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A Case of Congenital Hypothyroidism Due to Organification Defect
Associated wth Huerthle Cell Adenoma

Byung Tae Kim, M.D., Kee Sang Lee, M.D., Soon Il Chung, M.D., Sam Yong Kim, M.D.
Kyung Sam Cho, M.D., Bo Yeon Cho, M.D. and Chang-Soon Ke¢h, M.D.

Departmant of Internal Medicine, College of Medicine, Seoul National Universily

Congenital hypothyroidism due to organification defect was first reported by Haddad and
Sidbury in 1959,

The organification defect is easily proved by perchlorate discharge test.

We experienced a patient who had large goiter, growth and mental retardation, and
revealed positive reponse to perchlorate discharges test, and the surgical biopsied specimen
showed Huerthle cell adenoma, which was probably due to ‘chronic stimulation of thyroid
stimulating hormone, or coexisted incidentally.

Described here a case of congenital hypothyroidism due to organification defect associated

with Huerthle cell adenoma, with review of some literatures.
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B, o]i peroxidase ftZel sl FiRERA B
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# 1. Cocktail B0 o ¢ MTHERS] BEHRARLR

0" 157 30° 45’ 60° 120’
TSH after TRH(uU/ml) 179 1381 1264 892 437 326
Prolactin after TRH(ng/ml) 75.7 160 160 | 160 | 160 | 67.8
GH after Insulin(ng/ml) 7.7 9.6 16.3 9.8 9.8 4.6
LH after LHRH (mlu/ml) 17.0 160. 8 118.8 103.7 79.4 51.1
FSH after LHRH(mIu/ml) 13,1 21.8 24.7 21.3 20.7 17.58

BRE : B AW &) 4, A& @M
Hel = glon, HBEEB Mgl = & w7
EEmEEe A3 Azen, BEY vhels 1080t =
9% o FRBUGRFERSE wkot, I 8 Bl v
A AA 155 BEFREE waeh W BE B
2Ry Bl BEY Wt drtw £4o9 Fii
# BED BEE KT 9 fiodeh Kol AR
oF GAERTYE WITEEEEC oHA Az BERES
AR Wolol Hdld s7F Agx AEE HdelA
gk RERRS AL vk JEgoH, BRSBW
9} thEfd A RiEe T8 RS A HEE
A AR AR B BEERLEZAE, &%
RAE, SR, B, ERIET, F49%] i
At

BEE : FRFEE S HRFELS.

RIEE - LR Bl FRIEER glom, v
Vst g SRS IRET S 9.

BER R BEe W3 i g, Sl i
8 HpEel Mfed] BEol BIEHY 9z, KEE A
Agz wigstgdet. 29 HEle RER 33, HiR
Aole]l Awlst Weleh MRS 4% 46EZA fRIRe]
sieh, paEe 35 6°C A &z woka, mEE-E 130/90
mmHg 24 FEHel gch. BRAERS Al BES
o] §lgl3, WI%EH] Z717F 10X10cm X2 #Hrelek
BiEe) wha BEAYE SaEdx, 2 FLEHs
Zro. g 279 FiES EEel HEgR wbddta, &
EH el e =T AL F9 2 KE-2 oL b
jEo] o] sk A (AR 1,2). EEANAE bruit v
PREESS 28R gk

OFEL L, DEEe 22la THAI g, B
Fe A gt WITEZE BERREE 2R
kA, EEMATR L, Oz = =R sl = B
M, B&e M gz, EXE f9vh Th
BES dddt. BHRNAE 2802E KT Y
g2, RWEFESE BolA gt BEY HE

L 148 cm, ¢rey] = 78cm, WE EH 55cm, SFEE
# 70.6cm, w B 65cm 24 ] W2 EH AL
st B W EF 95 percentile g Hojv} gl
AA ol 26BN E BT HFBEFL 15~16
el Bt e (AR 8,4).

