unAIIgINIS

NY9A5IIVT CYSTIC FIBROSIS 1WtAN :

*
15l fusfigluna M., M

Cystic Fibrosis (Mucoviscidosis, Fibrocystic disease of the Pan-
* creatic Fibrosis) ({ulsafforumesnivnssutus @deifluvaveviiu Exocrine glands wh
v usumswaoduesy sruuma funaelawazaoy inde Tasialuss Susuludonasn Feas
wufonrs#elde Irsfinide i doreluntviduniels Sihdeuandussutios  ful dsazday
Tamerwiou 61iAnlugingdeifueie sz Ingnrmaatonts adeulnveeiiegs da0nn
v1sn i carrier lulenafignazglsnd 2 1:4  Tsnfiwuiqi®nqsluauRae (cau-
casian) awaff 1:700 fly 1:10,000 (finlafivlunisn Foifin Jomuan wazluging.

g lumsua inguudin

21m13  wwiinifingn wiaazfuemas lavazudeusy lovses q n1elaids unly
gly (o X-ray gazwuitvemversduanly wazlusimiaue gastszvos 99wauuan wag,
Onduiniu deusevlly pancreatic insufficiency wivsanifu 1 O 3swysn 80%  wev
auly axBtmiAuauTlsmuen wazszuun v iAusmis n1smsamn Vitamin A uay Vi-

tamin E  srwyinfusssiofluam Vitamin A usnqsvqm Vitamin E s fiuledeieu

Sweat Chloride Test : ‘luaule#ifu Cystic Fibrosis szwur1@usuta

2av Sodium uar chloride gunanunfiunn sufun1swssiu Sweat chloride Swefiminu
oy lusufasdoss i Tulsafl Tasianazluidin q 58n1mauusle iy 2 su e
1, Sweat Collection

2. n93iAT1evnUSyan chloride 1yinds

Sweat Collection : T Parasympathomimetic agents laun Pilocar-
pine (Tu#nInfinindaluniumiviineenis Tauledauiuiadevle iontophoresis lme
v direct electric current wawdawa (Aalnduigaghamiy leszes handu  deaswy

nirvniunsn indelatfureme ey amiveuloynte 1#al9% as9sm1Usu~a chloride

Ladoulofl¥nuninifin local sweating TauA8lunszuslWsu electric 2 &

#ounsfuuruauly technique §i%un iontophoresis Tmuldusudusqu  Pilocarpine
,

]
* -
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11«15\nﬂ1%1u7nuun1undvuavuvu d2uBnamiduuszyau »2IMifn jontophoresis 10

oy

Ui tdn1ﬁipllchrp1ne Fur Ry wazasnaWiAnindefuluvs hafy  Oanszualv
aﬁsustquﬁ1a pilocarpine Tmui37 uaz¥anauSyna chloride nquﬁﬁﬁnn#nvﬂauv11

Method by Chloride Electrode Instrument (Orion)

1, 1w Pilocarpine 8y g gRaniflvusvtaisury 1au38  iontophoresis (e-
lectric migratien) #uyyuid 1

2. e wanafiatanliinfleus o pilocarpine louwunszasniadinls

3. aswmsguvey electric Tauly standard M 37UA2 I LBUYURDY
chloride \gu 30 uay 100 mmol,/l

4. WA INMMT iontophoresis 10 uAf La1Nﬂwaﬁﬂﬁﬂaaﬂﬂﬂnndnﬁvua:1ﬁv e-

B - " e ~ 1 > y f -
lectric avuuRmilvfiguasindalngi§a ua1o1un A2 u L 9usurey chloride 1w inde

-

@ M¥UA1YBY sweat chloride @v.Ruavaviiu cystic fibresis (3) wudvfifie
96% woVLANUNADAT sweat chloride usuni1 30 ‘mEq/l
4% VONLANUNRDAY sweat chloride 60 mEq/l wiauaunia

auly cystic fibrosis 3zwuian sweat chloride \¥fiu 40-154 mEq/1

e

wﬂnn11ﬁnuq1unuﬂnﬂﬁvﬁsﬁq 1 u 8y 40 0uly (6) nuriAvevsweat chlo-
ride @#efl (w1319 1) umluauly cystic fibrosis 27y 1 Ju fiv 27 9 wuamivey
sweat chloride vl (m1519f 2) ®m¥ulugrfveveuls cystic fibrosis wuaadmn
ranuadviiulusuund (snsqvdl 3)

