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Ce nu este cunoscut, deocamdata, la subiectul abordat

Incidenta sindromului Mayer-Rokitansky-Kiister-Hauser
este de 1:4.500 fetite nou-ndscute, iar tumorile ovariene la
acest grup de paciente este cazuistic.

Ipoteza de cercetare

Prezentare de caz clinic rar, documentat, de disgerminom
ovarian la o adolescentd de 14 ani cu sindromul Mayer-Rok-
itansky-Kiuster-Hauser. Este prezentatd revista literaturii a
tumorilor ovariene in acest sindrom.

Noutatea adusa literaturii stiintifice din domeniu

Cazul prezentat este al patrulea descris de tumori ova-
riene, depistate la copii si adolescente cu sindromul Mayer-
Rokitansky-Kiister-Hauser si al treilea de disgerminom la
aceastd categorie de pacienti, publicate, anterior, in literatura
din strdindtate.

Rezumat

Introducere. Sindromul Mayer-Rokitansky-Kiister-Hau-
ser (MRKH) prezintd o anomalie congenitala multifactoriala a
ducturilor Miilleriene care se caracterizeaza prin: (a) agene-
zia a 2/3 superioare a vaginului, In combinatie cu anomalia
uterului (de la rudimente uterine cavitare/necavitare, pana
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What is not known yet, about the topic

The incidence of Mayer-Rokitansky-Kiister-Hauser syn-
drome is 1:4.500 new-born girls, and ovarian tumours in this
group of patients are casuistic.

Research hypothesis

Clinical rare case presentation, documented by ovarian
dysgerminoma in a 14-year-old adolescent with Mayer-Rok-
itansky-Kiister-Hauser Syndrome. Is presented the literature
review of ovarian tumors in this syndrome.

Article’s added novelty on this scientific topic

The presented case is the fourth case of ovarian tumours,
detected in children and adolescents with Mayer-Rokitan-
sky-Kiister-Hauser syndrome and the third case of dysger-
minoma in this category of patients, previously published in
foreign literature.

Abstract

Introduction. Mayer-Rokitansky-Kiister-Hauser syndro-
me (MRKH) presents a multifactorial congenital abnormality
of Miillerian’s ducts characterized by: (a) agenesia of the 2/3
superior part of vagina in combination with uterine anomaly
(from cavitary/noncavitary uterine rudiments to the total lack
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la lipsa totala a uterului); (b) ovare si trompe uterine normal
dezvoltate si functionale; (c) caracteristici sexuale secundare
normale si cariotip feminin (46, XX).

Material si metode. Prezentarea cazului clinic propriu.
In literatura de specialitate sunt descrise doar cazuri clinice
unice.

Rezultate. Este prezentat cazul unei adolescente de 14 ani
cu sindromul Mayer-Rokitansky-Kiister-Hauser, diagnosticata
cu disgerminom ovarian si revista literaturii la acest subiect.

Concluzii. Tumorile ovariene in sindromul MRKH se refera
la o patologie ginecologica destul de rar intalnita si trebuie sa
fie luate in consideratie in diagnosticul diferential al formatiu-
nilor de volum ale cavitatii abdominale in cazul aceastei mal-
formatii.

Cuvinte cheie: ovar, tumorile maligne ale celulelor germi-
nale, sindromul Mayer-Rokitansky-Kiister-Hauser.

Introducere

Sindromul Mayer-Rokitansky-Kiister-Hauser (MRKH) pre-
zinta o anomalie congenitala multifactoriala a ducturilor Mtl-
leriene care se caracterizeaza prin: (a) agenezia a 2/3 supe-
rioare a vaginului, In combinatie cu anomalia uterului (de la
rudimente uterine cavitare/necavitare pana la lipsa totala a
uterului); (b) ovare si trompe uterine normal dezvoltate si
functionale; (c) caracteristici sexuale secundare normale si ca-
riotip feminin (46, XX) [1-3]. Actualmente, se deosebesc doua
subtipuri ale sindromului MRKH: cel clasic (tipul I) si cel ne-
clasic (tipul IT). In cadrul tipului I, este afectati doar partea ca-
udala a ductului Miillerian dupa varianta simetricd, in legatura
cu ce lipseste uterul si 2/3 superioare ale vaginului; ovarele si
trompele uterine sunt normal dezvoltate, malformatii extrage-
nitale nu se constata. Tipul II al sindromului MRKH se mani-
festa prin hipoplazia asimetrica a rudimentelor uterine, cu sau
fara displazia trompelor uterine si, foarte des, se asociaza cu
anomalii concomitente ale ovarelor si tractului urinar. In cea
mai complexda malformatie, cunoscuta ca sindromul MURCS -
(MU)llerian, (R)enal, (C)ervicothoracic (S)omite se intdlneste
combinatia dintre agenezia utero-vaginala cu anomaliile rena-
le, osoase (mai des, cele vertebrale) si cardio-vasculare [1, 4].

