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[ Abstract ] In recent years, China's anti-tumor drugs has shown a continuous growth trend, and the activity of anti-
tumor research and development in China accounts for a higher proportion in the world. However, further analysis of research
and development hotspots show that the research and development of anti-tumor drugs is uneven among different tumor
types. Due to the small number of the patients, it is difficult to conduct clinical trials, resulting in less drug development in the
field of rare tumors. However, patients' treatment needs will also bring potential opportunities for pharmaceutical companies.
The development of basic research and the discovery of new molecular tumor typing make "rare tumors" a dynamic concept.
The scope of "rare tumors" may gradually expand with the precise development of treatment; or as the knowledge of tumors
gradually develops from histocytology to the molecular level, It is possible that certain tumors with specific mutations can be
combined into a group of non-rare “pan-tumors”. Rare tumors are characterized by both rare diseases and tumors. Its drug re-
search and development should not only meet the requirements of tumor drug research and development, but also adapt to the
characteristics of rare diseases. Therefore, in the drug research and development, we can refer to the research and development
principle of rare disease drugs, combine with the characteristics of tumor diseases, make full use of non-rare tumor clinical tri-
als, make full use of scientific tools and exquisite trial design, and realize the promotion of the research and development of rare
tumor drugs. This paper will summarize the thoughts in the review of new drugs in the field of rare tumors, in order to provide
guidance for the industry.
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FE| FD AT Afi HEAE BT 37 ) B 23 R FNER VD AR 2 Rl R [F & 1 )
FHJE (Selumetinib, AZD6244) L1, FHFIRIF248 X241
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fit.

2 TR R REIEBIAR

P DL T8 A A R B AR B — LB o TR 2
21 (World Health Organization, WHO) B Z LR & IR
B B FTR0.65%o-190 I L AE 41 27 L J2 — 7
ARXTET | ShASRALRIBE R, BEE AN JEXF Bk RIBI 7S 12 B
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B AU B BT AR, ST . 20004F A BF 5T
fgih, A & HulB (germinal center B-cell, GCB) AIDLBCL
BHE MBS T IEGCB (non-GCB) DLBCL, SR1MiGCB
DLBCLAH il # 1h B = [ 5 BAI L 5Z & (B cell receptor,
BCR) &R, /R MEPEIR L BCRIG 514, W HE
FATEA S Z BR P (Bruton's tyrosine kinase, BTK) f1fl
il 77 % GCB DLBCLAYJT AL 1EPHi e 2R 2
RMEAYEDLBCLAY L/ 2 IR EPE . THIhR 2 . AEBERLIm R
WF5EH, non-GCBE A WL ZZ % %8 (objective response rate,

http://www.cnki.net



Hp [ iR 2k 5202247 A 55255 457 0

Chin J Lung Cancer, July 2022, Vol.25, No.7 * 445 -

ORR) £ %]37%, GCBILORRIN HF5% ., Fifi Jei f A1 B3 e
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WIS B LB B3 QPSR : #HEUERTH]: 20184F11
A, G RE: NTRKRG B SRR B QR
Be: HerEmE: 2019458 A, 3E NI : 157 AL &
HNTRERE FEYE . WIHRTA YT S R 50 W sl e B 1 SR i

(C)1994-2022 China Academic Journal Electronic Publishing House. All rights reserved.

Tt R B TCARAETR YTy 28 M SE AR R 3 LA B ROS TREYE R
IINA LT SRR ER 3 (@ Selpercatinib: FLHERT[A]: 20204E5H,
TE N E: SR ETRRG BAYEE /NI LT 88 . RETZEZZ R
AR BRBERERE FIRETRLS BHVE R B ; ®Z W5 R Hd .
HEAERTE]: 20214E8 A, i& AIE: dMMRKE & s 5014
T AR

B2z, BB IR T AR R, AR AE AR iC A o
NTEE, T A AV TR o 1t 2% -5 25 L o DC R %) EE
T, FRHEAEAEE W h T, BERABE TR,
A FIFEIAY 22 SAURER s [, il ST
FEPH AR A bR i C A ISR A A SRR, iR S
AL LR TR, tn] BB A R L2 AR I A TR K, A
FENAR AR AR, TR I A IR 6 32 1 A A S IR
R 2T S M