3150

NMIRIIMA chloride uinde Jarwadnlun193098y cystic fibrosis wev
#usou @ve1313una1 Tsa mucoviscidosis Tiaffarwuluifionian uasiinidn  dessd
¥nwnzainas #e veovil uwazfigasszuan (bulky diarrhea) lsswapamis  (malnu-
trition) #2infev wllm obstructive jaundice 1saiumau(diabetes mellitus)
wazlsmvoni$a%y (chronic pulmonary infections) aswuiiuniffen (mucous secre-
tions) wrawfisussu anlaidn ve R uazven Sviuar iman v Annasqadunaznisdn-
\#u (obstruction and infectin)fnpldswasoniate mucous usnaniu HFewy
mwhnun®luntstiu indeTauiniag iy sodium ion  uay chloride ion wanifwly

1ussmi1v¥uifin sweat chloride aa3azminia 40 mEg/l auiﬂﬁﬂaﬂnﬁ1ﬂav11a muco-
[
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213797 1 Aawev Sweat chloride lusuun® (Non cystic fibrosis indivi-

duals), Age VS. sweat chloride (pilocarpine iontophoresis)

Age Sex i mean e = 1
Persons range
1 day-6 days m. 43 36.5 17.5-50.4 + 9.4
£ 35 36.3 20.2-49.4 T
1 wk.=-3 wks m, : 64 29,5 7:3=5049 ©=212.7 =
£ 54 27.0 8.4-47.0 +10.4
1l mo.-2 mos. m. 186 21.8 7.0-48,2 t.9,7
£ lle 22.6 6.3-48.1 8.1
3 mos.-11 mos. m. 511 19,2 8.1-51.0 e
£ 309 18.7 7.6=52.6 * 8.0
12 mos.-23 mos. m. 339 19.9 9.0-52.4 .78
£ 252 19,2 9.4-52.0 + 7.8
2 yrs.-3 yrs. m. 317 23.2 6.7-43.2 = 8,7
; s 225 20,5 6.8-26.4 = 8.3
4 yrs.-6 yrs, m. 342 20.8 7.0-54,9 3+-8,6
_ 0 : 3 222 21.7 7.8-46,5 * 8.3
7 yrs.-10 yrs, m. 215 22.6 8.9-50.4 0.8
£ 173 24.1 BL3=52. 8% - +T}. 2
11 yrs.-14 yrs. m. 100 23.8 8.1-45.2 t-8.8
i 68 25,0 9.8-45.0 LT
15 yrs.-16 yrs. m. 28 24.8 7.4-49.7 £10.4
£ 11 26.6 6.4-34,2 + 3
17 yrs.-20 yrs. m. 19 27,2 8.7=52.9.- .4£15.0
£ 32 29.7 10.3-58.0 +12.8
21 yrs.-25 yrs. m. 36 28.9 6.9=67.8. ~ il .2
£ 44 29,5 9.0-54.0 *13.0
26 yrs.-29 yrs, m. 33 34.1 12.3-58,3 +16.2
. g - . L2 10.1-58,0 t13.4
30 yrs.-39 yrs. m. 143 AR 11.4-83.2 +l4.1
£ 136 31.8 10.3-75.6 = =388
Over 40 yrs, m. 91 32,4 9.1-87,3 1.8
Ee 80 320 B.2-75.3 g
> :
Total No. 14,269

e
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ansaufl 2 Atwew Sweat chloridelusuly cystic fibrosis (Patients with cy-
stic fibrosis)
Age Vs. sweat chloride (pllocarpine iontophoresis)'
Age Sex o { ki mean €l meid 8.D.
Persons range

1 day-©6 days m. 12 11502 81.0-155.9 £21.5
£. 17 12831 89.7-153.9 218.1

1 wk.-3 wks. m. 22 129283 99.3-145.2 *15.8
i 20 12339 78.6-158.7 #22.7

1l mo.-2 mos. m. 20 11857 93.1-151.9 £17.0
s 2k 117.6 94,9-137.0 *14.6

3 mos.-11 mos. m. S 109.2 77 2-185. 552180
58 112.4 80.7-169.2 #16.2

12 mos.-23 mos. m. 46 1258 90.4-T48.3  +14.8
B 33 TERS) 91.5-147.2 *14.3

2 yrs.=3 yrs. m. 55 12095 81.9-¥73,7 “£X5:5
 3F 45 11950 81.4-174.0 #13.7

4 yrs.-6 yrs m. 83 12070 88.6-164.1 +16,3
Ee 78 12531 90.7-166.6 *14.5

7 yrs.-10 yrs. m. 89 121.4 84,5-159.3 't16.6
£. 70 12035 85.0-147.9 £15.9

11 yrs.-14 yi's., m. 53 118.0 77.3-167.9 *15.4
£ 35 120.9 86.8-157.0 #17.5

15yrs.-16 yrs. m. 33 11581 81.,9-152/4 - £17.5
£. 1% 11956 101.6-141.3 +#15.2

17 yrs.-20 y-s. m. 23 116.4 94.,1-141.6 +19.8
£ 12 11375 92,5-134.5 *14.4

21 yrs.-27yrs. m. 17 1210 76.3-138,0 ' +17.7
, 12 120.7 84.4-141.0 *18.9

920

Total No.