BEE R —RMEEEMRLE mEaF 12.5gm
%, FMBRTHEME 37.3%, B 6400/mm?, FRlL
BRYLRE 12 mm/hr R pRERY WE EFHEES
244 HmbEER, REE, KERE, FPEREEEAA
BAEFRS BRE + 942, LEENAL EFHR
3} 7522 RBBB fiR& B4vl. Wil XREFE £
RS RRESE, 16~18LITFY BEHET 2k
CPK 1101U/1, LDH 3701U/1 24 EfxE=r =
o] 94la, cholesterol & 190 mg% 24 EFEEER
o}, EE A e Eikd WS FRERRS AL
ol ERRAY.C 2% FA) 3 mkdk carpal tunnel FERERE
o] dgivl. BikigiemE L Ty 27.2%, thyroxine
1.6 pg%, triicdothyronine 130 mg%, HARIFERELS
2E 179pU/ml 24 HRIGEIMETS FFRE 24
=, TRH e & #R BXES 24+ =3
GH, LH, FSH % prolactin 5 I THREIZE 5
Bk Exeldrt(EE 1), FilklREA L Akt cold
area 7} 3 ATHA A=A 5). HEHEIRFR
o] FHAEL 28 144 B uls} o] IEEEE F
el g, #e) HEMEIRER BHME eReRel 6%
SEfell 72%9 T& FKHEBIAEE HolI 24 &
63% 24 <318 oz WAHE HRE 2gvl. Perc
hlorate discharge & 28 264 R ulo} zbo]
perchlorate #¢Bi%% 26.8%%] HH& Re kel irf.
R B 1A 15 3R BT R, Hirthle #iiRS] wHolelst

oul, FEARBYIEE REABHT RS Huerthle IR
JEol A ek (AL 6;7,8,9).

BE U A LR wke) o] g8k £XER
IRBEE TS fE®E 2olw, perchlorate disch-
arge B b koo A, organification [BEFSd] <3
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Fig. 1. ¥ uptake test.
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Fig, 2. Perchlorate discharge test.
SREFRESEETEN KHeddx, PiRREsAaE

BrR b Hirthle fifzs) Hei®l7t Jska, FREDR
Fi-& WfTehe], WHEMBATR L Harthle ffaiRiEo.
2 s}, organification fEfGel &7 S RHM:HREE
BE(ETiE7 Hirthle fifufpiEe] wigis Aoz 2Ee
+ A= BEe FRRORE FRBE=ES &R
3R

Z €S

Peroxidase fjtZd] o SRU:FMRIFBEETES
19594 Haddad ¢} sidbury o] &js) HRBES ik
el = BFRBEEETE BEAA thiocyanate
discharge FAB&S s}¢4, peroxidase & #Ef:o] ¢l= R
o] &= 9 .om®, 19714F Hagen &) 163k Fikik
FREES 1R, PHREREREC EWQ BEANA, per-
chlorate & fFfisle], FRREANA BRR HotlEE
4 o} 50%7 #EEHE A BgEg®. 2R o) §

MEE GIstd peroxidase 8] JEbkel A& Ak,
hematin JE# & stwl peroxidase 9 jfifko] b4 Fof
Lt ASs B sy, ol B organifie-
ation fZA AL hematin 8| FERABAL FLEet
Al I peroxidased] FEel Y& AHolvh 19734
Niepomniszcze o] &5y 7, H;agen 0] KEFSL B
#9) vl %7 HFo A hematin JEIE 31920} pero-
xidase 7} #E#E(bE] 2] ¢Eokeh. ol apoenzyme o] ¢l
At gk A S-olwh. ol 9} B peroxidase g
F& e 19584 Claytonel] s 443 glo=m,
5] 1R BEES FRBES KEE 92
u fro] ol gt discharge 7} ®x #ohyelel: A
=, PRRERS EFl A & ETFHA geked
u #ERL gdv 282 2 BEES A4 Hagen
ol® @EESE HES} v AY FA— Al =3
ol AESL B Furth AP A% RER »)
drk, olot eyl B 259 KELEA E Pendred
REERES] glom, o] BHEEL BRI THelA
ook ETE gen, Ast BuA 9, organi-
fication 3@ MRy edfel el=t. =l o] &
B AR A ol AR gm Yrv,
o] ol = BRI A 8] peroxidase = E#e| v} H,0,
o] el frZel AW, KHFe HEel TR}
Ak, peroxidase 7} JEIEFHE el HET 7 $l
perchlorate discharge FREoll Bz 112 5 ¢
414)‘

