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TAO HINH AM VAT-AM HO TREN BENH NHAN PHI DAI AM VAT
DO TANG SAN TUYEN THUONG THAN BAM SINH - BAO CAO
TRUONG HOP LAM SANG

Pham Anh Vii*, Nguyén Minh Thao’, Nguyén Thi Mai*, Dinh Thi Phuong Hoai".

TOM TAT

Ting san tuyén thieong thin bam sinh la bénh do thiéu enzyme 21-hydroxylase (21-OHD) trong qud trinh
tong hop cortisol. Dan dén viéc sin xudt qud mirc androgen gdy ra phi dai dm vdt.

Muc tiéu: Bio cdo mgt truong hop lim sang hiéin gap va phwong phdp tao hinh dm vit —dm hg.

Phuong phép va Déi tuong: Bio cio truong hop ldm sang, bénh nhin nik 3 tudi vao vién dé'tao hinh dm lgi
Am vit - dm hQ c6 bdo ton bo mach thiin kinh theo Papageorgiouet va tao hinh dm hj do phi dai dm vit do ting san
tuyén thueong thin bam sinh thé' mat mudi.

Keét qua: tham mij va nguoi nha hai long v6i phiong phdp phdu thugt.

Két ludgn: Co thé'dp dung phuong phdp tgo hinh dm vit — Am hj trén bénh nhin phi dai dm vdt do ting sin
tuyén thieong thin bim sinh.

Tir khoa: Ting san tuyén thuwong thin bam sinh (CAH), tao hinh dm vdt-dm ho.
ABSTRACT

CLITOROPLASTY AND LABIOPLASTY IN THE PATIENT WITH CONGENITAL ADRENAL
HYPERPLASIA: A CASE REPORT

Pham Anh Vu, Nguyen Minh Thao, Nguyen Thi Mai, Dinh Thi Phuong Hoai.
* Ho Chi Minh City Journal of Medicine * Supplement of Vol. 22 - No 4- 2018: 38 — 42

Objectives: Congenital adrenal hyperplasia (CAH) is caused by the congenital insufficiency of the enzyme
21-hydroxylase (21-OHD) in the synthesis of cortisol. Thus, overproduction of androgens causes clitoral
hypertrophy. Aims: To report on a rare case report and the method of clitoroplasty and labioplasty. Material: a 3-
year-old female patient admitted to the clinic for resonance clitoroplasty with preservation of neurovascular
pedicles due to clitoral hypertrophy in congenital adrenal hyperplasia.

Methods: a case report.
Results: Cosmetics and the family’s patient are satisfied with surgical methods.

Conclusions: The method of clitoroplasty-labioplasty can be applied in patients with enlarged clitoris due to
congenital adrenal hyperplasia.

Keywords: Congenital adrenal hyperplasia (CAH), Clitoroplasty.
PAT VAN BE tle tuyén yén, kich thich vo thuong than tang
' sinh va san xuat qua muc androgens® gay nam

Tang san tuyén thuong than bam sinh 4 o 40 pa g4i dic biot 1a phi dai am vat, véi ty
(Congenital Adrenal Hyperplasia-CAH) la mot 16 hién méc 1 1: 15000 tré.

bénh ly gia dinh ¢6 yéu td di truyén, gay ra boi
s thiéu hut cac enzym 21 - hydroxylase nén
khong san xuat duwgc Cortisol. Sy thiéu hut
Cortisol trong co thé dan téi sy tang tiét ACTH

Phau thuat tao hinh am vat 1a can thiét vi ly
do thdm my, tam ly gidi tinh va gép phan quan
trong vao khodi cam khi quan hé tinh duc nén
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duoc chap nhéan kha rong rai ddc biét la tao hinh
am vat co bao ton bé mach than kinh. Phi dai &m
vat 1a di tat bam sinh kha thuong gép tai cac co
8Oy t&€ c6 chuyén khoa Tiét Niéu hay Niéu Nhi.
Tuy nhién lai it dwoc dé cap dén trong dén trong
y van Viét Nam. Vi vay, bai bdo cdo xin duoc
trinh bay vé mot truong hop 1am sang hiém gap
- Tang san tuyén thuong than badm sinh va so
lugc vé phuong phép tao hinh am vat—am ho ¢6
bdo toin bd mach than kinh theo
Papageorgiouet(? va tao hinh am ho.

