CFHEEESE 51, 41~45, 1975)

% BAT

DDA FFH % £F 5 72 Noonan JERED —H]

A TR
WoE % W

(WHfn 49 42 12 A 1S H32A)

CEES]
w OB 2 B W [
HNoNE - KR F
RO T
Keywords:

¥ XA M &

ek, male-Turner JEMEEE, Turner phenotype /3 &
LR T e BB Turner FEREED & X BIOKRE
TH3ZERPELMTHE > TE T, FIEFEAREIT Noonan
RS L Xidh, AREOR#E LT, & R
W, Az ERd Y, IRIETE, IBRERESE DHEE
HWEFEREE, BNOBMNERL EORBELERE T —
HORET, IHiT, FREMEBEZERICEHT S,
%7z, AEERE Turner ERBELILLD, BLW
DM REL, EWAREEEE R T KRR EEERE
ThdeLvbhd, bhbhb FEERBIOOORIBEE
BEEL LR STHAERBRL 2O THRET 5,

iE V1!

BEH: T. A BF 15F

EH: HE, LEBAR

RIKE: WBEMEEE TRy, BE O HER,
R52F, B39FT, AEIREBEDOIEMTIADY,
I AR BEREOoER 40 HCRE LR, W2A
IR RERIRED bRk v, T, BEicE?
~ 545 PIP BAFIICAMEBERED 5 UM, &<k, %
KikBEIZED SN,

BUREE: 4 TRkE 3375g, § & 50cm, [ 32cm,
GEE 33cm CEEDRITRETSH - 7228, BEOEIR,
BIRIC BB I o Teo NS EEE X Y RESEL

L, BEEERNS [ 2] b=y 2 i—Aa%2000

*FHAREEME 2 AR EHE

Noonan JEMHEE, t ABOCEMEMAHANI 7oy s

ico BMI4BEES B, WSeassss, o  fERicitH
T2 LEHNML, EHLIBE XL oz, RET
F20H, BEO@BMCLY, AZMREREREOK
W, MPHCABE UTco 4 0 ABRIZ/NER T 5 BRETE
T2~3, FEKTIRI~2Th-end, FEEIR2RIC
Il Chotee LL, EEcF7/ —€¥ERLIZZ L
[E A ) I el

HAE: BEITHE102cm, {(fE 365kg ThHo,
BIUTRET, SEHMAELS, BEXKE L, WIREFE
e, IREREH DY, ARAEEIRD bhiz. BRI
LRCEMTENTH - 2o HERXAECEERH DL
N, BETE» 5T, EECIERE BEREEA2L, K
kiR CREOERE L, £k, MREANRNE
RL, bW turner stigmata < ERL Tiz,
EE, MEOHRFREL 2L, BEIEBHRE»r -7
2, BARHEAIRERICME L (B1), Zofl, £
KIRIEDORE WERFAHEKERIENRZED 6 i, ki
R 74 8, [MMFE 90/48 mmHg, HIEREITIR LEF b
lce DRERR LU 2 PHRE Aikic, MM x
BEELL 720 FER M0, TRRABE G 572 HE
wF T — €<, EHRROKELEDShT, “zv
ZIEBIE” biah ol

BERE: mex13.8g/dl, FimERE 469x10%, A
< h2 Yy MHE39.0%, BmERE S00 & EE X 2h
Tro MBE7NVHYT7 227 74—%12179mU/ml & E
AL Tk, GOT, GPT, MEBMHEEICITRERL,
ZEERIMPEIL 66 mg/dl TH 57z, BHEERE T, B
Wi okedd, BIETERE THAFZICATRES

TosuiHiro SAITOH, Axira SAKAGUCHI, Hirosur MURAYAMA, Doicur OGAUA, YASUHIRO
KINOSHITA, Yosuiakr INAGAKI, Axira KUMAGAI: Noonan’s Syndrome with Cardiac Con-

duction Disturbance

The 2nd Department of Internal Medicine, Chiba University, Chiba

Reccived for publication, December 15, 1974.