Supravegherea sistematicd si de durata a pacientelor cu
sindromul MRKH a demonstrat aparitia potentiald a procese-
lor patologice 1n rudimentele uterine, ovare si trompele ute-
rine [5, 20]. Cea mai frecventa patologie in sindromul MRKH
este leiomiomul rudimentelor uterine, iar tumorile ovariene
se intalnesc destul de rar. In literatura de specialitate sunt de-
scrise doar cazuri clinice unice [6-22]. Pana in prezent, lipsesc
dovezi stiintifice care ar demonstra ca anomaliile ducturilor
Miilleriene pot fi un factor de risc in dezvoltarea tumorilor
ovariene [12, 20]. In legitura cu raritatea tumorilor ovariene
in sindromul MRKH, prezentam urmatorul caz clinic.

Prezentarea de caz

Pacienta S., 14 ani, a fost internata in sectia de chirurgie pe-
diatrica cu dureri in regiunea hipogastrica, marirea abdome-
nului in volum, amenoree primara. Palpator se aprecia o for-

MJHS 16(2)/2018

of uterus); (b) normally developed and functional ovaries and
fallopian tubes; (c) normal secondary sexual characteristics
and female karyotype (46, XX).

Material and methods. Presenting your own clinical
case. Only unique clinical cases are described in the specialty
literature.

Results. [s presented the case of a 14-year-old teenager
with Mayer-Rokitansky-Kiister-Hauser syndrome, diagnosed
with ovarian disgerminoma and the literature review on this
subject.

Conclusions. Ovarian tumours in MRKH syndrome refer
to a rather rarely encountered gynecological pathology and
should be considered in the differential diagnosis of abdominal
cavity volume formations in this malformation.

Key words: ovary, malignant germ cell tumours, Mayer-
Rokitansky-Kiister-Hauser syndrome.

Introduction

Mayer-Rokitansky-Kiister-Hauser ~ syndrome  (MRKH)
presents a multifactorial congenital abnormality of Miillerian’s
ducts characterized by: (a) agenesia of the 2/3 upper vagina in
combination with uterine anomaly (from cavitary/noncavitary
uterine rudiments to the total lack of uterus); (b) normally de-
veloped and functional ovaries and fallopian tubes; (c) normal
secondary sexual characteristics and female karyotype (46, XX)
[1-3]. Currently, there are two subtypes of MRKH syndrome:
classical (type I) and non-classical (type II). In Type I only the
caudal part of the Miillerian duct is affected by the symmetri-
cal variant, in relation to the missing uterus and 2/3 the up-
per vagina, the ovaries and the fallopian tubes are normally
developed, extragenital malformations are not found. Type II
of MRKH syndrome is manifested by asymmetric hypoplasia
of uterine rudiments, with or without dysplasia of the uterine
tubes and is very often associated with concomitant abnor-
malities of the ovaries and urinary tract. In the most complex
malformation known as MURCS - (MU)llerian, (R)enal, (C)ervi-
cothoracic (S)syndrome, there is a combination of utero-vaginal
agenesia with renal, bone (more often vertebral) - and cardio-
vascular abnormalities [1, 4].

Systematic and long-term surveillance of patients with
MRKH syndrome, has demonstrated the potential occurrence
of pathological processes in the uterine, ovarian and fallopian
tubes [5, 20]. The most common pathology in MRKH syndrome
is leiomyoma of uterine rudiments and ovarian tumours are
rarely encountered, and only specialized clinical texts [6-22]
are described in the literature. To date, there is no scientific
evidence to prove that Miillerian duct abnormalities may be
a risk factor in the development of ovarian tumours [12, 20].
Concerning the rarity of ovarian tumours in MRKH syndrome,
we present the following clinical case.

