Interhospital Gl Conference

A 5-year-old girl with dysphagia
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Physical examination
V/S BT 36.2°C, HR 100/min, RR 20/min, BP 108/66 mmHg
Body weight 16.2 kg (P2s), height 111.3 cm (Pso)
GA: alert, good consciousness
HEENT: no pallor, anicteric sclerae, no palpable lymph
node, normal oral mucosa
CVS: normal S1, S2, no murmur
RS: normal breath sound, no adventitious sounds
Abdomen: no distension, normoactive bowel sound, soft, not
tender, liver and spleen not palpable, no palpable mass

Neuro: grossly intact

Problem list
1. Progressive esophageal dysphagia

2. Underlying disease: asthma

Differential diagnosis

M1519% 1 n1sAtadauanlsa’lunilasail



Structural Inflammation Motility disorder

obstruction
- Esophageal - Eosinophilic - Achalasia
stricture esophagitis - Diffuse

- Esophageal mass |- Gastroesophageal | esophageal spasm

- Esophageal reflux disease
duplication - Pill-induced
- Esophageal esophagitis
web/ring

Discussion

n1e dysphagia Taavin llasRarsanusnitauialnfitiuiad
oropharyngeal phase w3a esophageal phase Kilhas1ait Wlseifndudna
U3Laou retrosternal area ‘Lifinduudlfinfina Lifiavnsdviinaniadidn 59
AnfivAuinilnfuas esophageal phase wnAduaswudnfiannisdlunndu
1309 dnwausilu progressive esophageal dysphagia Taaanuafidne e
structural obstruction, inflammation was motility disorder (mi’mﬁ 1)

AnUszIfEavndusavLdvfinuInnINVaIal vinluAadivdavs lungu
structural obstruction annNga TaaTlsantndvlen

- esophageal stricture Fyaralfinn1uuay inflammation process 'l

U gastroesophageal reflux disease (GERD) w2a esophagitis 310
SRV REG
- esophageal mass usiwy lavdaaninlulén

- esophageal duplication Liar esophageal web finfivilaaiiiavan

Anazitlugaie congenital a1n15AY9zALTUNANLLGL U a1l



an1smaaaIanzalilu intermittent uaziniilu non progressive
symptom
naudi 2 Awwlduasndnda inflammation léiuA eosinophilic esophagitis,
GERD, pill-induced esophagitis Taeithanauitaraaswuainisndugdiuinusa
\Susaudaeldan mucosal inflammation wdaunitiuuindufanalie

esophageal stricture lauargnvina@angu motility disorder wsitiiavaangile
nauilinlatn1snduaavidindavasinalaiuin W lssvAudaiaudeing
Uaaad 1nalu achalasia anvaziidszidauLgas regurgitation “aa diffuse

esophageal spasm 21338 chest pain s9u67a’la

Initial investigations

CBC: Hb 11.8 g/dL, hematocrit 36 %, WBC 11,070/cumm,
neutrophils 58 %, lymphocytes 35 %, eosinophils 2.1 %, platelets
465,000/cumm

Electrolyte: Na 141, K 4.95, CI 108, HCO3 20.9 mmol/L

BUN 10, Cr 0.22 mg/dL

UA: Sp.gr 1.009, pH 5, protein-negative, blood-negative, glucose-
negative, WBC 3-5 cells/HPF, RBC 15-20 cells/HPF



‘§1J1'7i 1 Chest x-ray: soft tissue density mass at right hemithorax, not

silhouette to right heart border




suh 2 Esophagogram: relatively stasis of barium mixture in the dilate mid to
lower thoracic esophagus and delayed barium mixture passing through the
caliber tapering and stretching of distal esophagus (about hiatal level) and
EG junction. External compression at left-sided of the thoracic esophagus
at T7-8 level and suspected filling defect at gastric fundus; probably due to

the surround hypoattenuate lesion.



