IR AR 2025 4 12 A4 42 5512 8 ] Clin Intemn Med, December 2025, Vol. 42 ,No. 12

[ DOI]10.3969/j. issn. 1001-9057.2025. 12. 010

http : //www. lenkzz. com/CN/10.3969/]. issn. 1001-9057.2025. 12.010

T A I S A IR SAE Il PR 3R Y

INE EER BB HIE BRE AL

[(WE] HM RGESVns Gt v B A i sl (HAT) B3 B REFE 27 9w,
Fik BEPEGIA 2015 4E 6 F ~2024 4F 12 A FUr T E2EBE MR EBC6HI2 1Y 12 41 HHT 2%, @&
ST TR RGN B SRR AE SRR B S BEAE b AR KA R TT SBE DR
HR 12HREPLM L 91.67% (11/12) ,FHTIZAERE (47.2 £12.3) %, PR 20(14,26)
L FEFIRRERIN R (91.7% ) BEHTAMME Y T (58. 3% ) KNI E I (50.0% ) ,
FLEE T/ T S KT (4% 33.3% ) S Bl L (16. 7% ) . I RAETT T, 75. 0% 4 I Bkt
FUML,25. 0% I Mi sk K (PAH) , PAH JET- 31K 66. 7% (2/3) . 1097 5 I 55 5. 786 [ A 0
(100% ) BRI (75.0% ) HEZEAR (25. 0% ) KBU i A A A sy (DUARER BPTR FH 2K 16.7% ) .
it HHT ZRGEME LT FHNFHE, BA B &I RR b,

[REIR] BRI MBI 5AE,  Sihil,  WsibkesE,  Sisikmge

[FEISES] R543.7 [ XEtERIRAD] A

AW H . LREHEAEW H (SDCX-ZG-202400010) 3 3% 711 A8 & W H (2023 YXNS008 )
PR PN .272000 LLAREE T, U5 77 B2 2% Bt I PR B2 24 g (FhAE ) , B IS 12 5 O N B ( Vg W8 W I I | T 3 42

R L)
WIRfEH . F FLE , E-mail ; mengfh@ doctor. email. cn

(5] WRAEEE, ERAILL, AN, 25, R AR SC 2T 4t 40 M SN A X = S 4%
AT AR 200 1 1 % 5 e R AL B S [ 0] e DR Al 2 ks
2024,29(8) :1206-1212.

[6] Yildinm F,Karaman I,Kaya A. Current situationin ARDS in the light of
recents tudies: Classification, epidemiology and pharmacotherapeutics
[J]. Tuberk Toraks,2021,69(4) :535-546.

[7] Xu H,Sheng S,Luo W et al. Acute respiratory distress syndrome hetero-
geneity and the septic ARDS subgroup [ J]. Front Immunol, 2023, 14
(11) :1277161-1277165.

(8] B, XV, PR, % MoK RNA-146a /]y RNA-92a
Xof FRE A DX AR AR T 58 S8 R AR SR T R 38 2 A AT AN I (B A
FE[1]. 2 5 2 fEERIES,2021,9(5) :377-381.

(9] XUANL, ARAE. 2tk P W 25 30 25 5 AIE I 355 25 0 b 10 400 14 0T 5 30 i
[J]. LA RIS 25 2% 2021 ,25(23) :124-128.

[10]Zoulikha M, Xiao Q, Boafo GF, et al. Pulmonary delivery of siRNA a-
gainst acute lung injury/acute respiratory distress syndrome [ J]. Acta
Pharm Sin B,2022,12(2) :600-620.

(11 )RRAR R FEREN, WA, 25, WREEAE M e RERE JF A 2Pk VP IR S 38 2%
HAFEEJLAE I B 20 i miRNA Rk 37 [J]. h s 2
Wi 59A7 447 ,2022,36(9) :916-920.