Case presentation

Patient S., 14 years old, was admitted to the paediatric sur-
gery department with hypogastric pain, increased abdominal
volume, and primary amenorrhea. At palpation appreciates a



matiune tumorald, dur-elastica, mobila, sensibild la palpare.
Organele genitale externe corect dezvoltate, intrarea in vagin
lipsea. La examenul rectal, uterul nu se palpa, se aprecia o for-
matiune dur-elastica, mobil, sensibilg, fara a putea determi-
na originea provenirii ei. La examenul ultrasonografic (USG):
uterul nu se vizualiza, in cavitatea abdominalg, la nivelul om-
bilicului, se determina o structura hipoecogena, neomogena,
vascularizata in interior, de 111x61 mm, cu sectoare transo-
nice interne, intens vascularizate. Pentru precizarea diagnos-
ticului, a fost efectuata imagistica prin rezonanta magnetica
(IRM), unde s-a constatat: formatiune de volum in cavitatea
bazinului mic, cu raspandire intraabdominald, cu dimensiu-
nile 115,3x75,2x82 mm, structura neomogena, hipoecogena.
S-a presupus diagnosticul de gangliom, neuroblastom, neuro-
fibrom. Uterul nu s-a vizualizat (Figura 1).
SANDULEAC, QEGA

L "
16.03.01-16:AGFWSTD-1.3.12.2 11075219 4
Age:14 yearshill
F

Eumiitid Diagnostics
MR

Sindromul Mayer-Rokitansky-Kiister-Hauser

tough-elastic, mobile, and sensitive at palpation tumour. Ex-
ternal genitalia normally developed, the entry into the vagina
was lacking. At the rectal exam, the uterus does not flicker, ap-
preciates a tough-elastic, mobile, sensitive tumour, without
being able to determine its origin. On the ultrasound exami-
nation (USG): the uterus is not visualized, in the abdominal
cavity at the level of the umbilicum, was determined a hyp-
oechoic, non-homogeneous structure, vascularised in interior
111x61 mm, with internal transonic segments, intense vascu-
larised. Magnetic Resonance Imaging (MRI) was performed to
specify the diagnosis, where was determined a volume forma-
tion in the small basin cavity with intraabdominal spread with
dimensions 115.3x75.2x82 mm, a non-homogeneous, hypoe-
choic structure. It was supposed a ganglioma, neuroblastoma,
neurofibroma. The uterus was not viewed (Figure 1).

ASV/L-1427/358
#19

Sagittal

Fig. 1 IRM: (a) proiectie frontald, (b) proiectie sagitala: formatiune solida a pelvisului (*).

Fig. 1 MRI: (a) frontal projection, (b) sagittal projection: solid pelvis formation (*).

Analizele hormonale au constatat valorile: FSH - 34,9 U/1
(norma 3,0-12,0 U/1); testosteron - 0,6 ng/ml (norma 0,2-1,0
ng/ml); prolactina - 19,4 ng/ml (norma 1,2-19,5 ng/ml); ca-
riotipul pacientei 46 (XX). Au fost examinati markerii oncolo-
gici: CA125-16,9 U/ml (0-35 U/ml) si CEA - 0,227 ng/ml (0-
4,7 ng/ml). Pentru a stabili originea formatiunii, s-a efectuat
laparoscopie diagnostica, la care s-a constatat lipsa uterului
(reprezentat prin douad rudimente uterine), ovarele cu for-
matiuni chistice bilaterale: din stanga 15x15 cm, cu multiple
vilozitati, din dreapta - 5x5 cm, de tip folicular. S-a efectuat
conversie in laparotomie mediang, cu ovarectomie bilaterala.
Intraoperator, s-au confirmat datele laparoscopice ale tumorii,
manifestandu-se, in aspect general-nodular, cu suprafete nere-
gulate, de consistenta variabila (Figura 2).

Perioada postoperatorie a decurs fara particularitati, pa-
cienta a fost externata la domiciliu la a 7-ea zi. La examina-
rea microscopica, parenchimul tumorii a fost constituit din
celule mari, cu aspecte morfopatologice rotunde, ovale si/sau
poligonale, cu nuclee moderat hipercrome si citoplasma usor
spumoasa, clard, de origine germinativa; frecvent s-au mani-
festat In focare sau fasii celulare printre stroma abundenta,

Hormonal analyzes found the following values: FSH - 34.9
U/1 (standard 3.0-12.0 U/1); testosterone - 0.6 ng/ml (stand-
ard 0.2-1.0 ng/ml); prolactin - 19.4 ng/ml (standard 1.2-19.5
ng/ml); the patient’s karyotype 46 (XX). The oncological
markers were examined: CA 125 - 16.9 U/ml (0-35 U/ml)
and CEA - 0.227 ng/ml (0-4.7 ng/ml). To determine the ori-
gin of the formation was performed diagnostic laparoscopy, in
which was determined the lack of the uterus (present through
two uterine rudiments), the ovaries with bilateral cystic for-
mations: from the left 15x15 cm with multiple villous, on the
right 5x5 cm, follicular type. Conversion was performed in me-
dial laparotomy with bilateral ovariectomy. Intraoperatively,
the laparoscopic data of the tumour was confirmed, showing
nodular general appearance with irregular, variable consist-
ency surfaces (Figure 2).

