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[ Abstract] Objective To investigate the clinical efficacy and prognosis of lung transplantation in the treatment
of cystic fibrosis (CF). Methods Clinical data of one patient with end-stage CF undergoing allogeneic bilateral lung
transplantation were retrospectively analyzed. Clinical characteristics, diagnostic methods and treatment strategies of the
CF recipient were summarized. Results The recipient had suffered from relevant symptoms since childhood including
repeated cough and purulent sputum for 30 years, complicated with recurrent pulmonary infection combined with acute
exacerbation, chronic sinusitis and extremely severe malnutrition. Prior to lung transplantation, the patient had to depend
upon the invasive ventilator due to respiratory muscle weakness, and admitted to intensive care unit (ICU) for a long
time. Imaging examination revealed multiple cystic columnar bronchiectasis accompanied with infection in bilateral
lungs. The diagnosis of CF was further confirmed by sweat test and gene detection. The recipient underwent bilateral
lung transplantation on August 17, 2017 and received rehabilitation treatment. The lung function was gradually restored
to normal. The recipient had obtained the same quality of life to the healthy counterparts since the date of manuscript
submission (over 2 years). Conclusions Lung transplantation is an efficacious treatment for end-stage CF, which can not
only save patients' lives, but also significantly improve the quality of life of patients.
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PWNELT4EAL (cystic fibrosis, CF) & e (n
PRBRVE ISR 0 22 RGUBEIN, RPN R 4 i 3 M 21 4
Ak 5 B g S 8 15 [ T (cystic fibrosis transmembrane
conductance regulator, CFTR ) & [ (LR 575 5 [ 5f Y,
CF e WFALRR A P, it 25Ak CF 7EWE I ARE
J& TN, AR AF R BEE X2 AR IR K12
T FBRYHE S, ST R B CF 7 A A & 9 2R 0
T ARSCHGE 16 32 % CF %24, X 2Z& W)
i RARE L 2 T B SO A2 I T R BRI T 48
AT, FFREE CFiZ2ia ATk, DA &
I RT3 2530 AR SRS K

CF BRI L 47 R B 52 WP G s e . 32
YK IR TR I A B ZE M e,
BIETE . IRiIVS. BRAR, GIH6L, T
Na', Cl S, BT, Atk 60 4,
CF B# A AEF B LINTIE K, 75 & B B I 7
B M 40 2 M AR CF MIRYT ik
ARz, AfERCam8fitm, HiFrHnEr
WP g K IH & CF AET- M 2R N, BT, Mifstd
2RI CF B M HRZA)T TR W,

1

T, L, 3248, WO RN, MR 30 4F,
M I 20 4F, N 4 47 T 2015 4F 6 HUCA T INEEFR}
K — MR EBE R NFL, 28R, %
Wk, ZIR, FRIRTAR I, R ZRAEBERTT . EARK
B o AR . R SO N, MR B R
PRGN, SARHEATHEINE , SRBEiZWT R OB L
SEY IREITEG B agg ., [ RINFI s |
HEERAR” , TUNBHAITRCRRAE, WP s
PEATPEINE , 35 Bl fERELL TR, 7528 24 h R 85T,
T ICi M 25 47 HRRIRINGE 3l , Je e ls 218k i
e, FTERBIEMNR. 24 h RETCOIERHL, K
LT REERT, 2 F R T RINP sy | il £
AT EHEWS % (intensive care unit, ICU) , i [Al
JEEEFRANR L PFIALTC T ME LU A QIR AL, K
WIAEFEE ICU,

Z AT O 8 T LR W, Joik o
SR RER Ay, WIAEI AP BT RER A PR . A
RGBS U RE AT B AT 22 IR IR R IR 1 #7451
PR ZHEM 4807 it 2560 2 AN 32 A R SRR
AR TR FAPE . BEE CT 7 WU 1z ZERAR S AAEY”

ik, SCREERERGE, SUMTECTE RIS 2 1R, 5
2 CT 4. WU BansE | fiiss . ISz RIE, O
R 0 22 3 W 7 7R . B9 I 432 (ejection fraction,
EF) 3 73%, —=J3Mfm (1) , Mishikmt (&
2D, BRI WS .. ZEAGE, 45
B AR R S bl RSB, 5 1E CF nl bR,
HEAT T 2 WM I, 1 ¥ 2 430y 112 mmol/L
K 82 mmol/L ( J__ET%L'%%%{E <60 mmol/L ) , ZIERK
MZ5 R 2wl CF.

Bz B &, F 2017 428 17 H AT A Fh 5
PRSIt R AR, AR RSP i 40 & (extracorporeal
membrane oxygenation, ECMO ) §#8l, FARRE] 10 h,
AR 13 750 mL, 2 FRE A, £
A AR A, W A I IR PR
AJ5 BIMER ECMO, AR5 11 dRBRAEEE . R
12 d 5 AFEHEIR X, P DR It e e o ) L T
PR N ICU GREEGTT . IR H ARG HEE IR ME, HEE
1) 162 d, 35 K T HABMEN 32 H A A5 /Y
SRR NI o S0 52 BRI IR A T E LY
T, BFRAR. REMEMBREGELEHRR. b
JEEMIT 12062, ISIREZ WS, 5 S & din e i
W ARIF 2 HMES CT $&m BUBSS I ER (K1)
ARJG 2 4E M P REAE A 7x . ] il ii5 i ( forced vital
capacity, FVC ) & 2.11 L, 55 1 FH IR ( forced
expiratory volume in one second, FEV,,) N 2.04 L,
FEV, /FVC 4 96.7%.