BAO CAO TRUONG HOP LAM SANG

Z N -
Hinh 1. Bénh nhin nit, Karyotype 46, XX DSD.

Bénh nhan nit 3 tudi, Karyotype 46, XX DSD
(Hinh 1), v6i tién st tir tuan dau sau sinh, bénh
nhan da non nhiéy, ia chay, mat nudc va sat can,
sau d6 bénh nhan duoc lam xét nghiém sang loc
(l&y mau got chan) va phat hién bénh ting san
tuyén thuong than bam sinh thé mat mudi. Tt
dé dén nay, bénh nhan duoc theo doi va diéu tri
thuong xuyén voi thuéc Dexamethasone (2,5
mg) moéi ngay va Fluorohydro cortisone
(Florinef- 0,1mg) 0,3mg/ngay. Vé tién st gia
dinh, tat ca anh chi em rudt déu khoe manh, bd
me khong ai bi bénh twong tw.

Tham kham hién tai, bénh nhan hoan toan
binh thuong. Chiéu cao la 93 cm va nang 14 kg.
Bénh nhi cé cac didc diém sinh duc khac nhu tdc,
va phat trién binh thuong. Kiém tra san chau,
thay am vat 16n 2-3 cm, va khi kich thich tang 1én
4-5 cm chiéu dai (Hinh 2). Mbi 16n, moi bé va 16
niéu dao ngoai binh thuong. Theo phan d6
Prader thuoc type II-IIl: Xoang niéu dao -sinh
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duc hinh thung, 16 niéu dao - Am vat sat nhau,
am vat rat to

——

R X

-

Hinh 2. Am vjt ciia bénh nhén
Kiém tra Am dao, chiéu dai &m dao binh
theong, tt cung di dong. Siéu am bung va chau
cho thay t& cung nho. Ca hai budng tring déu
binh thuwong. Ca hai tuyén thuong than khong
thay ro. Cac xét nghiém khac dwgc trinh bay &

bang 1.
Bang 1: Cic xét nghiém cua bénh nhin
Bénh nhan Binh thwong
Testosterone 11,78 0,1-1ng/ml
Cortisol 874,9 171 — 563 nmol/ml
17 OH progesterone 25 0,19 - 4,69 ng/ml
Estradiol 354,5 30 — 120 pg/ml
Kali 6,24 3,4 —4,5 mmol/l
Natri 124 136 — 145 mmol/l
Chloride 98,2 98 -107 mmol/l

Bénh nhan duoc dit tw thé ndm ngita, gay
mé toan than. Khau kéo am vat bang Dafilon 3/0
tai quy dau am vat. Vét rach da duoc thuc hién &
mat lung vudng goc vai truc am dao gan sat voi
quy dau am vat, va thuc hién duwong rach vong
cung 270 d6 dén nén ctia am vat da duoc mo ta
bdi Papageorgiouet va cong su?. Da ving am
vat duoc phau tich d&&n mac Buck va cat doc theo
truc am dao dwoc thuc hién d€ nang boé mach
than kinh lung am vat. B6 mach than kinh lung
duoc phﬁu tich ra khoi than vat hang va dwoc
tadch ra boi 1ic mach mau. Hai 1c mach mau
duoc stt dung d€ gitip cam mau & gbc duong
vat. B6 mach than kinh bung ciing duoc phau
tich va tach ra boi lac mach mau. Phau tich dén
gOc clia &m vat. Truc am vat duoc cat bo. Hai
dau mom cat dugc khau bang miii chit U lién
tuc, va dau gan va dau xa mom cat duoc ndi véi
nhau boi cac mii chi vicryl 4/0 roi. Bénh nhan
tang san tuyén thugng than bam sinh thé mat
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mudi duoc diéu tri ngay tir lic mdi sinh nén
hién tai khoang am dao va niéu dao da duoc
tach ra thanh hai khoang riéng biét. Nén viéc tao
hinh am ho ¢ day gitip md rong hon vung tién dinh.
Tao hinh &m ho (Hinh 3)