3 MRRERHIE

H T L MR B R ) R B A BUD L A R 3
L5 PRIT A MEE s 73— T, 38R T 28 v 3 ) B i
FERL R R IR . XA B AL , it — 2Rl
TR MERE

P iR R UL S MR S AR, L2 A B
R AR R HOR , SCESE BT R WBR 25 TR 1Y
Fiilo ZPMER IOXE RS 25 WA RS 22 18], du gk
EOLIE K E b0 Wy SN e AR S ELTE 710 d
RO, TR — R 2R AL A L, OIS S 5
DLIIER B RS s RAE S AT LRI 7T, 2545 I IR
SER PRI LA KBTS AR, Sl sr uE R BE, LI
SCRFEAIR A 2 XU PP A TERR DR TR A ORI, SR
R RGBT, BB AEARR AR R |, 528
PR 25PN B RS

BBk B Im RIS B2 A, B BRI SRty AT fd
FHIG RO A <S5 2F D87, XTI R 25 Wit ke, Pt
T BB RO AT R AR R F 2 5 AR A,
IHT UL 25 W AR RT IVR T A R, DR, X
TR, ATl AR IR e B, A [RlE ik
Z A AR VAL sl A S ) A= M h s i, i AR
P AL e T VT R R - ROV O 2R A S L e e 4 79 i e
POy, XAE—E R AR T WFAMERE, (L X i IR
TR RIS TR T T 20K STF RGO 250 T
VRIS, RO R T 25 18 . AR LR se Y,
LR 25 E H 0] o RS T o

http://www.cnki.net



.« 446 - o [ il e e i 20224E7 A 55255 5 7 )

Chin J Lung Cancer, July 2022, Vol.25, No.7

3.1 DRARZE DL A R e A3 e brd SR i — 2y
SEAEAR I R TS AL L AR A P TR IE s FE
XTGP S F S LAt b, DA AL R, A E T
P ]l 2 DL PR T 17 5 P T DL e AT R A i R
RIREHE AR, DR AT 2 U e 5 =1 2 U e e i PR
PAASS A, JLRITE R e AR SR G, DL B 257 55 0
i Fh R XU 38 i P4
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V14 B JOR T 1 B € 22088 R8RS BR A FIR Bl LRI 28 4%
Hrh909%L_F V6007, BRAFHIFIMH I, KoKkt 1
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FRUEIRST I 28 R, 4E2dE e P A OSHER 13.91H

(13.61H vs 9.71J1) , FEAIRT30%HI5ET- XK (HR=0.70,
P=0.000,8) . 201 I4FE4E B JE 28 L [E FDAHLME Fili.

SRIMBRAF V600EZE /% Jf- AR Mk M0, I i ki A
Erdheim-ChesterJ#j (Erdheim Chester disease, ECD) S
eI A B PR IR A S At 2V, BT
ML PIREEE , IR HFAMAR, 20184 11H , i Bk 1 51
NG LA A 5 51 25 3 ST T A e 1 B — LI
JHE) - KZAIS4%MECDE A BRAF V600 AL, TE4ELE
JEJE TR I —TIFRAR S . Zrfuts | B ZASIIESE H,
AN T220IECDEE, Hi1slf (68.2%) MEAEZ
RYEYY, ORGSR 26.6 T (3.0 H-44.311)
FEARGAH N 54.5% , HHP 1l E (4.5%) K32 5E 5% #
N 2 AR TR] (duration of response, DOR) AR F|0,
FEF FRGER, 4EsIBJe T20174E3R15 T 6 EFDARY S8 4
e, & FH T A BRAF V6002 F (IECD .
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Hodgkin lymphoma, NHL) #%)2% ., Moxetumomab-2&4t
CD22 H IR 259, HIFJR I SR 521053, 2L A 4180
BIREAE 432 3 1R IHCLIE &, 45 R /K, Moxetumomab
BT, TR (complete response rate, CRR)
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IRKHEDFFE10S 3R AEA T 80 i), (HAEIESE FriTHRI I,
LA 16 S AL 15 Z2 R LI R GG E R N R
o

TR T e ARG P AR R S AR AT R,
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