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Abstract

Cystic fibrosis (CF) is an autosomal recessive disorder that occurs as a result of impaired epithelial
cell transport caused by a variant in the cystic fibrosis transmembrane conductance regulator
(CFTR) gene. Because of the involvement of multiple organ systems, its clinical manifestations are
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diverse. In recent years, pseudo-Bartter syndrome (PBS) has been identified as an early clinical
manifestation in children with CF. PBS is a common complication of CF and refers to the presenta-
tion of low-sodium, low-potassium, and low-chlorine alkalosis in the absence of renal tubular pa-
thology. Bartter syndrome (BS) is an inherited renal tubular disease caused by a defect in salt re-
absorption in the thick ascending branch of the loop of Henle. As the clinical manifestations of
early CF-PBS are similar to those of BS, it is easy to be misdiagnosed. This review focuses on the
differentiation of CF-PBS from BS in terms of pathogenesis, clinical manifestations, diagnosis and
treatment, with the aim of improving clinicians’ diagnosis and treatment of the two diseases and
reducing misdiagnosis and underdiagnosis.
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1. 5|

CF 1 BS Bu5F WAL o X P RR PR A5 22 4l LI AE B KRR B IR 2 <5 I R DL L &
DL B AR [R] B R 5 7 3 T RE i BRR1S - DRI AR 5 B VR T A T AN, I PRER A5 12 Wi ke, s ¢
IT T RA BT R RIMALRR 25 CF-PBS 5 BS RUARALE] . ImARRIL. Wity AT %5, &
FEPE I PR T AR o

2. X

CF R i T 7931 MBI 2T 44k 5 A% S8 15 K 1 (cysticfibrosis transmembrane conductance regulator,
CFTR)ZE A %4 38 CFTR 183 & F G PRI B 28 51V S A 0 RN HEME RS I 5 [1] CF i35
T NaCl it 23t 2k & 5 BURBR A A A iR 28, RBUOMARSUIAE « AR IRE | TG IR B A ik
HEE, RLT Bartter ZREAE, BIHICE /NEWA, FrvERME Bartter £8 5 ik (pseudo-Bartter syndrome, PBS).

Bartter £% - 1ik (Bartter syndrome, BS)/& —F 2 L 1) B /NE 84605, RN 2 IR IR AE . IR U1
AR R 0L T 5 P v 2 IR M T L] 84 22 9 [ 2]

3. KRRt
3.1. CF-PBS

CF RIWANH G AR Fa 18 £ (AR), BT CFTR & [ DI AE B IE 3 B R AR b R 4 it T st v B 85 1
TS ) EEAEH[3]. CFTR K4 250 kb, f7TF 7 S4@AKER q31.2, &Y 1480 MRILRRIIK
HEH. CFTR fE N =R (ATP)4: & G (ABC) ¥ ia R LB KR I, /& — P I e 1 A 1 =+
WIE, IS ZA I RIER IS, RIS EE T (CH i, (2t ( HCO; )igH,
W2 HH(KY#EE, IREP(Nat HCO; )iz 8 1 DL KB IE & [ R 5[4]. 1B 1) CFTR JEiE i
CIr¥shEI4ufasl, bz ghimiE(ENaC) T Nat BRI, SRR S0k 28 e 2 i@ I 4 #F HCO;, #1 CI-
BT 2 (A FAL 2E R [5] . CFTR R AR @ f4M CFTR RNA 5% B A g . il Th g ks e 1
¥4 CF 734 6 2K[6]. CFTR [MBRIAAL 1T IR bR BT RE, AN A0H] CI B 4% I ORT Nar i [a]
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FRE(CNE I 2 S8 b s s, Tl i A 228 A, Aidis] Natigb N4uf),
OBV R S i SN RO, S EUR R TR R KBRS, XA T SRS Rl [5]
[7]. IR, HF305 S & - M %5k & - B [E 8 £ 55 (rein-angioplasty-aldosterone system, RAAS), i [l i
X Nat A BRI 2 S ECE SR A8 KR HE R 200, AT 53 3501 B IfoRE AN gt M Bk b 25 5] k4,
F T BRS04 AR P MR SO I 0 ' /N BRI 2 11 BRI 5 SO R S SR 0 Ak Y AR, 51 M b 25 8]