[12]Wang Y,Zou M,Zhao Y, et al. Exosomal microRNA/miRNA dysregula-
tion in respiratory diseases;from mycoplasma-induced respiratory disease
to COVID-19 and beyond[ J]. Cells,2023,12(19) :2421-2424.

[ 13 ] Mitsuyama Y ,Matsumoto H, Togami Y , et al. T cell dysfunction in elder-
ly ARDS patients based on miRNA and mRNA integration analysis[ J].
Front Immunol 2024 ,15(3) :1368446-1368450.

[14 73R, INaTIe , 5 SCUH 45 M R e A G 2 PR I W 3 25 G IR 3
W PR 38 B H: miRNA 235K [J]. thAR B B R 4 2% 3K, 2020, 30
(23) :3622-3625.

[15 1 BRE, Z2HTHT , PR, RIBRZAMH Notch/ NF-kB {753t B X I
TEE s T K B R Ml 2 250 4%5 B2 Thl7/ Treg 40 i35 149 52
[J]. DR AR~ 2, 2023, 18(1) :6-11.

[16 ] 2X%H AR, &&F, 5. B H I Jaggedl /Notchl 8 X} B 1
20 AR A B AN S S/ BB A s e [ 0] b el B 2 R B 2
#2,2022,44(5) ;777-784.

(17 J5R4EET i, X W], 2%, Noteh {5 5 38 X b 495 A BRI IE 75 5 114 Jili
LA PR 1 200 200 ML P R A 431 B [ 7] e AR S B S
(HTR) ,2022(4) :292-299.

[18 ] Xiao K, Liu C, Wang H et al. Umbilicalcordmesenchymal stem cells over
expressing CXCR7 facilitate treatment of ARDS-associated pulmonary fi-
brosis via inhibition of Notch/Jagl mediated by the Wnt/beta-catenin
pathway|[ J]. Biomed Pharmacother,2023,165(9) :115124-115128.

[19]Lu Z,Meng S, Chang W, et al. Mesenchymal stem cells activate Notch
signaling to induce regulatory dendritic cells in LPS-induced acute lung
injury[ J].J Transl Med,2020,18(1) :241-245.

[20] 758k, BEHAIH , 3575, . Caveolin-1/MCP-1/1L-12 £ LPS ¥ Sy &
PR ORE T T A VE [ ] TR R 2 4 (24 ,2018,15
(2):9-13.

[21]Zhang W,Dai H,Lin F,et al. Ly-6C ( high) inflammatory-monocyte re-
cruitmentis regulated by p38 MAPK/MCP-1 activation and promotes
ventilator-induced lung injury[ J]. Int Inmunopharmacol ,2020,78 (1) ;
106015-106019.

[22]Liao X,Zhang W, Dai H, et al. Neutrophil-derived IL.-17 promotes venti-
lator-Induced lung Injury via p38 MAPK/MCP-1 pathway activation
[J]. Front Immunol ,2021,12(12) :768813-768816.

(Wicki H 18.2024-11-26)
(ARGt A8



- 1004 -

IR AR 2025 4 12 A4 42 55512 8 ] Clin Intemn Med, December 2025, Vol. 42, No. 12

AL PR I T A A Y SKE (HHT) 8K Osler-
Weber-Rendu Z5 & 1iF | J&—Fh s 55 0L 9 5 Y o R I M
WARPE M A . ILAMERRIE 2RI Bz R A A
HPLBAN LAY 5K, AR LS A T O A
HULIEIR AL B v e Y o | 7 BRI B AT i A 5K
PAK Z k2% (Jn il i BF | R 3E A5 ) Hh 3 B i Ik
JE2 . HHT e R0 [ N 359G 43 A, 55 v 2o b
R RAHT BT — T Meta 20 M7 45 R B, FOBO R
71:5000 ~8 0002 FE g = BT AR AT
SERESE, B O B R WIS IR 2 R ik 63. 8% 1Y,
HESTARUEARISYT B AR X A R TS LA E I R
B, ARGl MAE HHT Il REHE 52T 2248
VER B H RS 127 A%, DUV RIS HHT A1
RIZYT 8 R A A i AR R A ARl

