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ABSTRACT.

The "experimental study of the dautoresulation of cerebral
blood [low, of the cerebrovascular reactivity and of thelr
interaction 1s performed in-a confirned case of Shy-Drarger
Syrndreme,;—by-means eolb-the xenon-clearance techninue,

The basal mecan rCBF is slightly depressed,

The cerebrovascular reactivity to varlatlion in p,C0s
and to ‘local cerebral activation are maintainegd,

The inferier threshold of breakine of autoregulation
15 raised, A competition between tiereficetys on GOF of asuteg=
regulation loss and of metabolic reoulation is demonstrated,
The latency of operation of the autovrcgulatieon is evoked by,
the analysis of the CBTI measurements and is confirmed by the

simultancells EEQ study.
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The abdando of ahy cardiovascdlar rosponse o thl Valsalwva
md noguver dapongtrataa that atktonoyie ape: £ o8l oied Mol o dafodbive.
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Johnson and Spaldimyg (1974), stygust:d o proguanglionic 4ibe of
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Thie 2 anit=—initial slops Iplees of 390 Foaplang arg dompuee

off-1line through a least-squarce adjustment of tho curwvaes. The
half-confidence interval of the monoexponznlial slops estimation

is computed ab p € 0.1 and is cupressald, ag the brain € lew,

in ml/min.: 16¢ yr. Thae p CU'Z and thie hoart lovzl correcced
2 )

mean arterial bleood pressure (UABR) are measured in the internal
( AW - Po.choadh Presiune Mmovaitern )
carolbid artoryV Successive measurcmonts ar o periormed with the

patient contortably lying on a tilt—~tablo, in & gulec anvironment

with shaded Lights. Any significant gaturation of the gammagamcra,

ig avoided by sparing a 20 min. poried of xenen climination

between sucezssivz measurements, with the patient in horizontal

(63}

decubitus . Iach determination of rCBY ig wado ofber 35 win. of

steauy HABY.

RESULTS .

Basal rCBF

The m2an cerebral blood Tlow in the Lzt homisphore is
48,2 " oLk midoiie 10O gr ak rest in tha horizodtal pogition

(MARP = 140 %o Ty, p.€0Q, = 38 mm Myd ;. wibid o slight plivesiologiecsl
5oy S : ¥
Lrontal lwporemig (£ig. 1, LoBC). 'Clidg wolue s sliyghitly Lovor

Ehan that of normal subjects, as obsoervoed by othors in cases of

Shy-brager Syndrome (Lable I).




]
liypocapnia ?
‘ |
lypervenells Eion lewers tha p €0, ko 28 -wm Iy, wikthout
L ) .
alteration in KWBP in horizontal decubpitus and induces a wmean 5
P = E - o R . S, . :
rCEF valup of «kl.2 + 2:9 mlimin. 100 ¢§r swithoulbt modification |
in—Ehe pabbern of rCBE distribution. The sensilbivity of the
?
rCBE to warialbions in P COz iz of the same ordeor of maygnicude
a
! |
than in normal subjects {(Reivich, 1964) and in Lhreo other cases '
of Shy-Drager Syndrome (Caronne and Plum, 1972 ; iloyver ot al.,
1
|

1973) . : 2

i
Functional acbivakbion by pesvdhowcbor ackbiviby
Active flexion and extensioll movements of kEho right
wrist and Loresrm, befformed gt injahction, in th: horiscontcal |
]
position aid in normodapriia areé acdompanisd Ly a significank
hyperamia dt clie lalfl fronteroldndic aid froncobomporal caoro-
bral conwexilbiecs (fig. 1, right)-. .
Drag=induaead hiyipporbension |
T L.V. infosion of plicwy lphrin (Hiogyuaphsing Winkrop),
at a rate of O.1 mglmin., indoesy a rapild rise of o2 up to ;
‘ !
200 mm g, wikll tachyecardia, The moan pCll, wpafured asber 3 min.
of strable arbsrial pressure; Tisag to 5l.4 4 5.7 ml/vin. 100 gre. ‘

without alteration im its distribubion. Mo Fige in rCBF is not

2

significant.