3.2.BS

Bartter Zx-Gr ik 3 22 H 7 FURE R FH O B (TAL) ZhE RSB 51, B IIErh 25%~30%fF) NaCl H Wi
H TAL 7157, HRZERBUKR Nat-K*-2CI th A% 12 8 I (NKCC2) THfE F i) 'E 4MiE K*idiiE (ROMK) A1
LR AMIASE ¥ CI i@ 1E (CICN-Kb A1 CICN-Ka) /-5 [9]. IEH 154 T, NKCC2 ¥ia & (. 1. &M
BN N T EREAR M PN BT, NS SR /M Na-K-ATP B 25 40, Bk Ngif; B s,
BN G5 )38 A s ROMK 3@ Rl GBI 25 T4 . 2% 08 B 1 B Tl ThRE A iy, D<= 5] A B
AN AR, AIRSUIAE; SUEEIRy, BT Nat Al K2 b e AR ) B Ak 27 e Al i 55 PR 0 A%
e B, o ARG . AIRBRIE . = RS S B S T IE . 4% NKCC2. ROMK #i1 Barttin [10]
(CICN-Kb FI CICN-Ka {7 3£) iR R 2845 43 55 S8 1. 11 A IV 7Y Bartter 225 1E, CLCNKB R4S 111
1 BS [11]. MAGE-D2 (A ZIMAH KPR D2)Z 5 TAL o NKCC2 HIIEH RIAFE AL, Hgmh I K =AR
238 NKCC2 RIAE I BEAL, M5k vV &L BS.

TAL 57— ANEZ SR EUER, (£ BS HE T, W T BEEIE TSR T =R SR>, st
NBUEBERIRE 1240, WA AT 2 (COX2) M BE, HEMANENTSIIRE E2 (PGE2), MMIfif=Aid & 1)
'V R [ (2] o WS T /N, SN I N Nat RIS S KA se #e, JFlian i iy H 5 5 s
KRS e, N AR

3.3. MELMIBIRIXIEE

CF-PBS /& 1T CFTR &K R4 S H G RBR IR AL m ;. BS T A& i T3zt i /N i g e g e 218
BURIAN R P R 2 B A 505 5 2 R &AL AN EE WO R %08 B 0 2 TR kA 33003 1 28 S 1 S B et A%
PR, N RARFERIARIE, B4E 5 R0 N G R Ba M M X O EBRRPEIRE[12]. A& 2 R
NaCl £ % S5(/) CF-PBS, &£ &R 518 TAL & NaCl S W s S 35000 BS, K E A [H i 123
F SR AE AR A 25 L, (45 3 LB T a0 X 40 AR A BhAR 1, Al id R JE R4 A 031
4, IGERFTM
4.1. CF-PBS

CF-PBS KA RKF# . xS Shen, Y [13]15F ANHI— TR 50 &K B, 66.7% (8/12)1) CF-PBS &
JUE RRIRER N 1 %, 75% (9/12) 8 )L TR UEE N R A0 5~9 A Rw. fELH . LHIHE, WU %S
kR I E K, PBS HAEN CF HIFERIES S AR B, KAERA 10.0%~16.8% [14].

CF-PBS WG RKIM LR L, " ARG WIS, JEiiE. EFEIESE), PBS FIALE
5 E LR RN IRE S SRR ER) A ¢, WTRIUANZE . IR, e . 2. W, %57 .
WERE M BIRRAE s (REA. (REF TSRO VRE . RIME. OIDIREASERIET; M ElEE. DU
B A LA R 4805 T R [ 7] [15].
4.2.BS

BS HULMIMIRREI R FKIEZ . B, ZIR. BB, AR SR FIRZE[16]. MRIERARE
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Bartter ZEA1iE I+ 1. IV BUEH AN 0T BS, RN RTEAGE 2 FE 7=, Bk ) LR IR ™ & .
BS Nl BUBFCONE 8 BS, ORI (A8, JF BARDTEF=ai 810, SZRgma i L= 2 2 A HAEm,
75 ) LB B 3l HE 0L TR ) H AR S [2] . BS (V)Y — B ™ EE(EJE T 7= /T BS, FLIGPRRRIE 2 M) Sk A
PEEMEKS 2. WERM KE AR REFEAZ IR, ERESTEREN RN L, HIET R E[9].
BS (IV) A A1 BS (V)AUfif JLE/Kd 2 R AR AR, R B | B4 BS A1 11 Y BS HA AR 5 bR
i 2 B B DT RE[2] o

A BS FIRRE LR LAT I AERKIRGE ., ZIRIZRSBULAEA L. E. i, FEk.
AR R e WLEK G TR BRI [17]. SRR LM D ERTRE S HBLIE . L. %57 NIRNE
Fo AR RS (AL, ARARMEREWIEL[18]. BS (V)M PRI R LG RS A B, X
SR NSRS FiEIE KL Barttin WAEYTE N B3Rk, ARSI K DhRES SZ R, S Tk
BRGSO KRS .