XR57H %

1. 614 . M B4 A 2015 4F 6 A ~2024 4F 12 A
T T BB R BEBEARI2 0 12 4] HHT 4% . HHT
BWHEAE Curagao Ifi IRIZWIARMED . £5 4 F 51 AR 1+
3 &MU A AT IRERIZ ) HHT 456 2 5538 R GE
W A5G 0 ~ 1 28 AT HERR HHT 1207, (1) 278
FCS25 A B R B L (2) 8RR AR AL, A0 AT
AR TG B 0 RS P A A YAk (3) N
32 2 (anite B s i 20w bk e T 51 738 6 4 il
BYHK) 5 (4) BHMEZ G S UHERT G FiRbRifE HHT
BE PR, HERR 0 DA e R AR BEAT N
LTORL WIS g R AN A A s K BT PR AN S
BERHE AR AT T BB R B R B2 4
it (2023-12-C012) .

2. 7k R B B o3 B 1, RGeS T B
B DY IELRRIE TR B s 5 R sl SRR AL
Wi, HEASPPAN IR IR R INAERE . (1) A &M &t & £
AR AR T 5 (2) B R R A0 I A T 5K A A )

ORI 5 (3) PO E IS 996 78 A e AR 2 E 4l 5 (4) ik
BRAEFL AR S S50 2 48 b 5 (5) 7 O 3l R H 7 18 fie
Bk e (PAH) 1E 5 (6) £ Curagao iZWibRiE I K
AR RAE ) [RIHC SRIG YT T W At , % £ 2 7
Je S VAFRBR AT ) 38 R AT

3. Geitep A 3, N T SPSS 22. 0 & AT S0
Br. FEEIESH AR ERLL v 5 TR, AFAIE
BRI RRILA M(Pog, Pyg) 3, HECREORER T
BIECRTE 4 e .

# R

1. 12 Bl B BOR SR R BORME Bl . 12 1] 8 3
PRI 8.3% (1/12) , &t H 4 XL # (91. 7% ,
11/12) B2 488 21 ~ 64 % FIHISAER (47.2 +
8.3) % e PO AGA 20(14,26) 4F IR R BL )7 I,
91.7% (11/12) {746 ) & & iR, 58. 3% (7/12)
Al DL HR S S B AN A R AE S . I 37 R
ik 50.0% (6/12) , HoHr 4 511 (33. 3% ) 535l B J i i 4
RG (1) BRI 2) 45 2 Fil(16.7% ) Z ka2
R0 16.7% (2/12) FAAETHAGE R L (B 3) o Ik
RGIFRAETTT 5. 0% (9/12) KA BREREFT I (Hb <
110 g/1) ,58.3% (7/12) T5 $%3Z 4i Ifl. % ¥ ,25. 0% (3/
12) A 93F PAH(FH i s ik =25 mmHg; K1 4) , 1%
Ko FHAE 7R, 50. 0% (6/12) B HHT FHE % %
H,41.7% (5/12) FEAE LR R 8 S th 1 sl B 40 i 45
IFRA BT A W 25, 0% (3/12) $52 /v AR 2E
RIT ARSIk ZEAR (1 6.7% ,2/12) R Jili sl ik 2
R(8.3% ,1/12) FEMEN AR, WHE1,

2. 12 1) 5 3 WU A 0 - 12 1) B 3 o 57 Bt 35
38(30,58) N H , BURIEF 16.7% (2/12) , JEH 4 5 1E
T I3 A OC , A7 R 83.3% (10/12) f74E
FRELPEE I (Hb 80 ~ 105 g/L) , H A £ i & PE 4> ( SF-
36) B FIE W AR 20% LU | 2R KIS AN K,