;s]J‘i?i 3 Computed tomography (CT) of the chest and abdomen: long
segment circumferential wall thickening mass involving entire esophagus-

gastric cardia.

m'sm')mﬁmﬁuﬁuq e
chest x-ray wu soft tissue density mass at right hemithorax, not

silhouette to right heart border vinlvidudeangu posterior mediastinal
mass (507 1)

esophagogram wu relatively stasis of barium mixture in the dilate mid
to lower thoracic esophagus and delayed barium mixture passing
through the caliber tapering and stretching of distal esophagus (about
hiatal level) and EG junction s9unuwu external compression at left-
sided of the thoracic esophagus at T7-8 level and suspected filling
defect at gastric fundus (5U71 2) F9avde mass lesion fiananalfian
esophagus

CT chest with abdomen wu long segment circumferential wall
thickening mass involving entire esophagus-gastric cardia (jﬂﬁ 3) A

iinfivnau esophageal tumor



Wilaelssun1sdavnaay esophagoduodenoscope wuanusaue dilatation
and tortuous esophagus fisinuiia middle to lower esophagus Tagliny
submucosal tumor fidfatan 3916R15eu11i1 endoscopic ultrasound wu
anwaue hypoechoic layer in esophagus, thickness varied in position, no

definite capsule or endpoint was16vin fine needle aspiration (FNA) Liiagy
M9IANLDINE
Wa histological finding 91n esophageal FNA wu31gi1’lénu benign

smooth muscle cell Tagl immunohistochemical study wu positive-SMA LLas
h-caldesmon luaauei linun1sfinduas CD117, DOG1 wax S100 (5U1 5) i
W lun15uenTsa leiomyomatosis 970 smooth muscle cell Hilnduq Aa
gastrointestinal stromal tumor (GIST) was nerve sheath tumor 3t ’leiny

n1531aae diffuse leiomyomatosis
Diagnosis: Esophageal leiomyomatosis

Management: Partial esophagectomy for tumor removal with gastric pull-up

procedure

Gross esophagus
» Diffuse circumferential muscular wall thickening
* No mucosal lesion or distinct mass lesion

* Prominent inner circular muscle wall thickening



Surgical histopathological report (Esophagus with EGJ and part of
stomach, partial esophagectomy)
» Diffuse muscular hypertrophy involves entire length of specimen from
lower esophagus to cardia of stomach (12 cm in length and 2.3 cm in
maximal thickness)

* No dysplasia or malignancy

Clinical course
PUsRFLUNINR 1en579Tdd122 wudn 8 microscopic hematuria uas
proteinuria
UA: Sp.gr 1.009, protein 1+, WBC 3-5/HPF, RBC 15-20/HPF, dysmorphic
RBC uaswuinudvniga 3 u §ild lagnaiiuiitdraila densiaildanswy
Sp.gr 1.010, protein 4+, WBC 2-3/HPF, RBC >100/HPF, dysmorphic RBC



war Liwuigaluaitdaannnisinicttaluilddnizainnanynaiilvuanivainu
Nan@uay glomerulus 39 1A&905INALRDALANLANLNAUFNUG WD

hematuria wuax proteinuria sl
* C3, C4: normal
* ANA: negative
» ASO titer <20
« UPCR 5 mg/mmol
e Serum albumin 2.75
g/dL

Hearing test: normal
Eye examination: normal

Family history (%QWUﬂdﬁu
Aan@ e Tulsane
WU5N554 11w Alport

syndrome)

o Ufjids1sa’le n1slatu
n3ani1suaURaUnH U
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AMNHNANTITAFIATIOU LUnwudIuaNasue 1639 led961573 kidney biopsy

WU

* 9 glomeruli, no glomerular sclerosis

» unremarkable capillaries, mesangium, tubules, interstitium, artery, no

crescent

» Electron microscopy: thin and focal thickened basement membrane

with foci of duplication, diffuse foot process effacement of podocytes

TaaanrausAINa1NLNUaniivANRaUnfuad glomerular basement

membrane NiiAuIUNITRanaNaInIsaanass (Alport syndrome) Mtluise

nRugNssNNTiaIuRalnfwuay collagen type 4 Lasd1NISONWLSINAL

diffuse esophageal leiomyomatosis laiiat

Definite diagnosis: Alport syndrome with diffuse esophageal

leiomyomatosis



Progression
navnnariaduisafua g laaulng lufindudia liaau
2 Ifaunavrisiniianni1saau ldadau vasAuaiuis lddszunan 15-20 uiii fin
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Esophagogram
* Focal luminal narrowing of anastomosis, lumen 1 x 0.7 cm with mild

delayed passage of contrast

AMNWA esophagogram wuini stricture wav esophagogastric
anastomosis 3 ls5un13d8avnaay esophagoduodenoscope Wi
esophagogastric anastomosis stricture 3v165un155n1¥1TAel CRE ™ (

controlled radial expansion ) Balloon Dilatation #ayainuu letiafinniuainig
LAaTNATNLALNINNTHIAAVRaAD11S FINENUANSIANT 1 1T udszdnnd
wardafnauiladiisitluscas idalsufiuainisway Alport syndrome


