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Mayer-Rokitansky-Kiister—-Hauser(MRKH)
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A Case of Mayer-Rokitansky-Kiister—-Hauser(MRKH) Syndrome
with Imperforate Anus and Unilateral Renal Agenesis

Department of Pediatrics, College of Medicine, Pusan National University, Busan, Korea
Department of Pediatrics”, Wallace Memorial Baptist Hospital
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The clinical features of the Mayer-Rokitansky-Kiister—-Hauser(MRKH) syndrome include
normal female secondary sex characteristics, normal genitalia, congenital absence of vagina,
rudimentary or bipartite uterus, normal ovarian function and normal ovulation, 46, XX,

karyotype, frequent association of renal, skeletal and other congenital anomalies.

We experienced a case of a premature infant with MRKH syndrome who had imperforate

anus and unilateral renal agenesis. (J Korean Soc Pediatr Nephrol 2006;10:233-237)

Key Words : Mayer-Rokitansky-Kiister—-Hauser syndrome, Imperforate anus, Renal agenesis

N o= QA Suy o
WA 0L ol
MRKH 33#& A4 2262 508 9 o0 ae = =0 ae
whd 597, A AR, A G da, o] w8 Ao 7]} W
A2 wlg 46 XX karyotypeg Holx= #H3t o] AS FulEr 4 o) EF
o7 "R W% = 4000-5000 oo ¢ T 1 HAZ §E 5o of=o]
W OAEZ HIHI lon dHA JIESEH S g Alo] o]} Zo| &3] Eniy
7HAE Aow g o s &gt o123 glt}.
[1-3]. B2 oA ofdA o Al o4 AAEL e Fam
2 Aganz A4el] 2 sclld B o mwmw gz " 242
e T2 AT ol FEAT &2 714 o A 1492 49 o]
120061 649 8%, 9112006 7€ 28% Hshe wlolt},
AJAA} A4, 602-739 FAA A otmlF 17F
107 FAtgstus o Aola)staldd
Tel : 051)240-7298 Fax : 051)248-6205
E-mail : suyung @pusan.ac.kr e 2|

- 233 -

>k

ol

a3 ol M

27 A, H T Al

-,

A olge
LS, A
o7 Hi
345 v}
KH $%io
w3 G



) i%%ar.%mﬁmr.% @ﬁﬂﬁ%aﬂ%%@wﬁ%ﬁ
T T RELITEET AR o R e @y
THE2wzd%d Txwxw " @4x T o
w g T 0 AR ok 3= l ! ™ e = — m \/W C g ) R
o] T o OF ™ .E.lzonovaim/_drdimﬂi
o S W T _He oo TH 2 X 5w S M]M o el e
™/ I B om0 A 50@0%% _z]oﬁuumx:,o g~ a
© 2 X N R o Ho - X % = e < ST
ﬂ_Al - SALO .ﬁ N ALJDS AL . ﬂ_lx

- oy _.ﬂ._ﬂo ;ﬂ ﬂﬂOtﬂo ETLI_/ m_i/mm\ol
S B E TR~ T g om < W S E LS Ry T
# SN e SRy a8 vn
— < MWoor B oM o N X Pyt sV gsTFE R
o F g S _SeWigven ez 8850 %
3 TP R85 ~Ta __weda’ w4
) TR oy ST T AR T
TR . RN o o4 o oy B e oE "
bW S Lh R PR grz Tdeal e ©F
o TIE T P v, m RTINS T e S &
oo oy i@mﬂﬂwogﬂﬂﬂ%aﬁ%%%%mm#uﬂ%%
z o F B o X T o W g PR g o
W RA B KM TR S N
W No 3% r & F OB B X R W < ~3 o oy BT OH S w T %

! .
e W uL wﬁ BE
~t jojm

o TP g o %8
o o = F
7 X o w9 =B
£ Moo BE M ES
o~ o= al 3.2
m.ﬁ XL i) SIS
- . A © g
AM Nr‘_7z.eﬂ n 2
- A ¥
TR oo o i
~o op B N gga 7
N oammwH e T
) - X ot}
N 1.,§ﬁﬂ‘aﬂ yRAwyMHm = g
®m o HKEEE YN S g
L Oome ®oEw =g:
G B £ A
= —_ V3 —
T s AdmE o S =g
- L R
8o - m._ﬁ7i Njo Zum
oy oK N <0 0T 5
B T R o g

Fig. 1. A) MRI of pelvis shows right kidney agenesis and non visualization of uterus. B)
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MRI of pelvis shows right and left intact ovary and bladder.
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Fig. 3. DMSA scan shows nonvisualization of right kidney and no

ectopic kidney.
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Table 1. Principle Clinical Features of the Mayer-Rokitansky-Kiister-Hauser Syndrome

46, XX Kkaryotype.

. Normal ovarian function and normal ovulation.

DU A W~

. Primary amenorrhea associated with congenital absence of the vagina.

. Uterus that varies from anatomically complete to rudimentary bicornuate cords to complete absence.

. Normal female breast development, body proportion, and body hair.
. Frequent association of renal, skeletal, and other congenital anomalies.
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