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A CASE REPORT : SURGICAL RECONSTRUCTION OF
THE EXTERNAL GENITALIA IN ADRENOGENITAL SYNDRONE
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This is a case report of a 5-year-old girl with congenital adrenal hyperplasia (CAH) who had
clitoral hypertrophy and vagina opening at verumontanum between the bladder neck and exter-
nal urethral sphincter. Female pseudohermaphroditism with CAH is the most common type of
intersex problem.seen in children. In females with this disorder, the internal genital organs are
usually normal, but variable degrees of virilization can be observed externally. We discussed the
indication of the 35urgical correction of ambiguous external genitalia in this syndrome in view of sex-

ual function and cosmetic problems.

Key words: AGS, Clitroplasty, Vaginoplasty

w®

FIE: 23 fE & % (adrenogenital syndrome: [l
T AGS LEET) i, BIBRE I viERLE v OB
FWnD v L ol-bit ok LTE« 0B Ry
E2BEBOBHTHB. PTHLRIEEOB VD
7, BIBEBECKVTAT M FEARIE BRO
LRHEEE R X% cortisol D EGSHOET &, feed
back & X5 ACTH &gt X 5 BERMATO
A7 v FREREWOBINC & b AT ERERIF
BEE (congenital adrenal hyperplasia: [l
T CAH ¢#T) Th B, TOEBIEREELE
BEECESCERT, ~7rRAREZHIL 128L%
BECHFETS LHUNINhD. RH2E, BB
EERMETHHY, FHETHAERRECT B
FHIEHE L BE O ABE RS b T S RIAERRR B0

i

TEECERLMETH Y, BRCSVW TR
FRTHBHEVLS.
SEbAbIUL AGS L X B/MEBRREY E- L
BECHHERRM 2 BT L 1 iR LD T
ETOXRER L b eET5.

fiE i

B 5% &R (19804£ 8 H29H &)

5 SHERRY

REE: AE3A BRLIREERL

BURIE : 414308 B, WEskd iR 4B/ NERE
ABE. ELWAETRAFEIR (Na; 98 mEq/l, K; 6.0
mEq/l, CI; 78mEq/l) & & % /B BELR
WORELE GhefkiEinC 46 XX), 17 a-hydroxy-
progesteron (12.6ng/ml), Rer 17KS (6.1 mg/
day) L EfE® R L, BHarF2M FER X%
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Table. 1 Laboratory data (August. 1986: upper). Changes in serum 17.OHP
and urine 17KS level and growth curve of height and body
weight (lower).
WBC 8000 Plasma hormones
RBC 445 x104 *ACTH 401.9 pg/mt
(<60)
Ho 134ty eOHP  >150ng/mt
- ng/m.
Ht 39.0% (G2i~1.4) ¢
GOT 101U _
GPT g LHRH (1004 M)
ALP  4161UL LH |FSH
T 6.8/t beforem " r:l.%lml :;lg/ml
AlG 162 after 30| 64 | 28
BUN 13 mg/de 60| 83 28
Cre. 0.5mg/dt 120} 7.2 30
Na 142 mEq/L
K 3.2mEg/L  Urinary steroids
cl 103mEq/. *I7KS 15.4 mg/day
Ca 8.5 mg/dt 17 OHCS 4.2 mg/day
P 43mgiat  *11-deoxy/11-oxy-17KGS
*Renin _ 2.68nginthar <O 1.4

(05~20) *Pregnanetriol
Aldosteron 119 pg/m? 349.7 mg/day
(47~131)

[omnfiigams

Florinef 0.1mg/B

k7 >S50 150050 o0

174-OHP 218
{ng/m®) 120

S T

100

20

15 X

ChHLDET#EH s & LY, EERAH 21 8-
hydroxylase RiBC X5 CAH LZHi. kiR
CTardaq FRFCUERBEEINCE L. SEM}
MR B B TUBHRN AR & TR o .
AR . HE 124 cm (43SD) {KHE 26 kg
(+3SD), JfE 98-44 mHg, [fH3 90 min.. . i
EHELENT ACRELRD T, £XEWNCaRE
HFb oD, BBIIA - D E LTOT BN ER
(B8, 1088E). W1ENLVEH, H¥eEfs
DEYEOHBEXTD TS, SERITEENBER
JEAL, BEBIIEA L, EXLBROBRTCHRY
nk bl SHEROSEL, BEORETH, B

HRINERTEBRD X5 Ch -t (Fig. 1).

