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Single Lung Transplantation in the Patient with End-stage
Lymphangioleiomyomatosis

—Report of 1 case—

Hee Chul Yang, M.D.*, Kwhanmien Kim, M.D.*, Yong Soo Choi, M.D.*
Jhingook Kim, M.D.*, Young Mog Shim, M.D.*

Lymphangioleiomyomatosis (LAM) is a rare disease in women in childbearing age leading to progressive respiratory
failure. LAM is characterized by an abnormal harmartomatous proliferation of smooth muscle cells surrounding the
blood vessels, lymphatics and airways in the lung. This proliferation leads to airway obstruction, cystic alveolar
change and lymphatic obstruction. Patients present with dyspnea, pneumothorax, cough, chest pain, hemoptysis, and
chylous effusion. Although lung fransplantation is the only therapeutic modality in end-stage LAM with respiratory
failure, there has not been any report of successful treatment in Korea. We report one case of successful left
single lung transplantation in a 40 year old woman suffering from end-stage LAM.

{(Korean J Thorac Cardiovasc Surg 2004;37:1015-1018)
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404} o4+ BAHF]: 158 cm, SFA: 48 kg, M3 AB
HE 199813 9 zq;g AN TE5ZeE F42
Wl Alefet FH AAE o #od 9 Mg 3
#Hlz7 7AA4 AZ = 732 (lymphagioleiomyoma-
tosis: LAM)-S Zlchdlol 31 Sols] b s & AlAkEor
of tfell 41 BAEE st ;T A WF(angiomyoli-
poma)e 2 Hgutokrh(Fig. 1). 2000 6dFE £ ol
ol 4] medroxy progesterone SC.8 I Z X X Zelw It
dl 2@ F, 2001 1090l AJP3 H7ls HAAY A
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ZHFVC) & 195 L (58%), €2Fete] 7 A 57| FEVI)
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F ohAl opA A ZEY FFMRSA) I3 o2 3
A ANEE e A glow, 2003 1€l $Z zdA
7150l A FBE *J%]*P%ML, olF A & 7%
o] Atsle] WAA FHS 23 34 ok GH(tale
pleurodesis)& Al 33*?21214 dFojzs 424 FAF:
170 cm, Z3A): 83 kg, GN¥ 0324, AFuhs) 3=
HAE & wokow, A AL CMV 1gG/igM (+/
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Fig 1. Preoperative Chest Computed Tomography (CT) shows
Cystic lung disease involving the entre both lungs in a
40-year-old woman, suggesting most possibly the lymphangi-
oleiomyomatosis.

343k A A4, CMV antigenemia (—), CMV IgG/IgM (+/—),
EB-VCA IgG/IgM (equivocal/—), EBNA (equivocal), EBV-
EA (—)gov, =75 AAA FVC=1.44 L (43%), FEV1=
045 L (17%)%ct. AAASFE Ek 110/70 mmHg, "2t
135/%-, A2 36.4°C, =& 353]/%, nasal prong 02 5 L/
minoll 4 4TI E 8EFgom, & A XX E cyclospo-
rine A (CsA) 10 mg/kg 73503 9 heparin 5,000 unit 3|3}
AT Foidd HE AUEZAL B Toied
2ol (Prostaglandin E1; PGEl) 250 ug2 §-o3F %, PGE!
250 uge] =3¥+E 4°C2] University of Wisconsin (UW) ]
D59 3 L 3REL Fekn LA AEeich Foln
5 $5 3992 5U & A4S 224U AAZ A
£ B2 ¥ AFER AokE Husgle

2 op L, 3 g 587 Akl
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AAAES AWt Foie] F shedol] EFol
2L 712 3X3 cm)UR L, oIz Futztel] vlsl
ofdl7t Zor g, 49 osE IV E dont, &
47 Al (fissure) wiitoll FHshde] RS ArIAAS
T o]Aeet. FoiAe] HE 73A, dHed, HA £
m&(cuff) Fo2 T8l #&5 F718A = 3-0 Poly-
propylene (Prolene™)& o] &3fo] =HR9 = d&Eeta,
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Fig. 2. Chest CT of 27" Postoperative day shows native lung
in the right side and transplantated lung in the left side.-

