
38) BIOREIFEI O MR LV FAE 45 Foix—Chavany—-Marie syndrome #5545,

[fizit]

SERVERZ EVEERFRELIZ, AR Ve 687 A4 Ve oD FE A TP ibd e 75 | W MBS BE AR (BR ) O fh e 2 &7
L. HEN, B8, 5, MER= ML OBSREME T 975, IERITRAI > TR T 205, THET D2 81372
U, SR MEIRRE OO — T EZ S0 T R D B R [ 28R TV (Clark, Chong et al. 2010; Clark, et al.
2000) | EEIRPT 2RO FE O VIR SIS S I TR S D, o, FAL=a—m IR BT L DB
(B DFF 7 - BRAE ARG - ZHEOFA(E, TR OWR) 0 AWE -5 - WHEHOAEE BH O A LD P R RE
R/ RLAE, AT 122728 bERSL S LD (Braden, et al. 2019; Clark, Harris, et al. 2010) ,

JRFE DI RMEAZ BB FREL XA M BR R A IR & T D e RIEREA TS TS THY, e AR
PRI D It & B A PO RB L 30 D, T2 TER T HIRF D Je R BRI (F8 & 0 132) 123
T, IS R R, SRR LR D MK IE] (B Ve AZREGERE) (AR A B Bh S i
(FEEHES 138) I/ FAS AL, MBI Ol T f =72 & O A MEERRRELIE IR 2 15 (Braden et al. 2019;
Leventer, et al. 2010) ., [RIC<{&MEERFRBLA & 9% Foix—-Chavany-Marie syndrome 1%, 3/ AZLT L5 FEIE
DGR L > TRIET D (Weller, 1993.), Wb | BHES MRI KD WG AT LIS L0 It 524 2 et 35
ZETHRATHIENRETH S (Q3 &),

B BEBIC LT IRER

PubMed #5%:2020 4 12 H 5 H

(“Worster Drought syndrome” OR “Congenital suprabulbar palsy” OR “Congenital suprabulbar paresis” AND

diagnosis) Filters: English; Japanese

#1 Worster Drought syndrome” OR “Congenital suprabulbar palsy” OR “Congenital suprabulbar paresis”

AND diagnosis 24 14

#2 Filters: English; Japanese 21 14

5 EERR SR 12020 4 12 A 6 H

(7 —AH — - Na—MEGERE/TH or 7 —AH — - Na—NMEBERE/AL) or (Woster—Drought fEBERE/TH or

Woster-Drought/AL) or JERIERE EMERREL/TH or Yo RMRE EMEBR /AL) and G2Wr/TH or 21/AL)
0



FERVERE EMEERREL (U — R & — - Fu—MNEGRRE) ZRIANTAL (5 2 )
LR (et B EBORIIEEE) TR TAN BT 2F8AmE) Bt
2. A
\Qs e RVERS I PEERBRBLL 2 B RE IR M A1 372170 2
APEER PR 2 5 UIMARE IS B 1 2 PR IR R EDEE R D 7 O I ZEEHT MR A AN TH D,
[fiai]

{APEERBRELEIR 2 229 DB B U THe RMERZ B ERIFRE (FR & EEW 132) LISMTH | ey 2G5
DI R PR G 70 & O 2 2 RO R B3 D 5, ZHHDOFRBEDER DT, B MRI A
WHEHTHS,

S RMERE EMEERFREL I ZFEE MRI {21238\ T Ve o A B & DI R T A 388720 (Braden, et al.
2019; Christen et al. 2000) , —J5°C, Z/MME] (FF e AZHEMRE) 14, JEES MRI E{§ 12 T F i <&
— 2 (RBLHIZe VI bumpy cortex) . BB DIEES LT/ NIV EENT-ZE O], FE FE SRR
B EFE OB LR (T2 B EE ) 7 E O A T2 Wr&is (Barkovich et al. 1999; Takanashi and
Barkovich. 2003), %£7-. Foix-Chavany-Marie syndrome 3. /L7 ZZL (AR 0D Jp A FE-0 oA AR e Yy
FE72E OREMHEMMAR ST L > TR &5 (Nowak et al. 2010; Weller, 1993)

\

R BB ZIRER
PubMed #5%:2020 4= 12 H 5 H
(“Worster Drought syndrome” OR “Congenital suprabulbar palsy” OR “Congenital suprabulbar paresis”) AND
(“magnetic resonance imaging” OR “tomography, X-ray computed”) Filters: English; Japanese
#1 Worster Drought syndrome” OR “Congenital suprabulbar palsy” OR “Congenital suprabulbar paresis”
AND diagnosis 10 {4
#2 Filters: English; Japanese 8 {4