The postoperative period was without any particularities,
the patient was discharged at home at 7 days. In the micro-
scopic examination, the tumour parenchyma consisting of
large cells with round, oval and/or polygonal morpho-patho-
genetic aspects, with moderate hyperchromic nucleus and
a slightly foamy, clear, of germinative origin cytoplasm have
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Fig. 2 Disgerminom ovarian (aspect intraoperatoriu).

Fig. 2 Ovarian dysgerminoma (intraoperative aspect).

fibrilar-fibroasa si/sau hialinizata. Astfel, asamblajul celular
germinativ si stromal al tumorii, in metoda conventionalg,
este sugestiv pentru disgerminom (Figura 3). La examenul
imunohistochimic, s-a stabilit: (1) expresie membranoasa mo-
deratd si slaba (m++/+) si citoplasmatica (cyt++/+), expresia
la (PLAP) (Figura 4); (2) expresie difuza membranoasa la CD
117 (m++) (Figura 5). Asadar, datele microscopiei cu lumina si
profilul imunohistochimic totalmente corespundeau caracter-
isticelor disgerminomului ovarian.

Ulterior, pacienta a urmat sase cure de chimioterapie. Pes-
te 11 luni, a fost internata in sectia de ginecologie cu tumoare
in regiunea trompei uterine stangi, depistatd la examenul USG.
A fost efectuatd laparotomie mediana, cu tubectomie bilatera-
1a. Perioada postoperatorie fara particularitati, externata la a
7-ea zi dupa interventie. Rezultatul histologic - tesut nodular
leiomiomatos.

ARk ol )
Fig. 4 Imun noasa difuza
moderata si slabg, si expresie citoplasmatica (DAB x4).
Fig. 4 Immunohistochemistry (PLAP): moderate and weak diffuse
membrane expression and cytoplasmic expression (DAB x4).

Fig. 3 Disgerminom ovarian. Aspect microscopic, de ansamblu, al
componentei celular-stromale tumorale (x100. Coloratie H&E).

Fig. 3 Ovarian disgerminoma. Microscopic overall appearance of the
cellular-stromal tumor component (x100. H & E staining).

been frequently manifested in foci or cellular strips among
abundant fibrillary-fibrous stroma and/or hyalinized. So, ger-
minative and stromal cellular assemblage of the tumour in the
conventional method is suggestive for dysgerminoma (Figure
3). The immunohistochemical examination established: (1)
moderate and mild membrane expression (m++/+) and cy-
toplasmic (cyt++/+) expression in (PLAP) (Figure 4); (2) dif-
fuse membrane expression at CD 117 (m++) (Figure 5). So the
light microscopy data and the immunohistochemical profile,
totally corresponded to the characteristics of ovarian dysger-
minoma.

Further the patient followed six chemotherapy courses.
Over 11 months she was admitted to the gynecology section
with tumour in the left uterine tube region, determined by
USG exam. Was performed median laparotomy with bilateral
tubectomy. Postoperative period without particularities, dis-
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Fig. 5 Imunohistochimia (CD 117): expresie membranoasa difuza
(DAB x20).

Fig. 5 Immunohistochemistry (CD 117): diffuse membrane
expression (DAB x20).