4.3. AEIBKRFRIAIZIEE

CF-PBS #f & T 2.5 ZULT[7], BS Z W T )L 4IL[19], Wi B aFae XU, AFAEF IR B
MES, ANFRZALET BS AIFAEH K. CF-PBS L MR RAGRIAT N, LHHKFIELSE.
BIRARENE . R RS RGRIL, HO TG 1™ B 2 5 AR i AL R[20]. thT BS
ARIEI AR, FLRPRRBL o i)™ BRI R EAFAEZE . B 1770 BS &t IS ™ Je =Kl
ZAERHENERIL, HORW MBIt 98 5T WK RTE MR BIRSERIL, 5 CF-PBS A4l
AR (RN (RS LA 75

5. SHFRAE
5.1. CF-PBS

AR SE CFisWii &dri . ST HA LI AP IRRRIMEF M L/ & CF EE, BT
FORIEAT I . VTR THE > 60 mmol/L, W20 CF; #TiRE S FIkE N 30~59 mmol/L v}, &
PRI NS, MR AFAE 2 4 CFTR 8048, n2WT CF [21]. CF &)L HBURSUMAE R4 1 |
R i S AR R 3%, HEAIE T PBS.

5.2.BS

BS 2 W EEIE TR AAE AR AELER, EIRAMEE BS 13 81ESL G #AT 8 & M. ffi It
AR B RRIAE, 287 T2 WA 52 W . P Rr2 W 22 0E, EE ELEIR 28~32 J
TR R  LRIRH Rk 2, N SEIRRPRGE BS. JRIN ., ATGEHEE i 5 BHs IN A - K AL 7y
Prifai2, HzERARAMLE, FEERRE. PEEH: 75 BS KISk M AR kAT, &
EHEFKEZ . B KREBREAFKRLSE; DR, 2R RERM, AEEE. K
RGNES P 2 DL B TUTEAERS, 258 BS; Se 3 ALK (An s s (B &, 0. 5. BR). IR
BORAS . B R MERIA . DUEF. SCHRME B, FRASIVLET EC) S R s B e AT R R A A 12 2]

5.3. BMEXLELE

CF VTR E:, BS ABMERE, WEAMUFAERKIE, N\, Wik, 20, NKIMET AR FIBS%
S PRAG LA B B, 8 ARSI vt LA AR ABL ) P AR5 35 L e RAAS 0 Jim RO L IS AN .« (5L B, Xt CF-PBS
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L BS WAImHLEL ImARRIL SWiayr i T2, RmimREIMGR, B ImRR 2 R IR
AR T FEIRG LIRS A B TP 45 -

FEMHY CF-PBS 2 BS 2 Wi AT, i HEBRAMBT- LA 3, ] B ) (et ) ) AT A i SI ) P 5] ) ) Aok
s B2 S RIERMYIIS . e RIE 1A 4

6. J&IT
6.1. CE-PBS

B & 9% PBS 18] CF ) LYE YR YT 7 T NAR AR 2 IF Ha fif 5 25381, 38 G DR] o A2 5 35 6L 7 A6 7 3 1) O I 5
RYGE R GG, BB R 51 K PBS MfERF &, Xt CF-PBS MHTLRAIRIT, AFEMPIGE B
PR G ISR PP IR T A5 B, AR B RS 3 T LS R 3 RE, DU Fo08del 28748 (AR [l 167 .

CF B)LA K BEERT TN NaCl, HEIR &AM ISR AE, ik, Hamsh ity EE,
BOHT IS FRER R HERE CF B LNIH MM 78 38 24 38 0 NaCl f4 N [22]. /N2 L AT B 1~2 mmol/kg/d FF 46
7R, I RAAHEE, ST BEAE AN (FeNa) HEHE 73 SR FFE 0.5%~1.5% 2 8], BORFREH: LB LA R EF
£ 17 % 52 mmol/mmol 2 8], CAVPAhIT L, B 7 AT BN 4 4 mmol/kg/d; I ) L3 AT & FH B
PP IREAEN[23]