Phan da mit lung am vat da duoc phau
tich, xé doc goc 12 gio dén gdc am dao dé€ tao
thanh moi bé. Tao mot vat chit u nguoc voi
dinh 1a mit sau cua 16 niéu dao ngoai. Phau
tich tir di hr vat cht U dén gbc am dao (noi
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giao nhau). Tién hanh khau dinh da hai bén
mat lung am vat vao phan xa cua vat cht U
bang vicryl 6/0. Sau d6, khau mii roi bang
vicryl 6/0 d€ tao hinh moéi bé, moéi 16n. Luu
thong niéu dao trong 2-3 ngay Giai phau bénh
mau bénh pham cho két qua binh thuong vé
mo hoc. Khong c¢6 bién chiing sém hay mudn
sau phau thuat. Nguoi nha bénh nhan hai long
v6i két qua tham my ctia viéc tao hinh.

Hinh 3: Luoc do phd~u thudt tao hinh dm vdt.

Hinh A: Bénh nhén tw thé nam ngiia, bé 16 vung tien dinh dm hé.

=

Hinh 4.S0 lirgc vé phirong phdp tao hinh dm vdt theo
Papageorgiout?.

Bén trai: Hinh anh dwong vat 16n sau khi cat
da hinh vong cung tai madt lung dwong vat. Co
dinh soi chi tai quy dau am vat. Thong niéu dao
duoc dat vao niéu dao — bang quang.

——

Bén phai: Da vliing duong vat dugc phau tich
dén mac Buck va cit doc theo truc Am dao duoc
thuc hién d€ nang bé mach than kinh lung am vat.

Hinh 5. Céc buéc phdu tich
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Hinh 3B,3C: Phdu tich va cdt vat tao hinh &m vét- moi bé- moi lém theo phurong phdp Papageorgiouet?.
= 5 N

Hinh trdi: B6 mach than kinh lung duoc
phau tich ra khoi than vat hang va dugc téch ra
boi 14c mach méu. Hai 14c mach mau duoc st
dung dé gitp cam mau & gdc duong vat. Bo
mach than kinh bung ciing dugc phau tich va
tach ra boi lic mach mau.

Hinh gitta: Phau tich dén g6c dwong vat (cua
am vat). Truc am vat duoc cit bo. Mém cut cta
truc am vat ndi véi nhau boi cdc mai chi roi.

Hinh Phai: két qua hau phau trinh bay
duong rach sau khi noi.

Hinh 6: Tao hinh mdi l6n bang vat Y-V cdi tiéh.
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Vat cht Y duoc di chuyén ra phia sau, bén
canh 16 Am dao va khau dinh mép bén ctia vat
chit U. Sau d6, khau mdii roi bang vicryl 6/0 d&
tao hinh moi bé, méi 16n.

Hinh 7. Am hd va dm vit sau khi phdu thugt trén
bénh nhan phi dai dm vit do tang san tuyén thuong
thdn biam sinh

BAN LUAN

Tang san tuyén thuwong than bam sinh
(CAH) dat ra nhiéu thach thirc, dac biét ddi vai
phu ntt bao gom cac van dé hinh thai va, va chuiic
nang bo phan sinh duc sau nay. Thé mat mudi
thueong duwoc ghi nhan ¢ giai doan so sinh véi
cac xét nghiém lién quan dén gidi tinh. Day la
thé dugc dac trung boi su biéu hién qua muic ctia
androgen. Bénh nhan c6 thé hodc sinh ra véi bd
phén sinh duc mo ho hoac khaéi phat cac triéu
chiing mudn®. Viéc diéu tri bénh nhan ¢ bat
thuong bo phan sinh duc 1a mét van dé phuc
tap, v6i stta chita cac di thuong vé gidi phau tao
ra co thé tuong tng véi gidi tinh,va chitc nang
tinh duc, cho phép bénh nhan c6 thé c6 mot cude
song binh thuong.