Discutii

Analizand datele literaturii, a fost stabilit ca tumorile ova-
riene sunt o patologie destul de rar Intalnita la pacientele cu
sindromul MRKH [5]. Pana in prezent, in literatura din stra-
indtate au fost publicate doar optsprezece cazuri de tumori
ovariene In combinare cu anomaliile ductului Miillerian. Ca-
racteristica generala a acestor cazuri publicate este prezenta-
td In Tabelul 1. Varsta medie a pacientelor cu tumori ovariene
si sindromul MRKH a variat intr-un diapazon destul de larg,
de la 4 [8] pana la 79 de ani [7]. Trebuie de mentionat fap-
tul cd tumorile ovariene la copii si adolescente cu sindromul
MRKH au fost raportate doar in trei cazuri [8, 11, 19]. In cele-
lalte cazuri, numarul de observatii au fost analogice la femeile
de varsta reproductiva [6, 9, 12, 15-17, 22] si In perioada de
postmenopauza [7, 10, 13, 14, 18, 20, 21]. Ar trebui considerat
destul de interesant fenomenul aparitiei tumorilor ovariene la
pacientele cu sindromul MRKH familial [12, 17, 21].

Simptomele principale ale tumorilor ovariene la aceasta
categorie de paciente au fost: durerile pelviene (abdominale)
[10,12,13, 15,16, 18, 19, 20], marirea in volum a abdomenu-
lui [11, 15, 21], formatiune palpabild in bazinul mic [6, 8, 11,
15, 18, 20] si prezenta ascitei [21].

Pentru diagnosticul tumorilor ovariene la pacientele cu
sindromul MRKH, au fost folosite metode radiologice: USG, TC
si IRM. Trebuie de mentionat faptul cd, In majoritatea cazu-
rilor, aceste metode au fost combinate [8, 10-16, 18, 20, 21].
Suplimentar la diagnosticul radiologic si pentru stratificarea
tumorilor ovariene, a fost utilizat un spectru destul de larg al
markerilor tumorali (CA-125, AFP, 3-hCG, CEA) [11, 12, 15, 20,
21]. Intr-un sir de publicatii, se mentioneazi cresterea CA-125
(dela 127 panala 18.700 U/mL) [11, 12, 15, 16, 21] si al AFP
(dela 75,9 panala 13.507 ng/mL) [8, 11].

In majoritatea cazurilor, tumorile erau unilaterale [7-14,
16-18] si doar in patru dintre ele, au fost tumori ovariene
bilaterale [6, 15, 19, 20]. in cadrul tumorilor unilaterale, s-a
constatat localizarea lor preponderenta pe stanga [9, 11, 12,
14,17, 18, 21, 22], decat pe dreapta [8, 13]. Tinand cont de va-
riabilitatea situdrii si numarul ovarelor in sindromul MRKH, ar
trebui sa fie considerate logice observatiile referitor la dezvol-
tarea tumorilor in ovarul suplimentar [16] si cel ectopic [10].

In cadrul efectudrii interventiilor chirurgicale, de regula,
s-a efectuat laparotomia [6, 8, 10-16, 18-21] si doar in doua
cazuri au fost utilizate tehnologiile laparoscopice [17, 22]. Tre-
buie de mentionat, cad interventiile laparoscopice nu se deose-
beau de cele clasice si se efectuau cu luarea in consideratie a
tuturor principiilor oncologice. Volumul interventiei chirurgi-
cale in cadrul tumorilor ovariene si sindromul MRKH a inclus:
salpingoovarectomie (inclusiv, bilaterald) [6, 8, 11, 12, 18-20,
22], in combinare cu histerectomie (extirparea rudimentelor
uterine) [13, 15], extirparea omentului mare (omentectomie)
[12, 15, 21], in combinare cu rezectia intestinului subtire si
gros, eviscerarea pelvisului si limfodisectie [14, 16]. Intr-o se-
rie de cazuri, tratamentul chirurgical s-a combinat cu chimio-
terapie [11, 12, 14, 15, 16, 21].

In cadrul examenului histologic al tumorilor ovariene ma-
ligne in sindromul MRKH [6, 7, 8, 11, 12, 14-21], au fost inre-
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charged 7 days after surgery. Histological result - leiomioma-
tous nodular tissue.

Discussion

Analyzing the literature data, it was established that ovarian
tumours are a very rare pathology in patients with MRKH
syndrome [5]. Up to now, only 18 episodes of ovarian tumours
have been published in foreign literature, combined with
Miillerian duct abnormalities, and the general characteristic
of these patients is shown in Table 1. The mean age of patients
with ovarian tumours and MRKH varied in a diapason quite
wide, from 4 [8] to 79 years [7]. It should be noted that ovarian
tumours in children and adolescents with MRKH syndrome
were reported only in three cases [8, 11, 19]. In the other
cases the number of observations was analogous to women of
reproductive age [6, 9, 12, 15-17, 22] and postmenopausal [7,
10,13, 14, 18, 20, 21]. The phenomenon of ovarian tumours in
patients with familial MRKH syndrome should be considered
quite interesting [12, 17, 21].