7. inafianisuwve  (Beving 95
of 15 aiufl 2 woumeu 2525

#1379fl 3 Atwew Sweat chloride 1uqﬁﬁﬂaﬂﬂu\i cystic fibrosis (Siblings
of patients with cystic fibrosis)

Age VS. sweat chloride (pilocarpine iontophoresis)

—

: 1
Age Sex e AW mean Rvimeq/ S.D.
Persons range
1 day-6 days m. 14 41.7 1932-53.3 *9,7
£, 5] ' 33< 7 16.0-39.0 8.3
1 wk.-3 wks. m. 33 28.5 13.7-48.9 #11.3 §
% 29 2258 11.4-41.2 £7.0 F
F
1l mo.-2 mos. m. 24 2)al 12.1-46.4 8.4 A
£ 32 212 10.3-42.4 8.7
3 mos.-1l1 mos. m. 23 1857 8.4-40.0 7.1
£, 26 22.7 9.0~-48.0 9.4
12 mos.-23 mos. m. 20 P4 11.2-47.2 *11.5
;8 25 20,8 T+9=3839 *7.8
2 yrs.=-3 yrs. m. 43 23.6 9.6-44.8 9.7
£ 45 211 10.0-38.5 £7.3
4 yrs.-6 yrs, m. 64 23.6 10.3-44.9 *7.8 |
£i 54 23.6 9.0-48.1 *8.7
7 yrs.=-10 yrs. m. 40 24,1 10.3-46.8 £10.2
4 7 58 2853 8.3-48,2 9.9
11 yrs.=-14 yrs. m. 22 19,7 8.7-48.0 *18.9
£, 26 302 13.1-46.1 8.9
15 yrs.-25 yrs, m. 15 2745 11.6-53.6 18.0
i3 1] 25.4 10,3-44.2 +8.9
Total No. 615

viscidosis a:l sweat chloride levels gwuinnin 40 mEq/l wan  favemnTanill
13y Fuunfasanlunvindouan #eduiAndi tuarsss iAmns shock L2890 M ATeN
inIEdnsguducnfonan n1azdu q delnsguiduinfenaniiululaun  hypothyroi=

dism WR¥n 19U MEBTluuYeY Adrenal Cortex

Fm¥uaImgn191fin cystic fibrosis aalufiunat enzyme defect ugnn{n
flazifu defect 1Ay peptide part Yoy glycoprotein (2)

{
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Cystic Fibrosis uﬁuTﬁnﬁdﬂunanwﬂwn11uﬁuﬁ ﬁutﬁu1ﬁnvﬁu Exocrine
glands v nduans Pancrease, Respiratory system uas Sweat gland FUINAL
wulufomaan Seaswuiionnts #o Snashnde faselunavidumiels  Sihdeusnduseuly
wo waslasoraawieu 810n e fulantadgnaziAnlsndlla 1:4 lusuiheta e
Britisn, Switzerlaind was Czechoslovakia wyliguniiveslsafidia 1: 700 v
1:10,000 wenvanwulunisnuas Banylaludyhin Fomuand o Anlugeny sz indnns
nha1un1s L adoulnvevdaogd Fefunismils  cystic fibrosisfefiarudadiguan u
anFgiudna (Anfidnasiiuthousy 9 (AuafiunaraiAuniols winenawwn nevufiidnas
m529n1, Cystic fibrosis 1atn1sm™ Sweat Chloride Test Taules® iontophore-
sis (fpszliminuatiinitulsaf nseiva o1 lulgiezlaman ingdunely inanznas¥ne
a3 walylamsuanoguever A5inant nalnL dundng Vo aivgesiinn u1In0 was
YRS Fufinaazvoul uivl Aewsive vordinay Taevi lusulefiilsn cystic fibrosis sz

ﬂﬁﬁ sweat chloride qvﬂ{ﬁ 6C mmol/l ua:aﬂﬁﬂzivﬁv 100 - 140 mmol/1
1
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7. inaflanaaume 1 Fueing 97
of 15 atud 2 WAy 2525

L3

N3N AUNTS AR lseE aramalalaunisnsyanaianflidu heterozygotes  uaz
LBau o0 lun1TuRveIuITnany heterozygotes duazviindymsdliiu  cystic fibrosis
1o amFulutss inAioesii wazddeias dvludnasarsaafiunase luwandlnsuazuovln-
LBunuTsatiuosuan wazfvlufnasansna (lansuia asfluuuay (aunudiiu9iuey meco-

nium ileus wﬁnﬂ1ztnﬂﬁﬁu 1 57y (Kobayashi et al, 1961)

sm¥uniUnfusy sweat chloride luidinlvy (1) 97y 6 = 12 @ daninafi
25 + 10 mEq/1.
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