R 112 B HHT B B TOR S I RGBSRk

WHRS Il R B % + A i SAERRAE
P B &g 11(91.7% ) SR (11/12)  SHERR(3/12) , DURERAPT(2/12)  "POGRFAR 12(9,14) %
B0 B Yk 7(58.3% )  JRyFREEINL B H (5/12) SEEAE R B (23 £9) IR
RRFRRS BB Am A Y 5K 7(58.3%) WOGIRIT(1/12) -
T Sl kY 4(33.3%) EBkRIER (2/12) A IR K E 2 B
BEINSE REE ISl ke 4(33.3% ) ighkieZEAR (1/12) -
5 3 1 R 2(16.7% ) WBE F 1k (2/12) SE kL (8.5 £3.2) U/4E
L 2 5 BRRAPE A 1M 9(75.0% ) FIKEEFIARIT (9/12) A% Hb 32 /L
) iy LA 1 2 7(58.3% ) KHALAMESTE(7/12) AEH L AR 4(2,5) IR

LS RS . N
B i

PAH® 3(25.0% ) fhikfirdE(2/3)
2(16.7% ) FIEFNGIT (3/12)

BET B 2 Al

L H AR E O AR L =4 U, b PAH 5 XA O-S I EE Yish Ik & =25 mmHg



IR AR 2025 4 12 A4 42 5512 8 ] Clin Intemn Med, December 2025, Vol. 42 ,No. 12

- 1005 -

B1 20194E10 H 1 HEE 1 S CT 455 (A E ;B

R H Sk PR o i S ) B2 2022 4F7 A

24 HEBH 1 JEHER CT 4528 (AL A RZ 178 T S bk s 1 AR R 2o, I A SIFTT30 22 A i A5 i il 0 5, S Sk s

A JET ;B G R

B3 2024410 A23 HEH 1 BESERIAAE;B. 3] C. BIS; BRI E L m, BARTHEREZ = (D) JEF(E) AT L
HAZ0.5 em BAIMAEY 5K, NHL PR F. BRI 5 6. B MUY FREST L, 7i7RE 0T WACE B 40 05K, ndi sk
JiR s H. B8, BTN, 20 (AR, LA 3 Z IR 055 I, J5 R vl UL B Al A ok, an s kiR ]

4 2024 4F 6 H 4 BB 2 OSSR (A ish Bk b iw7s E 0 ki 92 ; B Rl W =0
B 5 C o 90 225 0 b = QI Bt 3 JEE k00 s 3 I I 9 )

Wo®

HHT DL RZEMAEWTE (VMs) W4RAE, 8 B K
SRR i S RO HL B A R AT
WA LA S, T2 A I B 4k & P %% i 25 1 IR
BB ) A R I PG/ L 5 3 22 A B T TSR W, A te)
T a3 SRR P IR — 4Ry T T R
TR BT R TR A 25 548 B A0 45 Jag 8 1k il 4 e
(S EITE Ab2elelly MBSO EEE) Rk s 2

F ARl DU AR S b il 551, 4= B 1 1k i 259 (i
NIRRT R ) MERLCER /2R IRYT (L HGE H T4
LG 2ME) ORIV 245 U0 ) B R [ 38 A 0 ) A IR
FEIRF (TNF ) -o S A2 3E I 45 B & HE AR D, LA e
Jok B R T 1 BB A P R AR A PR T — DL AR ER BT
(AT S 20 S AR I 5 2 I ) , L EERF AT AR
FEWFARTH , (EEEZENE, SN HHT i
LA A RE RS 1L B R R 25% (3/
12)Hi2FH SR, SR, B ai gt X itk 19 5