6.2. BS

BS (1767 LG AP 78 FEAR IR . TR T A 35 07 LA AR 8 1A BT 28 25 (NSAID) -

BS [ LAFAE 2 AL T 2R EL, NI D 7S F AR 5B S I L el T SR BB SR R R ) £ T
HEF LW ERE, (e, BT S, T8 G (o A Eh (kT IR ) LU BB 5[ 16] o AL R
HIRhFE RS AT REESE,  DAMERFRRE AR SR

B 1A ARAN TR RS, ORETMI RN, G A T (1 [ i BEL BB 52 44) BB K 9 A1) (ENaC 3l & #i 771), 7T
REA T2 o ML AR 00 S ARG PERR P 22 [10] . (H BS B2 —FhERVHFETES, &% AN E IR 1
SR KM TAL EhE IRk = RN 2 — o DRI, A R ORAR R A6 7 B2 i Rl 2 Y 5 7 A 7™ F If
HEA I

KT [ PGE2 A2 i T HUE B COX-2 Ay, PRI A I Mg| WS 4] COX-2 ¢ 2 JH TifJ7 BS
BIL, El TR E HAUE N E I E R, AN S8 U 50 [10]. SRYRIE K 2 238 A RAESR
ZhiJy, A% BRI R ) L2 RIS 3K (7 AR T P R A R . SR, SR B AR K N T
ARIFRAE RIS, W] LA RS AR A AR S AT R 2 AT B AR ) T, (B8 P A i HI 3R B AR S 2 25 (NSAID) 2t
ITRERIGITAFAE SN, IR IR T RE R G J LR HE ) AT B B B, DA AFAE S I B K 5 P
RBEE /NI At i 4 B A2 [2] [9] [10]

6.3. MERTTHINEL S

CF-PBS 5 BS [ifiJ7 AN B AR & RS AL E SR B0 N E, A R R Em AR, e
IS (AR AT AR TS, AR IR bk DL IR B AN FE 5. #87) CR-PBS A7fERE X HL AR AR LA (1 #L )
97 X BS UL T AW AT ARG ST, 2 AR BN S8R T RCRANEE BB ik ia T i
BB AR B EREL . R A RS, ATBCG HIZ5(In COX HMF) . PRATA PR LA SSCE B 5T
L W BIRTT 5 R [24].

7. NG

LR LJiR, PBS 5 CF HIAFAEVERIL L H WIF IO, TR H At i 5] s i) v e o 2L L2 ARk
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W EREE, NF%E CF-PBS Tl Re, HiT CF-PBS 5 BS 7RISR R I L AL & S AR ES,
N EALFEE LR 1), 58T &R AL B2, #5iRe, SEOE AT .

Table 1. The main differentiation between CF-PBS and Bartter’s syndrome
%2 1. CF-PBS 5 Bartter 42 & {FHIEE L5

CF-PBS Bartter £ &4iF
. SLC12A1, KCNJ1, BSND, CLCNKA,
RAHEN CFTR CLCNKB, MAGED2
- s - BS (I-1V) 25 Je @Rk Ba ik i1 ; BS (V) X
DAl Ju %‘ 2]
FEAMt B FE R NaCl it gt 2 TAL ' NaCl Ik Hk g
IR s [R] B LR L AR LR LE

B ARMAERE ., KFIRZE. LFIRE

- v KIS E. KREIRLE. . IR
SRS, R, Fggg o TS REEE. B T

bk (R R ). Mg lpbmpe, oo IRSUILE , AURITERCHE . G
o i . SRR (CBEIAR 25 B S 4 R
AR IR AN s B EITE . TR R, BV Barten
fhy BHEREE. [ Bartter £ A 1F JURIIES S
fia Tpehed i I L e S A E S
G MAH, (M4, (i
S AR fi Gl
RAAS & H H
IR PGE2 EH VAR
VPR B Witk
R4 1% e
FeNa. FeCl 1 f=n
MEbid h7eh KCI #h 7557 NSAID. % [ B 52 44 H 5 571

¥E: CF: Cystic fibrosis, #1447 41k ; PBS: pseudo-Bartter syndrome, {f11: Bartter £5:4-11F; RAAS: rein-angioplasty-aldosterone
system ¥ - M S5k E - BEMEH 2 %5; PGE2: prostagland E2, Fi%I/Z E2; FeNa: excretion of sodium, 4iHEMZ
¥ FeCl: excretion of chloride, S/ %.

B O

TR B DR 2 R RS AR 2 2 75 4 1T AT A ST THRICT AT B 3268 0 ol D5 By, R S LAY 150 R 1 2
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