= HPEk kSR 2020 42 12 H 6 A
(7 —AH— - Ra—NMEGERE/TH or 7 —AH — - Na—NMEBERE/AL) or (Woster—Drought fEBERE/TH or
Woster-Drought JEBEEE/AL) or (JeRKMRE BB /TH or Je RIMEAZ EVERE/AL) and G2Wr/TH or 2kt
/AL) 0

W



FERVERE EMEERREL (U — R & — - Fu—MNEGRRE) ZRIANTAL (5 2 )
BTG BRI AR (AR B EBORIITEEEE) TR CANAICBIT 2 F8Am) Bt
3. IRJE
Q4: S K MERE EMEERBRB O a3 2= — S 2L FEE~OXIEIZE S ED T A
JRPERRE L DT 2=l — S a  FEEASORHNEL TEBSNAZERBD DD,
[fiai]

S RMERE EVEERBRE DA 2= — v ar BB, AR S B EARAE ) LI AL IC R M S 58
FEEDENDZ LR THD (Clark, et al. 2000; Neville, 1997) , Jc KMk I ERFRELIC R FLAD /2 1R 5 15
1372< (Clark, Harris, et al. 2010), fdMERRE DT 2= — L a b FEEA~OXHGIIHEL TEBSNDZENE
HHA1L% (Pennington et al, 2019), (MBI ANEV T —2al TART A 12) Z )

B BB U IRE R

PubMed #5%:2020 4~ 12 H 5 H

(“Worster Drought syndrome” OR “Congenital suprabulbar palsy” OR “Congenital suprabulbar paresis)” AND
(therapy OR treatment) Filters: English; Japanese

#1 Worster Drought syndrome” OR “Congenital suprabulbar palsy” OR “Congenital suprabulbar paresis”
AND diagnosis 7 £

#2 Filters: English; Japanese 6 {4

5 EERR SR 12020 4 12 H 6

(7 —AH — - Na—NMEGERE/TH or 7 —AH — - Na—NMEBERE/AL) or (Woster-Drought fEBERE/TH or
Woster-Drought JEMERE/AL) or (o RIVERE EMERRE/TH or J¢ KM% _EPERRIE /AL) and G2Wr/TH or 227
/AL) 0 fF

!



FERMEAZ EMEERBRIE (7 — RS — - Fu—MEREE) BERIARTA (&2 )
BT BB e (AR EFBORMITESEEE) TR TAD B 2ANsE) BE

[Q5: 5 KiERE EHEERBRE O FFEEDOIRIIIE T 5]

JERIEE VT DM T PR 55 DRI ICHEL TS LD Z EDEND HILD,
[fimi]

S RMERE EVEERIBRELIL, HAERED DM T OREESZ 255, SERITR RS> TEEL BRI EIZ RS
DHABHDHN, R LI BB AER RIS = b — L E IR B N #E A D H 558 2% (Clark,
Harris, et al. 2010), Clark HIZIA 5 RIVERE EMERRE 424 OFRA TIE, SER BT E 7007 | 9158
FERITHERIEED 22/42 Lieb < Fal b WBFETE (29/41) | BEFL B2 HED 5T L DN EE (40/42) | &R
FOBIE (10/42) 7887 (Clark, Harris, et al. 2010), F7z, FHARE R CEEAHER 7 75% 10 22 H) O AR
VX, HR 6/42, BRER 16/42, ~S—ANZ A B 15/42, B HAE 5/42 THY, PEIEIE 39/41 I[ZRD B, 4

RAERE EPEERBRIE R B A7 TR R 7 11372 | IMVERRIE VE O T R OTBIRICHEL CEMSNDHZEDENID
H5ND, (MPERRIEUAE YT —a TART A 12) B HR)

B BB U ZIRER
PubMed #5%:2020 4 12 H 5 H
(“Worster Drought syndrome” OR “Congenital suprabulbar palsy” OR “Congenital suprabulbar paresis)” AND
(therapy OR treatment) Filters: English; Japanese
#1 Worster Drought syndrome” OR “Congenital suprabulbar palsy” OR “Congenital suprabulbar paresis”
AND diagnosis 7 £
#2 Filters: English; Japanese 6 {4

= P Ek kSR 2020 45 12 H 6 A
(7 —AH— - Ra—MEGERE/TH or 7 —AH — - Na—NMEBERE/AL) or (Woster-Drought fEBERE/TH or
Woster-Drought JEMERE/AL) or (o KIVERZ _EMERRIE/TH or J¢ KM% _EPERRIE /AL) and G2Wr/TH or 227
/AL) 0

W



FERMEAZ EMEERBRIE (7 — RS — - Fu—MEREE) BERIARTA (&2 )

BT BB e (AR EFBORMITESEEE) TR TAD B 2ANsE) BE

[Website]

TR AL BYIE (F5 & #E99 138) ; #Eyp 1% #& > % —http://www.nanbyou.or.jp/entry /4397 (2020/12/05 77
)

S RNMERE BRI (P e 6% 132) ; #6955 % 42> % —https://www.nanbyou.or. jp/entry/4333 (2020/12/05

T R)

SUPRABULBAR PARESIS, CONGENITAL; https://www.omim.org/entry/185480 (2020/12/05 7 2% %)

[3CHk]

1.