42 m

I. B T.A: B»E1502cm, fE365kg
BIREMMIEIL <, TR, BREHSH
» D, HOEW2ET 5,

BRD LR, Ebiz, DEPEMRE TR, 1IQ8 T
MPI, Rorschach test Cix, EMAEKGEZ {, YR,
PEIRY, BAIRE), EHEARRE CHIER aggressive 700
BE, AETHN—LT05 L5 ERR TRk, K
HBERHTL, REESHEITE - ER, ey
X XY G 294 7xBOohibhoz (B2), ¥72,

| !

e B e

3N KW

Y u»n uxn

MR e IO ow
— — D . e —— — E N .
i 1 1 Al an }l
—F 6o X Y

B 2. Bealknfi, EXCKBRRBYLNIEL L,

N WE R ETiX, BMR —149, FRe17-OHCS
3.2 g/day, 17 KS l.3mg/day ¢, 17 KS ®»4Eix And-
rosterone 0.07mg/day, Etiocholanolone 0.05 mg/day
LIEEERL, EHODEICIZEE NI - Too 2465
WA TFEGEM: T F b e €2 121 Ujday, s LH
140m 1. U./d, FSHI1OmI. U.Jdl, 52 F x50 >
593 ng/dl TH 57z, EHIZ, BrxoBHHBRETR -
e s, TEEOKEETEEDNL T Ei, W
MRS HICEFEEALBRD bR CERE T -7z
LT, BME LREERECTH - e HEMEIC IR
BB ol M XREBETRMECEE L, OMIHE
ROTHBHR,  DOHiRET 43% ©, EEO BEEIED
SRR D 5o DERTE, MBIIRS DREZHIC SRS
HT 5 it MES 2 BEL L /-, innocent murmur &
Brbhiz, &6, UFEODHENED - BnEEM TR
B olee AH7—DBEXCTRAZEEM T v v 2 35
WEMRBLOMAEEL, N7 bUDER T, EHN

B3 HEFZFELER, FREEEM 7o o 7B L OBHHWEMGBLOTE 2824 2,



Noonan fE{REE 43

R4 EBE@~xs 0" (Frank 3F#E), QRS B REHN CHEEOLEE~ &
Fvik —60° D F BTN DE, S5 QRS BRI EAOTEESS 5, b
Bk Frank S~ s bV DBROR Y 5 —HH%RT, FTREe 2EBLER,

A: bDEBAM, H:

e 2 WENM, V: 0=EEM, PA MR 30 msec,

AH RiKg 110

msec, H [§ig 20 msec, HV fif§ 45 msec Td %,

”S Hon7r—r ol XnsEH (Emg)o
HF—FUEMEERE S EBIC R Ty
%o ;
KN T ey o FKEEBIEOR R &R L (8
3, 4)o EHiT, EAELER T, PA R 30 msec,
AH fl& 110 msec, H [ 20 msec, HV [i|[f§ 45msec

Tholz (B4)o iz,

BEDHF—7F VIRETI, A
EBLUTROWMOERICIZEE R -T2, HEICY
NichF—FETTHTWL EERBIRAITE (K5),
Thbb, DBHFREIANI A -THLTWELAE
bivize

% &

1938 4, Turnerd 7SRIRE, SVEAT, EEETFT7
ADEME (15 F~28 F) iz Turner FEREEL L ST 720
BERIZBTOHE T 1883 4, Kobylinski? ¢k 5 T
B D, Flavel® s3ie, MEK, SR TRAS, B
&R+ 2l FOEFE L 5 T “Turner’s syndrome
in the male” L IfR L7z, 1963 42, Noonan & Ehmke
D6 ADBTL IAD KFICHL, MBRICE &
BE, TOHRGEEE, ERIETE, SHREE, MAEETE—E
DIEWR®E L, “male Turner syndrome”, “Turner
Syndrome in a female with bnormal X chromo-
somes” D LEF ST e, 1949 &, HgetakoRE R T,
Turner syndrome OZIT—FR LS N, Thick
T2y 1969 48, Sumitt & iXEH A EREEKE 2 RT
b DK L Tik Noonan FERFE L L1, XO Turner
syndrome L33 LT, fndd, FERBEORKEM:



44 m O

BRI T35, FHoBEHNIPLV", bhbho
B 1 b BRI LB B TR 5 o o ‘
Noonan FEREEICEPET 2 0F KX 50% DIEE TH
D, FEfiBRpzE (PS) 3% b % \*", Noonan® i
FiBh RS2 s 19 FH 17 Bl % 5, 7R D 2 A BIRE BY
HEThomeHEL T3, ¥, NBRIBHEZEEZD
L7zBEDR 23 PS+0BHREXRIE (ASD) T, %0
5 b 1 FISEAHisIcERAY (PAPVR) 266U
T b, 20iEh, LDEVRKBY, =224
O, 0 W BRRHREE + i BBk g, Fallot PUERE'D,
Supravalvular aortic stenosis'® 7z YOHE RbH B,

Zhic L, Turner SFEEROLEEIX Lemi & Smith

iz X, REDIRREZREE & HL0 120 E FRIBRIRIE,
PAPVR, HHLis EThH 203, MBIRKEEZRHEsH

inolebvd, Ty, Noonan FEREL Turner
ERBELOEREINEIRDOLBY ThS, Thbb,
BIE Tk, MYk R ER T, 46XY, %an¥ﬁ
iz ons Tk L, ST 5AREMEER,

_Eﬂ%@uﬁ%,mmf%%ﬁm&%ﬁmrmmk
%wgwﬁ%&ﬁ&éwﬁﬂb,TmmrE&ﬁfm
MeyutafhR 45 X0 LEBTHBI L L, AHTIOLHF
ERELR, &<, RBRMBEEERZ I LA ERD
FohTw3Y, bhbhOEFTE, Da7—F Vi
o THLAEHERIRED SN 52, IIHFLIEH
NEHTBS>TVBLEERDLONARARL bz, £,
Noonan® % 7 GIOHFEE i\ U EEMBIRA AL &
RTAZBCSVCTHMCOBER 20/ L, QRS B&H
i +150°~225° (SE#+193°) TH Y, R AEIFAL
BPRTIL, BEERBCCOhhb6F RV, OlEE
BEDLNRNZ LR EERAL T3, Lrl, TD
EREBETE, YY) LTELWREEHAREE L, il
OFHEFHBIIRSAE X D & Fallot PO#EE IC Bl BEEX
DeE—VERTHIEELM»TIR Vv, —F, Kathryn
B RN L OB R I 4 L7z Noonan JEfREE
OWTODMEREERE L T 5, A—FKKE8 AD
Noonan JEREHEED 5 b, B L 5 AOFHIOME
REEEED, T05 55 AROENE, FEE QRS
WM —60°~+180° ZRL, V, T rS F/zif rSr/,
V,T1S, qrS, qRS X4 — v ERLI, Shic, 8%
PRI F A U R BERE 4 flic, MROEMRLERD
%mt&imk,iti,EW%&@%%#%twbm
BEBOHLZLEEHLTVS, bhbhoER L,
Noonan p#& L R Y, HIEE QRS BAMIEN
ERERL, N7 b VOB TERIEANT Tay
7 DEEPTR I,

?ﬂ\ * ﬂl]z

autosomal

FEEFRORBERE ST, =¥ 1 78,
recessive inheritance, Ferquson-Smith D {F#i'®,
multifactorial inheritance 7z Y #4835 3, multi-
Wright!®,
KLY ZHRESh T3, RERERBEOERS
—fE T/ <, minor anomaly 7 & B 4 0 %
RTHBI L, £, KERREEHD LR END
NREE LT3 &% 54, multi-
factorial inheritance RBEDLZAFLEHEHITHS
LZBEZHNTW3,

FIEBRBEOMEIRIEEE S Turner FEEEEL OREIC X Y
Bt & Tv 323, Chaves-Carball |z k& 3 b AFEREE
TIRFEHTF K o o R 17KS, 17-OHCS
BREERPECREELZTRT LV DUDHWOESTH
FRAp 17 KS 13 {K{E%, 17-OHCS RIEEOTRERL
2o %7z, Kaplan'™ o#ETROE7 VLY 74+ 27
74— COBEEEHL T35, bhbhoERbE
EThH 7o LL, TOREIZOWTIRAATH S,