Nam 2006, tuyén bS cua Hoi nghi Dong
thudn qudc t€ vé chuyén gioi da dé nghi mot
phuong phap tiép can da nganh 1dy phau thuat
lam trung tam. Phau thuat tao hinh ni gioi duoc
khuyén cdo trong treong hop nam hda tram
trong. Tao hinh 4&m vét ¢ bao tén bé mach than
kinh va chc nang tinh duc duwoc nhan manh.
déac biét ¢ d6 tudi thanh thiéu nién vi nhiing stra
chita ¢ giai doan so sinh duy doan sé c6 thém su
stra chita lai la ¢ tu6i day thi®.

Tai hoi nghi thé gi6i an thit 4 ctia Hiép hi 16
tiéu thap quoc t€ va Roi loan Phat trién Gidi tinh
(the International Society of Hypospadias and
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Disorders of Sex Development), 87% bao cdo cho
rang can c6 ddi cham séc da khoa trong quan ly
tré mac bénh CAH. 78% (48/61) céc bac si phau
thuat duoc khao sat wa thich dé thuc hién phéu
thuét tao hinh co quan sinh duc nit dau tién nam
2 tudi. Phau thudt tao hinh am vat vdi cit bo mot
phan 1a phau thuat phd bién nhat va sau d la
tao hinh am dao béng vat cht U Fortunoff(4,

Mot nghién ctiu tir trung tam DSD 16n nhat &
Anh da danh gia nhitng thay doi trong diéu tri
thanh thiéu nién véi by phan sinh duc mo ho tir
gitta nam 2001 dén 2012 cho thdy giam tdi thiéu
trong tao hinh am tr 100 % xudng 93% va giam
nhiéu hon ty 1& phéu thuat tao hinh toan by am
dao tir 100% xudng 80%. Trong dd, 86% bénh
nhan trai qua phgiu thuét tao hinh Am vat bao ton
bé mach than kinh. Nghién ctru nay da duoc
khuyén khich vi né duoc bao cao két qua cai
thién thAm my va giam nhu cau phau thuat thie
phat®. Va, 91,6% bénh nhan duoc mo ta cé moi
quan hé 6n dinh v6i ham mudn tinh duc, kich
thich, boi tron day du va cuee khoai tot®

Tao hinh 4m vét voi bao ton cac day than
kinh lung ctia am vati.Cac vi tri giai phau cta
nhitng day than kinh quan trong nay chi méi
dugc md ta trong giai phau chi tiét gan day. Day
than kinh lung chay doc theo than duwong vat
ctua am vat khi ceong cting; vdi vi tri thuong gap
nhat la 11 va 1 gio va gui cac nhanh dén vo ¢ vi
tri 5 va 7 gio, gitta chiing khong c¢6 cac day than
kinh. Céac day than kinh lung thuwong dam nhan
mot sO chirc ndng quan trong nhu cung cdp cam
gidc dén than va quy dau am vat. Kich thich day
than kinh lung do cac day than kinh vat hang dé
bat dau va duy tri su & mau®. Tuy nhién, Alizai
béo cdo phau thuat cling c6 thé khong dat yéu
cau 0 46% bénh nhan vi mat di am vét, teo am
vat, cac tuyén con lai nho, hodc go 1én®.

Nhiéu nghién ctru dang duoc tién hanh véi
két qua lau dai vé tam ly o phu nit bi CAH, cho
thay ty 1é trAm cam va cang thang thuong duoc
bao cdo, dac biét, trong mdi quan hé, can nang
lién quan dén thay thé steroid®. Tram cam do
am vat 16n, va hinh dung rang minh khong phai
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1a nam hay nit. Va phau thuat dé ngan ngtra cic
van dé tam ly la diéu quan trong.

Viéc diéu tri da trung tam véi phau thuat,
ndi tiét, phu khoa va nhém tam ly dang dan dan
trd thanh nén tang ctia cham séc tang san tuyén
thuong than bam sinh.

KET LUAN

Tang san tuyén thuong than bam sinh 1a mot
bénh ly hiém gap, trong do triéu ching phi dai
am vat c6 thé gay ra nhiéu anh hudng lau dai vé
tam ly. Phau thuat tao hinh 4m vat — Am hd nén
dwoc xem xét cho nhitng bénh nhan nay. Huéng
diéu tri da chuyén khoa nén dan dan trd thanh
nén tang cho viéc cham soc bénh nhéan tang san
tuyén thuong than bam sinh.
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