The main symptoms of ovarian tumours in this category of
patients were pelvic pain (abdominal) [10, 12, 13, 15, 16, 18,
19, 20], abdominal increase in volume [11, 15, 21] palpable
tumour in the small basin [6,8,11, 15, 18, 20] and the presence
of ascitis [21].

For diagnosis of ovarian tumours in patients with MRKH
syndrome, were used radiological methods: USG, TC and MRI.
It should be noted that in most cases these methods have been
combined [8, 10-16, 18, 20, 21]. In addition to radiographic
diagnosis and stratification of ovarian tumours, a fairly wide
spectrum of tumour markers (CA-125, AFP, B-hCG, CEA)
[11, 12, 15, 20, 21] was used. In a series of publications, the
increase in CA-125 (from 127 to 18,700 U/ml) [11, 12, 15, 16,
21] and AFP (from 75.9 to 13,507 ng/ml) [8, 11].

In most cases the tumours were unilateral [7-14, 16-18]
and only four of them were bilateral ovarian tumours [6, 15, 19,
20]. In the unilateral tumours, their predominant localization
was found on the left [9, 11, 12, 14, 17, 18, 21, 22], than on the
right [8, 13]. Taking into account the variability of the situation
and the number of ovaries in MRKH syndrome, observations
should be made as to the development of tumours in the extra
ovary [16] and the ectopic [10].

In surgery, laparotomy [6, 8, 10-16, 18-21] was performed
as a rule, and laparoscopic technologies were used only in
two cases [17, 22]. It should be noted that the laparoscopic
interventions did not differ from the classical ones and were
performed with consideration of all the oncological principles.
The volume of surgical intervention in ovarian tumours and
MRKH syndrome included: salpingo-ovarectomy (including
bilateral) [6, 8, 11, 12, 18-20, 22] in combination with hyste-
rectomy (removal of uterine rudiments) [13,15], extirpation
(12, 15, 21), in combination with the thin and thick intestinal
resection, pelvis evisceration and lymphodisection [14,16].
In a number of cases, surgical treatment was combined with
chemotherapy [11, 12, 14, 15, 16, 21].

In the histological examination of malignant ovarian tu-
mours in MRKH syndrome [6, 7, 8,11, 12, 14-21] were record-
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Tabelul 1. Caracteristica generald a pacientelor cu tumori ovariene in sindromul MRKH.

MJHS 16(2)/2018

Varsta, Metodele de Dimensiunile tumorii (cm), . T . . .
Autorul, anul . . ) . Volumul interventiei chirurgicale Histologia
ani diagnostic lateralitatea
Larsen E. et al. (1992) 34 NA 10x5; 9x5; bilateral Laparotomie; SOEB Tumoare din celulele Sertoli;
cistadenofibrom mucinos
borderline
Pommerenke F. et al. (1994) 79 NA NA NA Tumoare din celulele Sertoli
Tsaur G. et al. (1995) 4 USG, TC, MO 9,8x5; dextra Laparotomie; SOE Teratom imatur
Savov L. et al. (1995) 44 NA NA; sinistra NA Tumoare Brenner
Rodriguez E. et al. (1998) 55 TC 11x7x5; ectopia ovarului in Laparotomie; extirparea tumorii Cistadenom seros
omentul mare
Takeuchi K. et al. (2006) 8 USG, IRM, MO 10; sinistra Laparotomie; SOE Tumoare a sacului vitelin
Mishina A. et al. (2007) 35 USG, MO 20x15x10; sinistra Laparotomie; SOEB + O Disgerminom
Fukuda J. et al. (2010) 50 TC, IRM, MO 15; dextra Laparotomie; HE+ SOEB Cistadenom mucinos
Bailey A. et al. (2010) 61 USG, TC 8,1x7; sinistra Laparotomie; HE + SOEB + O + rezectia  Cancer papilar seros, stadiul
intestinului subtire si portiunii drepte Illc
a intestinului gros
Kavallaris A. et al. (2011) 48 USG, TC, MO 103x2; 8x3x1,5; bilateral Laparotomie; HE+SOEB+0 Cancer ovarian epitelial gr. I1I
Bae H. et al (2013) 31 USG, TC, MO 25; ovar pelvian suplimentar ~ laparotomie, eviscerarea pelvisului Carcinom papilar seros
+ omentectomie + rezectia sigmei +
limfodisectie pelviana
Mishina A. (2015) 38 USG, TC, MO 10,7x8,7x9,3; sinistra Laparoscopie; SOE Tumoare din celulele
Sertoli-Leydig
Nusrath S. et al. (2016) 65 TC 12x10; sinistra Laparotomie SOE Carcinom endometrial (FIGO
gr.1)
Padrén-Arredondo G. et al. (2017) 10 NA 20x12x10; bilateral Laparotomie SOEB Disgerminom
Juusela A. et al. (2017) 72 USG, MO 17,8x13,4x16; bilateral Laparotomie SOEB Tumoare din celulele
Sertoli-Leydig
Huepenbecker S. et al. (2017) 64 USG, TC NA; sinistra Laparotomie SOEB + O Adenocarcinom seros grad
fnalt (gr. 3C)
Huepenbecker S. et al. (2017) 63 TC, MO NA; sinistra Laparotomie SOE + O + citoreducere Carcinom seros tubar
intraepitelial gr. 3
Miao Y. et al. (2018) 29 USG, TC, IRM 10,9%9,2x7,4; sinistra Laparoscopie; SOE Cistadenofibrom papilar
Ciobanu V. (cazul prezent) 14 USG, IRM, MO 15; dextra Laparotomie; OE Disgerminom