o] A T Aol A E g =] <% E (methylprednisolone)
500 mgg AWFAslom, Hd A2 151%e|drt
£ 3 e A FEAAE FAR e, W A4
A& 8A17Halcl methylprednisolone-g 125 mg4], & 63] A
WFEA 3 78 ZH| = <E(prednisone) 0.5 mg/kg/day O
2 uprglel CsAE 4 mg/kg/day s AHFASR, & F
3YAFE AFE AAE At CA EF 5
200~250 ng/ml (trough leve) & -FA|3}9dc}. Azathioprine
2 2 mg/kg/dayS 4B FHE Sl AAbeelx, HET
F2)7} 5,000mm’e. 2 "ol X A4 SFe Auro
2 F9v. Zgdis 93l cefotaxime, metronidazole,
vancomycin, bactrim, itraconazole®} gancyclovirg& A4-£3}%
o, o]glollE 347t HAFEET 5 giday IVSIEE & F
TAZA 7| FANR & Alegsle] kgt Aasle E<l
stz whastedc)h € % 194, nasal prong 02 4 L/min 3}
W ATAHE AR on, £ F 4Uxol] AelH Urt
MAZ SARG oF HLE &4 Kol oAl &
%2 dopamineg AWFA 3T, & F 108 Aol | Ho]
glem A 02 3 Lmin o] AEE3}E 90~91%2 ZHas}o]
34 AN 94 sol w3 WA Ao,
methylprednisolone 1.0 g2 347t AWMFAs9ch & £
N, A71BA A2A AAE Adlslen 2474
4 S Aniee FAE gdn, FRAME B
Q4 AN Fo19 9 SBE £A% A 4 o]
12858 ol Eato] AR 400 cc 1 AN
b & % 14Yx H71%5 A4 FEVI=1.06 L 0%)E 3
AE AfRE Byon, ALIIE wE 02 2 Ljminol4]
98%, el A& Egglol 0%7HA TAEHAY. & ¥
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1984 o] %2 7| AYZR HLITEFLAMS A&
2 Ho]Ae] s g XgHoF QA= glen,
W A FAALE 8 2 ATl i Hie =¥
Holck. olFollA&= 20000d kel F<F 5679 LAM 3zt
oAl Ho]Alo] o]FoiF o, feElvtztllAE 199613l
Aagl Soll 93 LAM gAldlAl €4 %3 do| A&
A8t o] ARolcl]. Y A, £ A 5 715
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A ok dF o4l FETIHe] 4 FoAt
BZ3 | AHol|A o] FoAAREE T izt
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Transplantation in LAM

A5 A7 AEE| Fas] F4EI] AFsigley,
a1 ok Bagoz ol A& o A Fort He
el vl B3 HRgoge AF4H4E & 4 o,
International Registry for Heart and Lung Transplantation
(IRHLT) ol w}2w, Ho]4] 1'd ABEA F 25% L3 5
W AEA Z 38%7F ARG o)l AL, o]F
Z 247 2.9%, 15.8%7F vHA ARA o2 3G THA].
2o A, & A ATy Aele 9oy, +5 A%
AEEg 12 32 4o Ao Znt FA ok Fo
, AA71EE Fol7] H¥ BE CA UF 8F 5
9l 250~350 ng/mlxr} %2 200~250 ng/mlE EXX 2
A3 81 23] 4 CsA trough level & #¢lslo] &3¢
sk 4417 9 o F4 J13Eg 47159 ol
glo] A glew, gl 7|17 3Al, §4 Afukgol 9
AFE Hol A, =2 AL FAA ko,
2 ol 944, 2HEH LR Aol 8
7} A&E 3 gk

1994 Nine ol @& w4 ¥ Fosdel] Akt
LAMo]] 3l H-&o.8 BWdt o]&[5] 2|7} o] H3 9]
o FA] elez A o ¢3kele A Ak (circulat-
ing growth factor)7} Foisl] WellA A Hel& 4o
71e Aoz A7sigl onh6], LAMS #]lel| gt oA
o} fAH Bawlo] whdslm A, LAMY} 3 A
A E A Hol: tuberous sclerosis complex 2 (TSC2) §-A
ALe) BlgA3HE ol wkalo] LAMS] Helo] & 4 gl
& Yolgla LAM A|E 9] 7|9 =HE Hold dt
T AME AEge o] &8 Baslo7). 9 ol
A o] Aldol] Aukst LAM =3l 7]£2] dol9ldd LAM A
EEo| Ho| EE o5 Ao, o] FAIY Foid
o] 7]€de] ofzlz sich8]. o] & Hite LAMeA
g2 H} ok Folil g Axske FRE AAU 33
o 29 A, 93 ANF g 5 AR AEed
Al A Z, AA7tA 2l JFA LAM A
EAE v ddeln, &% oldl gk &K #HFE
g dFg ol

£ FHE 5l XVP%\% W7 AP HAELEF
A dHojAlo] 7ha At X gHol B ¢ && Fst
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