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th¢  Circle of  Vv'iMs is thought  to be caused  by the dctay of  the  blood supply  to

th¢  cerebral  tissucs after  hypcrventilation because of  the･ presence of  the abnomal

vascular  nets.  
rlihis

 is also  supported  by the tacts that  ihe appcaranc ¢  of  slow  wavt

is markc.dly  suppresscd  either  by the inha]ation of  5%  carbon-dioxide  or  by drisr.

/fusion  of  4091, pupaverin chloride  intrav{'nously. In addition,  t}ic absence  of  the

rcmarkable  build up  by ]iyperventZ'ation in adult  cases  is thought to be due to

the !ess susceptibility  to the hyperventi]ation which  eauses  hypoxia in the juveniie
and  the faster return  to thresh' old  of  20mg  Hg  in jnternal juglar vein  which

evokes  slow  wavc  on  EE(l  (Myer &  Goto),

     D-14. Cerehrovttscular "MoyamoyaPV
 Disease among  t,he

         Japanese, on  Dynamic  Chang. es  of  VasceilarEzatioH

             Jiro SuzuKi, Akira TAKAKu  and  Masayoshi AsA-

               Diyi,vion of  Nettrositi'geJ'y, Jnh'tititte of  BJ'ain Disease},,

                    Tohoktt (Jnive]'sit:, School  of  rtdedi('ine

    A  peculiE'tr fine reticular  or  fibrillar arterial  
'ne･twork

 sprcading  upward  fron]

a  point of stenosis  or  occlusion  of  the terminal  portion of  the  internal carotid

artery  in assoeiation  with  absence  Qr  poor visualization  of  the  anterior  and  espe-

cially  o.f middle  cerebral  arterits  is a  figurc coniplex  observed  recently  in Japan in

carotid  angiograms.

    Wc  reportcd  6 cascs  with  such  abnormal  angios,raphical  findin.os at 22nd

Annual Meeting of  thc Japan  Neurosurgical Society held in 1963. We  also

reported  in details 1O cases  with  this disease in No  to Shinkci (Brain and  Nerve)

No, g. Vol. 10, 1965, and  said  on  four subjects,  as  Collows:

    (1 ) Thc  diseasc is not  a  congenital  malformation,  but is a  acquired  disease

in which  at first stenosis  or  occlusion  occured  in tlie terrRinal portion of  the internal

carotid  arterv  due to some  causes,  and  such  abnormal  vascular  network  has

secondarily  developed as  collatcral  path-ways.

    (2) The  disease is found  in only  Japanese  racc  now,  especially  in young
female,

    (3) Most  oF  thcm  has the intHammations on  the upper  regton  from neck  in

pagt history. and  the abnormal  findings in carotid  angiograms  were  secn  bilaterally.

    (4) Thc  symptoms  of  the disease is chiefly  one  o £ the cerebra!  ischemia,

and  the  abnormal  laboratory i]ndings are  not  scarcely  found,

    At this timc we  arc  postulat.ing a nomination  for the diseasc as  Cerebro-

vascular  
`LMoyamoya"

 Disease,

                               -  259  --



The Japan Neurosurgical Society

NII-Electronic Library Service

The  JapanNeurosurgicalSociety

    Thc  word  
"Moyamoya"

 is a  uniquc  expression  of  our  language in that the

meaning  of  thc word  itself is very  obscure,  and  x]F'ould be bcst understeod  whcn

we  depict somethins,  like Eaint cloud  or smoke  of  a  cigarette.  The  shapc  oC  thc

anon]alous  vascuiarization  sccn  in cerebral  angiograms  is not  altogether  same

with  that of  smoke  of  a  cigarcttc.  but they  are  resemblc  in many  ways.  The  latter

is distinctly visib]e at Jlrst with  eventual  fading away,  and  this is sjmilar  with  the

changes  of- the vas ¢ ular nct,work  observed  and  anticipatcd  cl･uring  the course  oi

thc discase.
    As  mcntioiied  bcE'ore, the  discasc is scen  almost  exclusiveiy  among  thc Sapa-

nese,  wc  wM  be cntitLed  to describe it in Japanese. Bcsictes the word  
`-Meyamo>/zL''

is rhythmicnl  a'ndi cas>i  to pronounce  and  i-s easy  to lcarn for forc'igncrs.

    Tn th'is report,  wc  said  about  
"Lhc

 cntity  of  the  discasc. The  summary,  c.Vi o'.i.r

statement  i.s as  follow[s:

    1 ) This report  is based on  20 patl'cnts with  anoniaious  vascularizt,ttion at･

the  basc of  tlic cerebrum  experie:L'cci  clinicaiiy  until  Scptcmber 1966, ln ES cases

inctuding 4 youn.o. patients and  4 adul･t  patients the  eerebral  angiograms'  are

pursued periodicaily during the course  oil 8 months  to 3 years a'ncl a half, Two

cascs  xvcrc  autopsied.