ABERRZE TR (Table 1 EBY) : ECG, K3
X-P, DIP mREXZD Y. mE—i, mukkzs
CRHEEDES, renin kO ET OFE, 0
kv ® v Tk ACTH, 172-OHP. © &1, LH-
RH (100g, im.) A RBC CTELORED
f&£F, 2R 17KS, pregnanetriol o #4m,
11-deoxy/l1-0xy-17 KGS LoBEx DT,

Table | TEBZMKE X H 58109 A0 hie
DINREHASE 3513 % B 3EA%, CAH .0 control o
L LUl 17a-OHP, R 17 KS, BE, 4E
DM ERT. e I~2 €/ X b fah 17¢-OHP
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Fig. 1. External genital appearance before
operation : remarkably enlarged
clitoral hypertrophy and fusion of
labia minora were found. External
urethral orifice was opened at the
base of clitoris, but a vaginal orifice
was not found.

OHEFEMEEO R L L b, FE, FEOHMMMNE
L Te»T &, hEAHDICH D AT A FLE
BrBEZT, WO KREAT A PRI LS
conrol RBFEFAITH ek Exbhit. NEFhT
BEATnA FREREOMINC X D, T control 3
ZLEbic, 19854 8 A15A &M Fe CFEM# T L
1.

Vaginogram using ureteral catheter
inserted into the vagina through
panendocsopy. The vagina cavity
was also demonstrated. The vagina
was not filled by conventional
urethrography.

FMAR - ¥ TRAEMAOIERN nMAL X HiET 5 B
HCTARBER 1T Lie (edsfifdl, FREER & RfT
Lich B 0L mEER C& e » 72 ). Fig. 2 R
T IO, X REUIENN L BV 2 RTARE
o ORCRS B AR B £ OTE BT 0t 5
AR L. PREER DL b BN A SR
ATEL. NEEMCEE 0 Foley catheter %
HEL, EEFERTTS &b RE L
* g c& e (Fig. 3).

DIEDRTR & b, GRS OIS\ TRAE
B B4 % high placed vagina B-CTH 5 = &'
(ER T & 7T, Hendren 5 DFEECHE U T pull
through vaginoplasty % {7 L1z,

D BEXYBAMEL, SMRERET X D EREE
it - CHUF R E OB % nx 7c (Fig. 4).

2) SHRER XY IRBH P ICHEA L For-
gaty atrial embolectomy catheter © balloon % B
M EGRTEE Y, ERNCEA Liomig i g e ER

Cc D E

Fig. 2. Cystoscopy showing a male-type bladder neck (A), well developed external urethral
sphincter (B), vagina (C) between them. Ureteral catheter (D) and Forgaty ballon
catheter (E) were inserted into the vagina.
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Fig. 4. Operation technique of pull through vaginoplasty

FIEECin - TR L, BamRLic. EaEk K&
FRE LV S eBichic > THEE L, *5
M vk LY T AcES L (Fig. 5 £).

3) IEHECEY LS & IREMCEA LT
7= catheter #FEHTX % (Fig. 5 A).

4) Fogarty catheter EL, EXTL UM
#%, EOREBE~ DM BH%Y chromic catgut & TH
CHAE L. COBRHE T - TRERED IR
L% FEZR L, balloon cathier ZENAEE LK.
R3E & MR A LS, R Y T ESRA
EECHEE LIcoY, REROERE flap &IEEEO K
&% fifi Lic (Fig. 6).

R Kumar 52 O #E U T neuro-
vascular bundle % B T % IEKE S G % HfT
L.

5) FTERIEO I L CEE QD ST TR
RUPAE R E, EHRKBE O HCER LLOY,
Buck o MU THERE A OE S ¥ T+ H N
4% (Fig. 7A).