USG - ultrasonografie, TC - tomografie computerizata, IRM - imagistica prin rezonanta magnetica, MO - markerii oncologici, SOE -

salpingoovarectomie bilaterald, HE - histerectomie, O - omentectomie, OE - ovarectomie.

Table 1. General characteristics of patients with ovarian tumours in MRKH Syndrome.

salpingoovarectomie, SOEB -

Author, year ége' Diagnostic methods ;I;;ggﬁzydlmensmns (em), Volume of surgical intervention Histology
Larsen E. et al. (1992) 34 NA 10.5%9.5; bilateral Laparotomy; SOEB Tumour from Sertoli cells,
mucinous borderline
cystadenofibroma
Pommerenke F. et al. (1994) 79 NA NA NA Tumour from Sertoli cells
Tsaur G. et al. (1995) 4 USG, CT, MO 9x8.5x5; dextra Laparotomy; SOE Imature teratoma
Savov L. et al. (1995) 44 NA NA; sinistra NA Brenner tumour
Rodriguez E. et al. (1998) 55 CT 11x7x5; ovary ectopia in the Laparotomy; tumour extirpation Serous cystadenom
large oment
Takeuchi K. et al. (2006) 8 USG, MRI, MO 10; sinistra Laparotomy; SOE Vitelin sac tumour
Mishina A. et al. (2007) 35 USG, MO 20x15x10; sinistra Laparotomy; SOEB + O Dysgherminoma
Fukuda J. et al. (2010) 50 CT, MRI, MO 15; dextra Laparotomy; HE + SOEB Mucinous cystadenom
Bailey A. et al. (2010) 61 USG, CT 8.1x7.0; sinistra Laparotomy; HE + SOEB + O+ resection  Serous papillar cancer (stage
of the small intestine and the right side 3c)
of the large intestine
Kavallaris A. et al. (2011) 48 USG, CT, MO 10x3x2 and 8x3x1.5; bilateral Laparotomy; HE + SOEB + O Ovarian epithelial cancer gr. 3
Bae H.etal (2013) 31 USG, CT, MO 25; extra pelvic ovary Laparotomy; pelvic evisceration, Serous papilla carcinoma
omentectomy + sigma resection + pelvic
lymphodisection
Mishina A. (2015) 38 USG, CT, MO 10.7x8.7x9.3; sinistra Laparoscopy; SOE Tumour from Sertoli-Leydig
cells
Nusrath S. et al. (2016) 65 CT 12x10; sinistra Laparotomy; SOE Endometrial carcinoma
FIGO gr. 1
Padrén-Arredondo G. et al. (2017) 10 NA 20x12x10; bilateral Laparotomy; SOEB ]()ysghegrm]inoma
Juusela A. et al. (2017) 72 USG, MO 17.8x13.4x16.0; bilateral Laparotomy; SOEB Tumourfrom Sertoli-Leydig
cells
Huepenbecker S. et al. (2017) 64 USG, TC NA; sinistra Laparotomy; SOEB + O Serous adenocarcinoma
advanced stage (gr. 3C)
Huepenbecker S. et al. (2017) 63 CT, MO NA; sinistra laparotomy SOE + O + citoreduction Intraepitelial serous tubular
carcinoma gr. 3
Miao Y. et al. (2018) 29 USG, CT, MRI 10.9x9.2x7.4; sinistra Laparoscopy; SOE Papillar cystadenofibroma
Ciobanu V. (present case) 14 USG, MRI, MO 15; dextra Laparotomy; OE Dysgherminoma