    2) Therc･ js litt:,e chan･gc  in thc vas.cular  pattern in the ac{･ult avd  this is in

contrast  with  th.o changes  observecl  in >,ov,ng patients. i-iihcther  the  
'`Mo>,arnoya"

in t}ie adult  is a diia'erent entity  or  remajns  statiollary  at  a certain  st-ige is nol･

determi'n,ed.

    3) Perioclical change  on  cerebral  tuigiographic  fimdings are  rnarkcdl},  notcd

in >,oun.e, patjcnts. This will  deny the hypothesis of  congcnital  origin  of  the

vaseular  anomaly  :-,nd supperts  our  ori,ginal  coi]viction  that  the. cliseas/: is ?m

    -1
acQulrca  onc.  1

    4) The disease begins wit'h  a steuos/js  at  tke terminal portion of  the careti'd

artery  or  the ori.pinal portion oi  thc  anterier  and  miclcllc  cerebral  arterics.  Though

the lesion manlfcsts  its..lf upilateraUy  at  time, c:ventual  bilatera) involvcment is

the usuai  course,  Accorciing te the clrallging  pattern of  thc vascu･larity  obscrvecl･

in differcntt pcriods, thc followi'ng fclaL,sYlcation  of  thc "Moyamoya"
 is maclc.

    First stage  of  stenosis  o.E caroticg  
'i'ori/<,

 2nd  stage  of  eariy  rise  of  
"Moyainoya"

(dilatation oi' ccrcbral  main  arteries),  3rd stage  ot' intensifying C`Moyamo}itt''

 (t'all
ot  middle  and  ante.rior  ccrcbral  arterlcs),  4th stage  of  tlbrillation o £ 

"Moyamoya"t

(fall ol  posterior cerebrnl  artery),  5.th stage  of  fall or  rcduction  of  
"Moyarnoya"

(nollfi11ing of  entire  internal carotl,d  artery  systern)  and  the finaL stage  of  6th stage

of  vanish  of  
"Moyanioya"

 (establishnicnt of  blood fiow [rom external  earoLL'.'

artcry),  (Fig. 1, 2 and  3)

    5) As thc etiology  of  the  stcnosis  or  occlusion  of  the carotid  fork, the

vasospasm  on  this region,  being provoked by  some  infiammation, trauma  and

soon  the i'nternal carc)tid  artery  will  be presuined,
    6) As the treatment fer the disease, we  tried surgically  thc pcrivascular
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Fig. 1,

 1st stage
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Fig, 2.
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Fig. 3
 5th 
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sympathectomy  of  the carotid  arter.v  in neck  region,  and  the precedure for the
dilatatjon of  thc  diameter of  internai carotid  artery,  sweeping  away  of  soine

focuses of. inHammation.  Thereafter some  vasodilators  and  steroids  werc  prc-
scribed,

    Thougi] the  result  of  this treatment  is not  clcar  yet, but a case  of  4 cases

treated by this method  showecl  somc  1,mpLrovement en  the carotid  angiogram  after

one  x,ck'r ancl  threc  months.   v

D`15oOn  th.e  Net-gike VatsciiEnr

  of  the  CerebrcaX ArteryAnomulv
        J

NebuoMoRiyAsu.  ShC: NisH]o. Kohten  SA't'oi-vand Torao

  The  1)ei.'ai'tniefif of  ,N'etfrosvt.rgery,  A]ihon Uitiversity

             Sc'ltooi of  "fedicine

FuJII

   Kciichiro AK,･xi and  Shigco HtxsHJM'oTo

7'he Seco]td De'p({i'irtieJtt of  Patholog.v, Nihon  Ifniversity

             S('lu)ol of  Medic'ine

    Twelvc  cascs  of  basal net-like  vascular  anornaly  have  expcrienced  by us.

during these ei.a..ht years. Seven of  them  are  adult  cases  and  another  5 arc  infants.

    In 6 of  7 adult  cases,  Initial Signs were  loss o £ consciousness  of  sudden  onset

due to subarachnoidal  hcmorrhag¢ . But  in a  33-year-old woman,  with  post-
traumatjc  complaint  aittv'r trallic accident  was  demonstrated by angiography  the

nct-likc  arterial anomaly  by challcc,

    In infants, the chief  complaint  was  almost  often  transient  hemiplegia and

the  signs  often  repeatedly  observed  
'in

 variot'ts  grade.

    The  Angiographical finding:-The antcrior  and  middle  cerebral  arterics

bilaterally opacificd  as  incomplcte shape  and  distribution with  the net-ike  vascular

finding at the base of  cerebrum.

    The retrograde  fi11ing from thc posterior cerebral  artery  via  Rr, Spienii was

remarkably  rccognizcd.

    The  connectien  of  contrast  medium  could  not  visua!ized  between the rostral

trunk  of the anterio･T' cerebral  artery  and  the peripheral part of the pericallosal
artery  opacified  by retrograde  filling,

    In two  of  infant cases,  nct-like  finding also rcvealed  in the  orbital  region

added  to the base of ccrcbrum,

    The  Postmortem  Examination  was  performed to tt 55 year-old woman  with

net-like  vascular  finding, Anterior cercbral  artcrics  and  middle  cercbral  arteries
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