- 1006 -

IR AR 2025 4 12 A4 42 55512 8 ] Clin Intemn Med, December 2025, Vol. 42, No. 12

T AL T HE TR R T, B 7R B B e T R B O iR 7 £
FEXF HHT B9 % 5132 1

ILAES WFSEIESE PAH E ik HHT B &I &
i, T AL LA B R AE . — 5 TR T R Sl ik
WE S| & W sl IR FRRES , KA O T fr S 80h
ST K it o Jik e h AT T 5 59— T, HHT /]
BB A N R A M D RE ZXL, 51 A AS RT3 i,
HEMY AP PAH K43 (25.0% ) B E & TH
PRafaE ( <1% )" ATRES LA R I ZE ML (1) AR
B G TR 65 (2) BFFEALRL A X3,
P2 G T BN R ) & SRR 5 (3) WY HE AT fig
FETEIN R I35 L Ty S8 | Tk — 25 T JR L PR AR A ¢
BCAFFT IR 0E, A JF PAH A9 HHT 3 (HHT-PAH) i
JE s EAMIFITSE S s e 1 4E I 3 AR AT R4
}77.8% F153. 3% , FFHCRALFE O IR F 44 B
PR M A e BATHE F I HHT B A 5 4F
IO FE 2R O Sl PR PEA B %o AN A JiE R I 8 ] el 2 52
Jiti PAH Eshi a4 | %t FA4 3 i) HHT-PAH it
R 14347 7, £F % HHT-PAH 55 R £ 2 RLE 4
T O PR3 A A PR R 2 A, B A% B
MR BRI 259 (3 o) Kol
WLRE B AR 5 7] (2 AR 2 88 B ) sk .O D RE, J5
SR PAH ¥ ) 259 (fb ik PR ) S 3h bk e ) %
. MERREMRT P, &8P VEGE 167 ( MRk
PU) AT REIE o 2] 1F 5 o) 0 0% PR A A Bk 25, (R 1
A il 10 A5 FE AL AV AR RS IR, IR ZE A T R T il R
FEMNKE H B ShEE S B 2 B A
META MO IEAETS X ELI PRSE ™ 2 24 A HHT-PAH
A& PR I A OLEE DR R < B TR ER A SR BT H 2T HILH] , Sk
FEIF RS 7 ik . 4> TR P 5T 48 7%, HHT
AIAZ O KR AL B B % Ak A K L F (TGF) -B {5 51
% OGS B [ (ENG \ACVRLY | SMAD4 %5 ) 19 1) g M 42
St Ho R i 28 AR BE TR AT 43 N SRR B ENG 3
[RIZe 4535 HHTL, Jifi S Jii )y e ik e T2 22 DL F i 78
ACVRL1 FEH 7838 HHT2 , %80 5 S50 s 4 Bl
S5 K L8 WY, /8 T 68 & 4= PAH, H SMAD4
FEH AR 25U JP-HHT L5 B AE (D478 R % -HHT
EHRLGAME) , ARS8 s B R AE & E g
T8 IRURS: 5 DA B A WL GDR2 A8 T3
HHTS5 1, K H ENG/ACVRL 5875 |5 & 40 1t {5 2% R
W 90% ) (HARE BN, Te B REAEAE ph R 1) 28
AREREAE ACVRLL 45 8 4h i TR R 5k 2. 4:
1T S HES TR T BB ARG, X s
e A 1 B T 45 A R ) 4% | S A i A A
K (1 VEGF) 54t 48 A st F+ (41 ENDOGLIN) 1)
AR, AL R LM EMERTREY,

=
Ao

HHT (35, S LA = W48 21 19 BT A1 1 A 1 AR
U ARG S22 R B8 B, e R A B TR, DS
SE HHT JE R a] 55 S e 2 s fa o B LB A
T ARG AET B, AT S 25 AR 7™ B i AR . A A
W5 7n T HHT (91l RAFAE , 375 B LT R BRAE
B, B st Al R B B O e LU k= 12 ]
SEE 114 2R 9 DR RGN IR ) 2 28 DR B SR I AT R B
PET A FE 45 BA 7 W R 35 2R 43 38 J= T, T A L ) 9K
BRI .