10.

11.

Arbelaez A, Castillo M, Tennison M. MRI in a patient with the Worster-Drought syndrome.
Neuroradiology. 2000 Jun;42(6):403-5. doi: 10.1007/s002340000297.

Barkovich AJ1, Hevner R, Guerrini R; Syndromes of bilateral symmetrical polymicrogyria. AJNR Am J
Neuroradiol 199; 20: 1814 - 1821.

Bas F, Darendeliler F, Yapici Z, Gokalp S, Bundak R, Saka N, Giin6z H. Worster-Drought syndrome
(congenital bilateral perisylvian syndrome) with posterior pituitary ectopia, pituitary hypoplasia, empty sella
and panhypopituitarism: a patient report. J Pediatr Endocrinol Metab. 2006 Apr;19(4):535-40.

Braden RO, Leventer RJ, Jansen A, Scheffer IE, Morgan AT; Speech and language in bilateral perisylvian
polymicrogyria: a systematic review. Dev Med Child Neurol 2019; 61: 1145 - 1152.

Christen HJ, Hanefeld F, Kruse E, Imhduser S, Ernst JP, Finkenstaedt M. Foix-Chavany-Marie (anterior
operculum) syndrome in childhood: a reappraisal of Worster-Drought syndrome. Dev Med Child Neurol.
2000 Feb;42(2):122-32. doi: 10.1017/50012162200000232.

Clark M, Carr L, Reilly S, Neville BG. Worster-Drought syndrome, a mild tetraplegic perisylvian cerebral
palsy. Review of 47 cases. Brain. 2000 Oct;123 ( Pt 10):2160-70. doi: 10.1093/brain/123.10.2160.

Clark M, Chong WK, Cox T, Neville BG. Congenital perisylvian dysfunction - is it a spectrum? Dev Med
Child Neurol. 2010 Jan;52(1):33-9. doi: 10.1111/j.1469-8749.2009.03348.x. Epub 2009 Jun 22.

Clark M, Harris R, Jolleff N, Price K, Neville BG. Worster-Drought syndrome: poorly recognized despite
severe and persistent difficulties with feeding and speech. Dev Med Child Neurol. 2010 Jan;52(1):27-32.
doi: 10.1111/j.1469-8749.2009.03475.x. Epub 2009 Oct 12.

Clark M, Neville BG. Familial and genetic associations in Worster-Drought syndrome and perisylvian
disorders. Am J Med Genet A. 2008 Jan 1;146A(1):35-42. doi: 10.1002/ajmg.a.32015.

Gordon N. Worster-drought and congenital bilateral perisylvian syndromes. Dev Med Child Neurol. 2002
Mar;44(3):201-4. doi: 10.1017/s0012162201001931.

Guerreiro MM, Andermann E, Guerrini R, Dobyns WB, Kuzniecky R, Silver K, Van Bogaert P, Gillain C,
David P, Ambrosetto G, Rosati A, Bartolomei F, Parmeggiani A, Paetau R, Salonen O, Ignatius J, Borgatti
R, Zucca C, Bastos AC, Palmini A, Fernandes W, Montenegro MA, Cendes F, Andermann F. Familial



12.

13.

14.

15.

16.

17.

18.

19.

20.

21.

22.

23.

24.

25.

FERMEAZ EMEERBRIE (7 — RS — - Fu—MEREE) BERIARTA (&2 )
BT BB e (AR EFBORMITESEEE) TR TAD B 2ANsE) BE

perisylvian polymicrogyria: a new familial syndrome of cortical maldevelopment. Ann Neurol. 2000
Jul;48(1):39-48.

Leventer RJ, Jansen A, Pilz DT, Stoodley N, Marini C, Dubeau F, Malone J, Mitchell LA, Mandelstam S,
Scheffer IE, Berkovic SF, Andermann F, Andermann E, Guerrini R, Dobyns WB; Clinical and imaging
heterogeneity of polymicrogyria: a study of 328 patients. Brain 2010; 133: 1415 - 1427.

Mason SM, Mellor DH. Brain-stem, middle latency and late cortical evoked potentials in children with
speech and language disorders. Electroencephalogr Clin Neurophysiol. 1984 Jul;59(4):297-309. doi:
10.1016/0168-5597(84)90047-9.