2

CF J& — P20 22 L2 14 5 G (0 AR B P 5t A% 0
Hoh 7 5 AR E—A 230 kb LRI A5 51 #E, %
SRRt & 1480 NEIERAYZ AL, @44 h CFTRY,
[ 1989 4F B Ik & 8 CFTR™, HFi T AI4A 2 000 £
A~ CFTR JE[H 28748 25 A 1 CFTR 3 [H 28 2% 76 A [H]
NBEP R A A AR V', CFTR 287248 e LT H
FALRKIM G R AR, HFEZ A5 & PheS08del, £
70%" . P E) CFTR Z K 284835 nT fig 5 (L Rl ALY
CFTR 3 [F 22 A5 % AN [F] ™. 7E 2015 4F — 06 55 43 Hr
TR & B Phe508del 7EAINSE (v | 5l |
HAS, #RgMZEE ) 19 CF B ZE i LR B ™,
AR5 G 7S E A BRIV BBl A TR AE 0.1% LA b, fH—
BB AR TR ANBE R T AR SR s A A5 R U0 il
TEF}3% 82% 1y CF 3% i 3H Phe508del, i 7E + H-H:
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Figure 1 Chest CT manifestations of the lung transplant recipient before and after surgery
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) WL AR DINEIY RS E R s, PR R G
162k B ER IO R ST ZE . RIS R
WO WELAREY K, IR BEE 1Y, X CF
B AT R R R K AR E R
. BEZ . WRIERE RS, 2RI RIRTT 1M
Mo ARBIEBE RS, BTSSR E TR
EERG, I EEERAR, ARHAYTRAE, Wl
TEHEARAR, SRR BN 2 K BEARIR LSS 5Kk
B, FRRRIEN, £5A CF MIRGIR BAR - R

AR CF B &L M AT R, 1RY7 ik
AR, XA B RAS B R 2 K, Kk, CF
A NAERIER G 1 R E, CF X 25 WLw 7
WS Wi R RME, 2016 AR —IF oy £ B, HHEK
ZHU CF \BE RIS N AEY 5K TRIE PR
RGEZFP R WA R G U, AR d
R Z gzl BT o RIS —
WA W T B, J&12W CF 19 & prifE U, 2017 4F
CF 342\ i T CFi2WibsifE i Fopr B BihR ( 181 2)™,

IR

A% E 22 RN, SRYET
60 mmol/L , 455 32 & 1Al R Fe I S ARAE , CF 2 BT .
KT CF WIGI7, #Eid 2/ 60 4F B, it S RAE Y-
SRR BUAERIBIT . R . TR,
WIHHER SRR T T B AR B, R A
AT WEMES, R 2017 03 CF SR
CFTR 5 43 B BN IR IR A RGATT CF Tk, 4R
ARG H B M fi fe 4 i CFTR 945 77 H R 4B 2%
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i FERBARAE | SR

¢
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Figure 2 Diagnostic flow chart of CF
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WG, AT G B R e ) & e U, AT fu] — b 25 4T
THIRITHEE 2 000 2 AFFAI B P 4705
UERIAT Dhd of BT ia @ CF %, HEIaIF2
ZRARFE PR RN AT BB 3BT 7 52 B ISk B
HIYAIT LA CF ME—A RUNIGIT k. CF 2 &%
ZMRAEA T . A AR 2 i T A 2R
filigeisz 4 *. S5 Ramos %5 1 ) [mEHE: S BT H2 7R
FEV, /FVC<30% J& CF [ 1 /™ B AR (0 i 246 R
AT L2, Wik, XF CF B, EHERL
Jili % A P 25 (International Society of Heart and Lung
Transplantation, ISHLT ) #BGAE| LN ALA]— S5 hnifE
% i M. (1) CF &4 FEV, /FVC<30%,
B8 CF B HZ RAEIRITIE FEV,  57E R T %
(2) 6 min ZATHIES <400 m;  (3) HlishfikeE Rt T

PEINE;  (4) IGAH AN % Atk in s B9, Apz 4
RS REAHT B0 1 BN vy | Rk g, JIfh
PRt R, T EER NI S R, RO RS LR
TRRifE, REIMRAIRAE . %] CF 52 ¥ 35Z iifs hl
RIGLIIRZIRYY, MIReZ Wik E e, REEE
Bt H O 2404y, A SR Al e R 45 0 A i B,
PERITAEARIT CF AIGTT AR # BIAR

A 2 80 AR AR I CF [ 17 It B8 4l
DI, MRSAE AR T Stk ib g, CF 2 & W5 e
AR UGE, KRG S FEFRE 60%~70%, #F5E
7R 45% (1) CF 52 Z IS A A5 AR A7 )R AL 10452,
BEKT CF BE MR AAA ] B 254 s il mT
WA CF Wttt . e . WRRAITRCR 2,
/P B ISHLT 2B FRAESE T I AR IR YT

g5 LR, WA ZR G TGRS R R A
KRR TF-BA2 Wi CF i, 5 2595 A [ st 23]
T USRI e IR ARANE M ZA CF A 54
RIT B, AMURBRRUE A A, i HIARE 4
R A TR TR
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