Lilon

The tCBF is measured at differont lovals ol .82, as i
obtainaod at different degrees of pasgive tilting-up of the
paticnl : el fusve of fHeoan YEBIY vonsus artorsis L proessur 2 (Lig.2)
reveals a pertial loss of aubtereygulatbioly, with a poin: of broa-
King lying Detween 120 and 100 mm Iy of .1vBE.
Fing bional acbivakbion by amxiekby

The prosymecedl skamasat HARE = 47 =w [l js ocduossanied
by a paradoigal sktabilisation @f tha moan suld (fiy. £) ; tho e

diskribut ion patbern ab khis lewel of aBe (fig. 3) shows a deop

Fall oF Lha 3

s an Ehe pesterier wodiens of chiz Cerelical horis=

Pliora, an the Livsms Che losg af moicor gnlakbiaon buok b sovoals
glEo A significans hyperemia dn the pealowsa ) o —
DISCUSS 10 MDD CONCLUSG 101

e bhar amk Dragor symdeoss (Shy owd Drgy a0, L0 30) :

am antoues corhina tion of proyrsssiv.: auecoinyg L (1 0vons avatoam ¥

Failure wikh wehor degenerativs conbral norvous
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riakoniyral and vlive-pounto-cheob Llar abrophy
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Elhve demnabslbratien of &
(Eig, 2} is not an uneguivowal Al iEaies ol T Ele O oWt o b
nypolthesis ¢ two elher. ctielegias may Te invokad : cibhoer =
rise of Che Thresheold of avkomegulation dus ok
hypertengion, oibher @ result of Ehs rapatition of oriliostabic
lecliomic spigods. The parkdially padntg lnou Jbtocogu lac i 1o
this tasz is in accordanece wikth Cha ehgorvation of Sirinho] and
al. 11971}, and with the inkawk uutorﬁ4ﬁﬂ4urbu1 in aninals with
chronic domarvacion of the eprvicol sympathscie chajin (Qauaela
and al.p 1967 F Waltz and al., 1971 ¢ i9edsE o dlme LSPLT

The different rosults publishod Ly ethars in siodlor cosos

(Table I} mway bz dus to mebthodolod el e spisite 1 us Tathor thad
i d 1 i

Y
V0% .l - s =l i s ~ 1 3 =gh ) - > A [ = 4 = i : a2
o phys rapatitulbogéal d gaoilaneas - GO i elole of molltlerinyg

of CBY wsiiy Sl arbericowonols wics srene T ey n el cohil el

dobeat very rapid gagidtions g Ehe globad G688, 55 a vesile of

abrupt erthostakbls atterial b

e

Sensl sbricke ol avborogulation process, Lhat was shosr o
Werk gftur suvoral sogond of latoney (Teshida asd al., 1966

FoSReN Eihd e e, 8T R and 3 G Eeek e
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and lerners, 061 ; Rapali aud Groen, 1964

i Yoshida and al., 1966

Blembrorm—deda T «snd al.s, 1Lv7e).




il o

A LR Eer eridariall eingherdmenid L opgusient sUe0rE in the
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I+ sarie: |
Thae  pChE ol the loeft corebral herisaliere [n the liorizomtsl
position, at rest [(left) and duriny active [lexion-extension

nevenents of the right wrist awd Torvearm [fialt).

Fipure 2

ZE

Phee nean . left hemd spheric vCBE, related to the Al shows

a partial Toss uf adutereonlatioi.

Flaprn 6
The dlistributnon of the left henisphere TCLBE durines twe
episodes of tilt-up hypotension @ at: richt tlie patient is

anxions and shiows 4 miarked Crentdl hyperemia,

ienre.

The EEG and BCO tracinws in the recumbent position [systolic
arterial pressure = 170 mm o) and durins-a lastine orthe-
static hypetension {systelic arterial pressure = 45 jum Hg),

The BLES lwnproves after 4 minwntes of hypetensien,

Li_])l(‘ 1

sypansils @0 the observatiens on the CBF in cases af

Shy-Nraner fyndrone,
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