25 L RTAR  HHT 1508 2 RGEHEAT RSO , ol R
RN EA RF R ARG AR, BEH R AT
WM FE T REAT 4k ) BB (4 1078 Wy 1E sl 2 g
Bt ARSI 1) AL RE B KA HHT £
BAS T IR S S B AT 5 L ) B e PR 2 - i o S
FRAIK, LA K HES) HHT 99 A\ 52 UL B 5% DL 5E 35 0 4
(L

Z £ x Wt

[1] Lam S,Guthrie KS, Latif MA, et al. Genetic counseling and testing for
hereditary hemorrhagic telangiectasia[ J]. Clin Genet,2022,101(3) ;
275-284.

[2] Al Tabosh T,Al Tarrass M, Tourvieilhe L, et al. Hereditary hemorrhagic
telangiectasia ; from signaling insights to therapeutic advances|[ J]. J
Clin Invest,2024 ,134(4) .el17637.

[3] TN, BRLLH, kOt A AL H o P 5 A0 0 A 9K 1 A I
MR 1 BILI]. B EZEA IR IR, 2025,41(4) :300-303.

[4] Zhao Y,Zhang Y, Wang X, et al. Variant analysis in Chinese families
with hereditary hemorrhagic telangiectasia [ J ]. Mol Genet Genomic
Med,2019,7(9) :e893.

[5] Hermann R, Shovlin CL, Kasthuri RS, et al. Hereditary haemorrhagic
telangiectasia[ J | . Nat Rev Dis Primers,2025,11(1) ;1.

(6] I, Ibeie, %, 45, 30 1) LI A0 1 il Ay 32 % 3% 30 0 33 15 1
R A0 1LY TRAE A R ST BT [ ] IR RN AR 2022,
39(2):127-128.

[7] Benaim EH, Kallenberger EM, Mirmozaffari Y, et al. Surgical Manage-
ment of Moderate to Severe Epistaxis in Hereditary Hemorrhagic Telan-
giectasia ; Systematic Review and Meta-Analysis[ J]. Am J Rhinol Aller-
2y,2025,39(2) :159-168.

[8] Geisthoff UW ,Mahnken AH,Denzer UW , et al. Hereditary Hemorrhagic
Telangiectasia( Osler’ sDisease ) : Systemic, Interdisciplinary , Relatively-
Common-and Often Missed[ J]. Dtsch Arztebl Int,2024,121(18) :601-
607.

[9] Mathavan A ,Mathavan A,Reddy R,et al. Pulmonary hypertension in he-
reditary hemorrhagic telangiectasia; A clinical review [ J]. Pulm Cire,
2023,13(4) :e12301.

[10]Li W,Xiong CM,Gu Q,et al. The clinical characteristics and long-term
prognosis of pulmonary arterial hypertension associated with hereditary
hemorrhagic telangiectasia [ J ]. Pulm Circ, 2018, 8 (2 ).
2045894018759918.

[11]Revuz S, Decullier E, Ginon I, et al. Pulmonary hypertension subtypes
associated with hereditary haemorrhagic telangiectasia: Haemodynamic
profiles and survival probability [ J ]. PLoS One, 2017, 12 (10 )
€0184227.

[12] Alagappan A,Sahoo B,Prakash JH,et al. Hepatic Vascular Variants in
Hereditary Haemorrhagic Telangiectasia: Imaging findings [ J]. Sultan
Qaboos Univ Med J,2023,23(4) :551-555.

(13 E At 23 G itk B 40 i 554 5K AE 30 B I R4 AEAIF 5%
[J]. 2R EE% 2024 ,27(36) :4609-4614.

[14] Lynch JM, Stevens E, Meek ME. Medical and Interventional Manage-
ment of Hereditary Hemorrhagic Telangiectasia[ J]. Semin Intervent Ra-

diol ,2024 ,41(4) :325-335.

(oA H 1 .2025-05-28)
(AU RIS