PD0
รูปนี้ก็จน่าจะตัดออกได้ค่ะ


Diffuse esophageal leiomyomatosis
JudanwaicuadiiiavanuavnaiuilalizauusIaanaIi1s FNANL
U5k 2 Tu 3 wavdruavuasriaanainis gt litinainisialndiaa

B“annaIniIg L u NAURA adauraviuna1niis avavusraldant (dudu
uanNiaIvinlitinain1sfRnlnfiuanrannainig 16 L Eu vaanauantdulsasy
r1a1d1u7n 1a waladaea Tusu Inaiinusiunuainisudaanydu nlale

\Ain1n diffuse esophageal leiomyomatosis 1u dd1ziiluidan Sauas 62
adutlunas Jauas 40 uazidadainlunguainisaanass (Alport
syndrome) Uszunausasar 580

naNaIN1sdanase IuTsantaiugnssuiiinuiadn@ivas collagen

type 4 Foilludrulsznauway basement membrane LinanAINURAUNGRUDY



g COL4A3, COL4A4, wax COL4A5 sﬁoﬁmsmwammoﬁugmwiﬁﬁmmu
X-linked recessive fiduwusfufiu COL4A5 uax autosomal recessive Lax
autosomal dominant Svduwusiuiiu COL4A3 war COL4A4D atinglsfinusl
N1sANMINLINEINIsaWL de novo mutations 16 TaawuluruelvuInnINEe
atdniiuddey Tneilhafing diffuse leiomyomatosis 3ause Ll lduvuand
wennsailsafiudavningief Linu® Tauasfiannisfinutasdeusaaiasda
211N e 1 U dadnuiuidan wialldd1situnay usadvlsfiniuainnsa
WUAMNARUNAVaITEILAUY@ I aLanelun15197 2

1919 2 Clinical manifestations of Alport syndrome®

Clinical manifestations Median age

onset (years)

Kidneys Recurrent hematuria 4.5
Proteinuria 6
Chronic kidney disease or end- 25

stage renal disease

Eyes Anterior lenticonus
Maculopathy 11
Corneal endothelial vesicles

Bilateral posterior subcapsular

cataracts

Ears Bilateral sensory neural hearing 11
loss

Vessels Aneurysms of the thoracic and Male < 40

abdominal aorta

Esophagus Diffuse leiomyomatosis 3




Tracheobronchial
tree

Clitoris

21NSLEANUAINFUDINTITIANDSH TULLFATTzUU 819 LFEIN1T0RNFIIWL
lasaueinsn (915199 2) Teaaini1snv lnasny lataanga Taaliangndane

asranLilaanutiuidan uasilagadunasiians 4.5 T uas 6 Uauddu uay
wuntelane ldnianawds 25 1 fiwusaudu diffuse leiomyomatosis Tl
ansfiny litasun Tasaunsanwyldaudanaiasda 3 1 waztinlinulu
Winfianguinnda 13 duly ©
mitn13nsuaznisfiaauihafiniuddauatiounn Tnaiznns
SN¥IANAanI5Yin esophageal resection 99uAUN15%1 reconstruction

method 91 gastric transposition, gastric tube reconstruction %13a colonic
loop bypass Hugu Mivilazdavinaninainislndde iavsarnwuainisunsn
HaunaIHInn 16 Tnawy esophageal stricture 3ae1a: 20, esophageal leakage
Satar 16 uazwuinduunfiannisdiausaeldduniswndagt Ussanmudasas
16 uananiiu a1anvaInIsunsndauiusaudie sauar 4-8 (o gastric outlet
syndrome, colonic herniation through the hiatus, esophageal perforation,
new esophagogastric fistula, new esophageal diverticulum waz dumping

syndrome (fugu®
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