DLk, bhbhiZERER, HEHEZET3 Noonan
ERBFICEMBIEAN I 7oy V22l ®mEL, v
{ONDOBERITIL - 0

factarial inheritance %, Noonan®,

Smummit!?

polygenic factor

X Bk

1) Turner, H. H.: A Syndrome of Infantilism, Con-
genital Webbed Neck and Cubitus Valgus,
Endocrinology, 23, 566-574, 1938.

2) Noonan J. A. and Ehmke, D. A.:
noncardiac malformations in children with con-

63, 468-470,

Associated

genital heart disease, J. Pediat.
1963.
3) Noonan J. A.: Hypertelorism with Turner phe-

notype-a new syndrome with associated con-

_genital heart disease. Amer. J. Dis. Child.
116, 373- 380 1968. .
4) Kobylinsky, ©O.: Uber eine flughautahnliche

Ausbreitung am Halse, Arch Anthropol. 14,
342-348, 1883.

5) Flavell, G Webbing of the Neck with Turner’s
Syndrome in the Male, Brit. J. Surg. 31, 150-
153, 1943.

6) Sumitt, R.L.: Turner’s syndrome and Noonan’s
syndrome. J. Pediat. 74, 155-156, 1969.

7) FEER, KERZEK, REEH, REFRIE, ME
—, HIEZ, BEH &, KE—K, #®H#F E:



8)

9)

10)

11)

12)

13)

14)

Noonan JE{EE: : 45

F M Noonan FEMERY, [RHK/NREYSE, 19, 26-32,
1971.

Koretzky, E. D., Moller J. H., Korns M E., Schwartz
C. J. and Edwards J. E.: Congenital pulmonary
stenosis resulting dysplasia of the valve. Cir-
culation, 40, 43-54, 1969.

KERER, RBEH, GIHES REFRE, RH
—f8, HIWEZ, #HIFEX BE
TEEEE, PNRFE, 12, 664-670, 1971,
Wright, N. L., Summitt R. L. and Ainger L.E.: No-

£t : Noonan

onan’s syndrome and Ebstein’s malformation
of the tricuspid valve. Am. J. Dis. Child. 116,
367-372, 1968.

TH#EE, BIUES, WHFL HF KE

BER
B MBIRRAEZ M - 7o R RIBE, O,
2, 914-924, 1970.
ErR T, REIEE, KEHBRT, HEBC, =EBE

B : Supravalvular aortic stenosis syndrome,

O, 2, 367-381, 1970.

Lemli, L., and Smith, D. W.: The XO syndrome,
J. Pediat, 63, 577-588, 1963.

Kathryn H. Ehlers, Mary A. E., Aaron, R. L. and

15)

16)

17)

18)

19)

William J. D.: Eccentric Ventricular Hypertro-
py in Familial and Sporadic Instances of 46
XX, XY. Turner phenotype. Circulation, 45,
639-652, 1972.

Migeon, B. R., and Whitehouse, D.:
curence of the somatic phenotype of Turner’s
syndrome. Bull Hopkins Hosp. 120, 78-80, 1967.
M. A.:

correlations in gonadal dysgenesis and their

Familial oc-

Ferguson-Smith, Karyotype-phenotype
bearing on the pathogenesis of malformations.
J. Med. Genet. 2, 142-155, 1965.

Summit, R. L.: The Noonan Syndrome. Birth
Defects, Original Article Series, Part 5, 39,
1969.

Chaves-Carballo, E. and Hayles, A. B.: Ullrich-
Turner Syndrome in the male-review of the
literature and report of a case with lympho-
cytic thyroiditis. Mayo Clin. Proc., 41, 843-
854, 1966. '
Kaplan, M. S, Opitz J. M., Gosset F. R.:
Syndrome. Am. J. Dis. Child.,, 116, 359-366,
1968.

Noonan