6) [EEATTIEHR W fF4E L Buck il o A
£+ % neurovascular bundle ##{ff Liz\v X 5
Buck Filsic#EvIBA% in% T, Buck flKa —ifka

C neurovascular bundle » ¥ 7= (Fig. 7B).

D WA B LSRG R Y 5. Rk
WCREREEGE < TR A UK Lo 7o B4 Y8 L.
Zhb OBREIC X b BHEIX neurovascular bundle
LERINEC X > ToaEEIhIcREBE 5 (Fig.
7C).

8) BEERBBERCEE L TFHEET L.

HBE /I E LD TRIFCT, Fig. 8 AME%
T, Fig. 8 Gk 1 » AoNERTHB. AH
DEMEDRDIN, PILHEOKRE S - THRE
L, RAMCLHRET 2R-REBL LTl B
eSS Tl D 2E T8 BC T Hegar JEINRR G
TURRBHRERTH .

% 2

21-B hydroxylase deficiency = X % CAH i3,
RPCTRETRHL ) OAEROBURELEEL, &
PELRERG & 72D DM RHENTH S,

Lok AR, MAENTNC Sk £
VIBERERT 5 Lk WAAMMBRO By A
U, £ TRIEKIER, BEOMENRLIADZ &
& IBEMcERT 2B e v ORE(ERT
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urogenital diaphragm

balloon in vagina

rectum

HEIC X b, SHEC I 2 HBEORENRD L
ha. BRI X ACHGRTWS Prader® 54
Tk, BEOEREIADZD D% 17, phallus D
e HMRE OB O T EEDC DR ST E L. .50
DI L T\ 5. ¥ Hendren and Crawford?
X, L RBOETICLHFERIF DI ALAIRALA T,

high placed vagina & low placed vagina 2438
LT3, AESNIIEK Uil o R i IR E 1 A
BL, BEENSORMLCRECBR LT\ ot

Prader 4%, high placed vagina ¢Ex2 bh 5.
BIEE TORER X B L Prader 2~4 H, low
placed vagina OEFINEFMNCS <, high placed
vagina (1¥ D THTHS. L LAFARED
B, HBHE X-P OREORIH TV BERHD
7£<, %4 high placed vagina DOFEF] & %\ AJHE
MhpH D L, Hendren BV LR TW5. FE*B
M Tie 5 & ki3, #dd 5 HEERR Ry Rz s

Posterior wall
of urethra

vagina half J
transected

Fig. 5

TEREZDE, FECKTLZ ETHA.

CAH 0 HBEHE, 7y ¥esry ofbx i
L, BORPHROREXBEHCHROC L. Al
BYE, SMBIERILE DA b VAR L TEKRE
HERIZIDISCTH L. SHEBRRYE, HERCK
T 5 RBEOMOEBENI LA LTS D-EH
MBS LEEXILO Z L ThHB.

NEFIBAEE CTORBEY 2 ) 2% LT TRE
B, REOHMBLZDHROWEMGERTHS. it
B MERORENEET BT bbb, 3T
C5RE D ElD b 2 TREBCE 2 L%
HEIRE . BEVESOIMEFOREXAR TS
BT, FAFEMEiEc : oo Bl s
THBYIMBE BT TALEND > ERBBRL T
5.

1) BT (clitroplasty)

Vo fo ABEK L phallus (% 5#4)7 control #4F
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Superior
flap formed

Dorsal
Neurovascular
Bundle

Corpus
Cavernosum

Fig. 7. Operation technique of clitroplasty. Incision (A), mobilization
(B) and isolation (C)
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Immediately after
operation (A) and
one month after
operation (B)
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Table. 2 Clitoroplasty

Jones, H.W., Jr. (1954)
Rz 2,

Hampson, J.G.(1955)

Money, J.(1955)
BRI H>THDBE
FELM - BALCERE
GIRREAT > f- L A MM
HEIh-E DBREF,

Rosenwald, A.K.(1958)
BRABRLT bHmIC R
#L.

Jones, HW., Jr.
and Scott, W.W.(1958)
BERTEBIHREE T
Ko EIRR.

Gross, R.E.(1966)"
PLTHHEBIIED L
EROER,

1 B (1967)%
RIELRBLTERBEE
MLTLES.

Barinka, L.(1968)
REEBRBIRRET A >
TLARKETHALHEE
LickHELL.