USG - ultrasonography, TC - computed tomography, MRI - magnetic resonance imaging, MO - markers oncology, SOE - salpingoovarectomy, SOEB - bilateral salpingoovarectomy,
HE - hysterectomy, O - omentectomy, OE - ovarectomy.



gistrate mult mai des decét cele boderline [6, 18] si benigne [9,
10, 13]. Analiza formelor morfologice ale tumorilor ovariene
la copii si adolescente a demonstrat predominarea tumorilor
germinogene, inclusiv, a tertaoamelor imature [8], tumorilor
sacului vitelin [11] si disgerminomului [19], ceea ce a fost de-
monstrat si in cazul clinic prezent.

Prognosticul in cazul tumorilor ovariene in sindromul
MRKH este foarte greu de apreciat, fiind cauzat de raritatea
acestei patologii si de o durata foarte scurta de supraveghere
a acestor paciente pe un termen de pana la un an [6, 22] si de
lalpanala2ani[11, 12,15, 16, 21]. in majoritatea cazurilor,
se mentioneaza lipsa recidivelor dupa tratamentul chirurgical
si cel combinat, cu exceptia unui caz de adenocarcinom, care a
necesitat efectuarea chimioterapiei [21].

Asadar, in contextul celor prezentate, trebuie de remarcat
faptul c3, acest caz prezentat de tumora ovariana la o adoles-
centq, este cel de al patrulea publicat in literatura de speci-
alitate la pacientele cu sindromul Mayer-Rokitansky-Kiister-
Hauser si al treilea caz de disgerminom ovarian in aceasta
anomalie rar3, publicat anterior in literatura de specialitate.

Concluzii

Tumorile ovariene in sindromul MRKH se refera la o pato-
logie ginecologica destul de rara si trebuie sa fie luate Tn con-
sideratie in diagnosticul diferential al formatiunilor de volum
ale cavitatii abdominale in cazul aceastei malformatii. Avand
in vedere caracteristicile principale ale sindromului MRKH,
supravegherea clinica si radiologica indelungata a pacientilor
cu sindrom MRKH trebuie considerata a fi justificata.

Declaratia conflictului de interese
Nimic de declarat.

Contributia autorilor

Conceptia si design-ul studiului: VC, AM, PH, VP, IC; achizi-
tia de date: VC, AM, PH, VP, IC; analiza si interpretarea datelor:
VC, AM, PH, VP, IC; elaborarea manuscrisului: VC, AM, PH, VP,
IC; revizuirea semnificativa a manuscrisului, cu implicare inte-
lectuala importanta: VC, AM, PH, VC, IC. Toti autorii au citit si
aprobat versiunea finald a manuscrisului.

Sindromul Mayer-Rokitansky-Kiister-Hauser

ed much more often than borderline [6, 18] and benign ones
[9, 10, 13]. The analysis of morphological forms of ovarian tu-
mours in children and adolescents has demonstrated the pre-
dominance of germinogenic tumours, including immature ter-
atomas [8], vitelin sac tumours [11] and dysgerminoma [19],
which has been demonstrated in the present clinical case.

The prognosis for ovarian tumours in MRKH syndrome is
very difficult to appreciate due to the rarity of this pathology
and a very short duration of surveillance for these patients
for up to one year [6, 22] and from 1 to 2 years [11, 12, 15,
16, 21]. In most cases, there is a lack of relapses after surgical
and combined surgery, except for a case of adenocarcinoma
requiring chemotherapy [21].

Therefore, in the context of the presentations, it should be
noted that the given case of ovarian cancer in an adolescent is
the fourth published in the literature with Mayer-Rokitansky-
Kiister-Hauser syndrome and the third case of ovarian
dysgerminoma in this rare abnormality, previously published
in the literature.

Conclusions

Ovarian tumours in MRKH syndrome refer to a very rare
gynecological pathology and should be considered in the
differential diagnosis of abdominal cavity volume formations
in this malformation. Given the main features of MRKH
syndrome, long-term clinical and radiological monitoring of
patients with MRKH syndrome should be considered justified.
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