LI EsF 7o) 3£#24] organification ] EH= 2 K
Rel won), = 2#i9 7158 B, s perchlorate
discharge BBl BBikolar, B4 Aldt BENHES B
iRl glelok bW, As peroxidase Mg (LEE
WisA st bEse, ol AA7E- peroxidase Gk
o) WEst hematin & A At E B4 o] o
gk, Bk AY HO0, 353t thitrl Tgs -
o o]k kel LI A FEE zpdsted &
gabehb, BREE-S BRRIRE, FLEINIRE, BVE
f0] 9l ow, Harthle #ifufpfE-< EIRMEESY &+ &
HeA = Byl —EoE 44"8n P, BR
MRIES] BAFEHEOEAE TRl 32 B
BRe] BhHRIES, BH BIREARE 22 o3t
PER®, KK Bz, HPREREAS RARA & &
T ED,

EEEY fie e BRRE] ddon, @
By BERET ARSI MR ¢ wolglen,
RipgaegE sl TRH pEEER%s] BE FEETRE

— 41—
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BEEETES Jerdel, goitrous hypothyroidism £
ERE2 22 Hashimoto BikERS, KEH=Z, organifi-
cation [, oy (HPRIEN, EEENEE £ F Y
t}. Hashimoto FjRERZ S W7, 43S, 23
&Aooz BobA AT F Yz, EHRPZE K IE
oA 245 R e KRN Aol 18.1%0] 22 TR
o} Fulslm BYHHY Kol gonz HAFREE
U el g HERE WAl vk KRIEAT
SRR R C] 6~8KMld] FEdl Il 24K
ol o318 WA E = Bisl perchlorate discharge
BEF Bt BioR Hol FRRIEZEY ALEGH
2 organification ERo BWRE/F d&E &+ dd
t}, perchlorate discharge &ligdl B2 velvte
AL —fppho 2 organification Ef8, Hashimoto
BiRERsE, HERBARESES S g8 A0 bR
3k vhsh 7o) AKIEMI A& Hashimoto BUREE 1+,
HAAREBHAEER Q8 WHtkke] glx, xSy B
RERIESL BB 9wl Bo 2 HolA, organii-
ication R <3 HRMEFRIBPBEETESLR 47
ek #3) o9} vl ¥o] Hurthle fifuipiEel Bty
B AL dS En2s HEE ol whid) TR &
el BT AdA Ex Y FESH EREFR
IREEEETRES] 98 A Hirthle fifufiREl FER A
AX = #Es) & 4 9ok Harthle fifuipiES #%
BEFdr, FREY HEHRRH, Bk FRENRE
2R Wiak, FES fz, HFREEY RERES
o] AT QEul, AREMAAE KAHRIEH, KFE
Qg gz, HPREHS BHRRAZS BEe fdonz
AE 4 ozt A4t T KEFE 4458
RikiEEel ddon, FoE 2044 R &3q BHiR
%%ﬂﬂiiw‘}ﬁ HEhS wgtome Lo R &
BREpERse Ry jlges Fsle Hurthle il
JEol ZBA:slH& WREHES Y Asle & F gk

= B

EET o PR BERRE, HFREMRAS B
BEe] glo] Avhar HRIRES 13l EEA A perchlo-
rate discharge &< sto BHo = e organific-
ation defect o] &3t HERETRBIBETES A
g, = o] BEAA PRBUKRFEMS R
2 BEFT R E Hirthle fifufipfEc. 2 whs)al Fv 2
EAS R ¢ XBEES T HEstE vlel et
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