Lattimer, J.K.(1961)%
NEBRSI LR AR
BEDEREDMIZET b+
WESRY, HIREL-IER IR
BEZDFARMEELT, 5l
a7,

(Relocation and
recession method)

Randolph, J.G.(1970)"
B HEE O B R IER Buck
BRAYML, REEAT
ECEBERESEDLETED
EHsBuck FERBT
HDRRERETS.
(Reduction method)
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Spence, HM.
and Allen, T.D.(1973)®
BELDEBABOKEB I
EREL 45, £, HEM
CEELBERALY KT
Kumar, H.(1974)?
20, BRHEDBIER, B
#HEH ST neuro-
vascular bundle %

BETA.

5o THBRET 5 b O TH L OBAIEH TN 22
5. EBREEMCE, BROTEYM, 5 VI
B X ORRSBERATD 300355 (Table 2).

IR, B BN BRHRE S
HTERME T HHATHS.

Table 2 @HZ LT\ 5 &L, EBRIIMEE X
BAR T H 5 & T 2 AHROBE RN LR TS
D, ZOMREZTETLIHRENS . Lo LIEKLH
BRAEBI D A O ¥E A TR BT 5 B BRE L 5 s
ENTCECER TOAKERNCHFEETAHREELL
ThBBETHRETHHEDEZ LY, By
Eo L WEBECRFT B HENRA LRI

PRI, HRAIIB R D A T it LT
AN BHET, BEYTRTHZ e BEIL1LL
BB X RE TR THAHETHE. LIk
BT, BEOEADPKEVCHEIRNELTHY, B
TR & b BR7e R 23 hndo b S _EERE RIS
B EEh, HEIVNBETHTE- T,

Zh b ofitRic s Lo UIRking, E# ki
DHEIC D - & BFESTHHETH Y, BEROILY
BEIRLHETHS. COFETIE, HERFELD
RE & 72 438, HET XCRTs o Linb Ui
RO LABERX BRI A THAENTHS
tEz2bh%. b1 Kumar 52 13, SHEOMHEE
MR & ETE DN BB O TR T R R
HELTW5. SEbhbhi, Kumar 52 Rk
bLEBMTHD EEZARBICHEIT LA, §H#X6
YRR KT B D OB E S LETH D & Bbh
5.
2) IErEEA (vaginoplasty)

I8 PR % & ORTRICEIRT 5 H%, RAMIRO
EDWACENBD LT3 i k5 (Table 3).
WAL EMAAEIT - & D IRDB T L1, EHBOREK
OV LB 0 o2l E O SIHER B < fodic
Kz ETHB. Lich - THiRTOZEAN e RS &
X-P 2 X B0 LB TH%. skin flap method®
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Table 3. Vaginoplasty

1)  Simple cutback vaginoplasty
RETR~OERAREH LS MBI fNECEVES

HCRATROE &AM 3R E &
(DHTEL,

Young, H.H.(1937)
Jones, HW. and Scott, W.W.(1958)

2) Skin flap vaginoplasty

REMRA ORI, PP RE->TWEH SENT L
VEEOHE

SRSBIEREED(Y, REMRBRRICHRYAL
VW, ZhicERAEANAL,

Fortunoff, S., L.attimer, J.K. and Edson, M.
(1964)°

3) Pull through vaginoplasty
REMA~DEEAREL AENH LV IEROHE

RAEBRERI-HYORESE, BREREERAD
FAoBTEmL, SBBIc5IaE57.

Hendren, W.H. and Crawford, J.D.(1969)"

EIRESEROEM A MAR E -~ TV 2354, sy
Pl Tk £ T 5 MRS S S oAV b s
FHETH . % EHOEIENTOEMCH D%
4, pull through method LI4Cix, #FEHH%BE
THLURENLE DB, ZOFENHEREIRS.

3 & &

CAH & X % Z¥EBe s L, B0 —f&
neurovascular bundle #{E%$ % clitroplasty &,
HEHG OB BT 5 72% pull through vagino-
plasty {7 L. AMROMELR~ND LEdIC

128 19874
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