Miller N, Pennington L, Robson S, Roelant E, Steen N, Lombardo E. Changes in voice quality after speech-
language therapy intervention in older children with cerebral palsy. Folia Phoniatr Logop. 2013;65(4):200-7.
doi: 10.1159/000355864. Epub 2014 Feb 1.

McMillan HJ, Holahan AL, Richer J. Worster-Drought Syndrome Associated With LINS Mutations. Child
Neurol Open. 2018 Aug 2;5:2329048X18791083. doi: 10.1177/2329048X18791083. eCollection 2018.
MorganBarry RA. EPG treatment of a child with the Worster-Drought syndrome. Eur J Disord Commun.
1995;30(2):256-63. doi: 10.3109/13682829509082536. PMID: 7492856

Neville B. The Worster-Drought syndrome: a severe test of paediatric neurodisability services? Dev Med
Child Neurol. 1997.

Nevo Y, Segev Y, Gelman Y, Rieder-Grosswasser I, Harel S. Worster-Drought and congenital perisylvian
syndromes-a continuum? Pediatr Neurol. 2001 Feb;24(2):153-5. doi: 10.1016/s0887-8994(00)00245-9.
Nowak DA, Griebl G, Dabitz R, Ochs G; Bilateral anterior opercular (Foix-Chavany-Marie) syndrome. J
Clin Neurosci 2010; 17: 1441 — 1442.

Patton MA, Baraitser M, Brett EM. A family with congenital suprabulbar paresis (Worster-Drought
syndrome). Clin Genet. 1986 Feb;29(2):147-50. doi: 10.1111/j.1399-0004.1986.tb01239 x.

Pennington L, Roelant E, Thompson V, Robson S, Steen N, Miller N. Intensive dysarthria therapy for
younger children with cerebral palsy. Dev Med Child Neurol. 2013 May;55(5):464-71. doi:
10.1111/dmen.12098. Epub 2013 Feb 26.

Shevell MI, Majnemer A, Morin I. Etiologic yield of cerebral palsy: a contemporary case series. Pediatr
Neurol. 2003 May;28(5):352-9. doi: 10.1016/50887-8994(03)00006-7.

Suresh PA, Deepa C. Congenital suprabulbar palsy: a distinct clinical syndrome of heterogeneous aetiology.
Dev Med Child Neurol. 2004 Sep;46(9):617-25. doi: 10.1017/s0012162204001045.

Takanashi J, Barkovich AJ; The changing MR imaging appearance of polymicrogyria: a consequence of
myelination. AINR Am J Neuroradiol 2003; 24: 788 - 793.)

Villemagne VL, Pike K, Pejoska S, Boyd A, Power M, Jones G, Masters CL, Rowe CC. 11C-PiB PET ABri
imaging in Worster-Drought syndrome (familial British dementia): a case report. J Alzheimers Dis.

2010;19(2):423-8. doi: 10.3233/JAD-2010-1241.



26.

27.

28.

29.

30.

31.

32.

FERMEAZ EMEERBRIE (7 — RS — - Fu—MEREE) BERIARTA (&2 )
BT BB e (AR EFBORMITESEEE) TR TAD B 2ANsE) BE

Weitz R, Varsano I, Geifman M, Grunebaum M, Nitzan M. Cricopharyngeal achalasia associated with
congenital suprabulbar paresis. Helv Paediatr Acta. 1976 Oct;31(3):271-4.

Weller J. Anterior opercular cortex lesions cause dissociated lower cranial nerve palsies and anarthria but no
aphasia: Foix- Chavany-Marie syndrome and “automatic voluntary dissociation” revisited. J Neurol 1993;
240: 199 —208.

Williams LZJ. Repurposing a rare opportunity: a brief insight into how implicit bias towards biomedicine
impacts the care received by patients with a rare illness. Orphanet J Rare Dis. 2019 Feb 28;14(1):53. doi:
10.1186/513023-019-1024-6.

Wilson MC, Laskin DM. Surgical management of limited mouth opening associated with congenital
suprabulbar paresis: report of a case. J Oral Maxillofac Surg. 2009 Mar;67(3):650-2. doi:
10.1016/j.joms.2008.08.003.

Worster-Drought C. Congenital suprabulbar paresis. J Laryngol Otol. 1956 Aug;70(8):453-63. doi:
10.1017/50022215100053184.

Worster-Drought C. Suprabulbar Paresis. Congenital suprabulbar paresis and its differential diagnosis, with
special reference to acquired suprabulbar paresis. Dev Med Child Neurol Suppl. 1974;30:Suppl 30:1-33.
NEAEETEN BARUNEYT —varEse BE AEETEN AARINEUT —tarEEs 2R
TARTA FTE S MR ANV T —2ab HARTALVRER B S itk IIERREY YT — g
YHARTA FE2RR. AJRHAR, 2014.

2022 412 H 23 H HA/NRMRFESTARTAMEEER S AR



