JEA TR AT e R A B & (R IER B BORIT 7R )

Syt Fe s

T4 Byl s U RUSROREEEE B EE B DAL

Wrger A il

[Bkia

Wrge s

IS
it

WHFE s A SRR

W E

Txreb vyl U RUYE, Bt
yal

R TH Y AHDREDLERIERE TH D,

FEAE P B IC T T, ST ARYE - EERE P 2T L. BE P2 OKRR 25T, REOH
2, BEREORAZITV., BEARPERESE TR ZRE S ~HEE LT,

A. WFEER

THv - ByoULb e U R (VHL) R,
YR EE O VER  (HEEA R E
36,000 A2 1 A) Th 0 I4FEFHEIMm S 2E0E,
MENEE I R, BERR RN o WA IS - 238 k5%
fiel, AR e AaNE, N Y SRR
7 EERAEUT DIEBRETH D, /NEHND
AT > TEFICIEEZMRVIEL, #
Bl OFirz2 2 L, UERRE, D F v, R
PR 7 & S RBERERRE T 2 2k 72 L .QOL DX T
HE L RBRFEAE S RE W, S REIC
L 2P AR — EREL RO DN DIEFERETH
D

RIS TOHEFRIIKRIT DR E LT, Rk
26 fF 5 H 23 HIZHre rlaE 72 s PRI B
DRESL X 5 72 8 OUCHEOHEREIZ BT~ 5 1k
AL LT TR0 BE IS 5 EREFICH
T DA (LR RNL L, R 27 4E 1
A1 BIChfT ST, BB OXSR &
T DB R EEE & TN D BRI

1) BIFOBERENI STl 2) RS
EDNHESL LTV, 3) b iR Th -
T, 4) BEMoO@ERZLELTHHO, L
D AODDEMENLIEL LTWDHD, HEEH
JRICITE B, 5) BEEDATIZ BN T—
EDNE (AR DK 0. 1%FREE) ITEL RN
Z L. 6) BBIH L2 (L-13FnIC
WEFDLHD) BRI LTND L, LIS
TR %, FEEEER OFRE 1L, JEA 55 84
DEARTFEFEESEERRZERICER
WTHHRS N, BAETBRENRET D &
WoFatAREBND,
AWFFEETIX, FREEIR REEIC AT T 2
WrEL il LOEEE A RE L, BEY
ROEBEGF T, BAERTFFRESTEE N
M EBS~HEHT2Z 2B E LT,

B. #F7EJiik
FReHEFL O VHL JREE M 5212 T W ke -
FIEE PR OWET 247V B




FR~EKRBHHEITO), BELIA RN —
HIEE D 72 < ASEGEREILZ Mg (A0S &
Ten B0, BARME—O VHL it ¥ —%
B LT D iR = 5B dw e o 70
AD VHL JEBHE 25512, RE L HIEE
RIS D EIEE A RETT 5,

C. HFFuAER

RFGEEEC CRoWr AL - IR A R E
L. PAF B2 O KGR & 1572 (FEIAN A £+
IIAKGEH) © BRI E P2 (BN 5 4R
2 H 20 A), AARIRFE (5 54 5 4 19
H). BARH SEGER SV 2 (B
542 H 17 H) . AABERE = (5 5 4 2
8 H) . AAKRIRN MR FE 2 (4 Fn
543 H 29 H)., AARMWIR#E 72 (5
F2H1TH), BRA LV Z—_vafu
FVFRTU—FE(EMbHESL H8H), H
ARNEEEFE (GBS E24F 14 H), BAR
INRNSWF S (EME43 A 17T H)
HAEE VBT, [RR] [H] [RR] [
] (Bl [R1] o6 A D S5 B, 128
FofEgc FTEEL b L<IE2 2L Lo
C I EE ] &HIE S -6 & 8 E R
HIE DB B & Uiz, RSB 7 b
JEJFEE VHL J5 & o 2 —VHL i & 70 A 9
B FEAE] 1Z 23 A (33%) . THEE] 13 14 A
(20%) TH Y | BIEH OZVEBTITARWNZ
EBHBEMNERS T,

fEZ RGBS Z1ERR L, 56 4
1 ARARYEESEERRSEZE S~
M L7,

Pl

D. &%
VHL 51X, VR TH Y | BIORE %S
B HREEEERR QOL DI TFAELL . [

—FZRNICEIBENVDIEAELH Y,
SRBENVHAOER Th 5, BF ., BES,
ERBERE D bIREERICIEESND 2
ENZHRWEENRH B> TN D,

FREERH OBEMEOHE L LT, BDAICD
W, TS AR EEATE ) e OY T8 A8k
FLEOHEMEIZEIT D758 (PR 28 21 A 1
AREAT) 2 DS BT 6 3R & 1301 o it SR 4
RBGEL DN TN DRI E SN D,
AIEGERZAOFT 203 A0 L LT, B
NV F IR R YRS T
BHDHN, MABEEOGEEBR Lo TN D
e, M LTHbILD, 727120, EHD
PR DOHTE L TR AT DIEBERIC W T
BhEEHFTIHIHEOTH-TH, DAL
B 72 ML D SESR 25 ¥5 E EER O B AN T2
GraiZld, FDOREBRIZ OV THEER &
LTS EEDHNTND, AIEFERE
TIE BATIE WM E, N Y >33
NS5, RSNV T H, BIERENE
159 %0 FTATEGEREII AR, $72 D IF
WS R EZFIE L, BFICL - T
FHRNELETH DD, DAL DH D,
DANZE DRSO L HMIZhIT 5 Z &0
TEPTRHMEN R EE MR B D, FEESE
BINEHRTEHR THLZ EIFHALNTHD
FREHIRHREICE -T2,

E. f&im

b U iRl S AN RN PRI IV
¥ (VHL) 9% OO 52 I Fa v - B BE Jp 4R A SRE L
BE PR DB E ST, DAL LN D
DTH —EROEIELE DN FEL, HBEH
WOBEMZRT-TEEZRZbND, BAERY
T te R B A~ WS LT,



L. ¥
L

2. FRRER
BEDRER, HPATEE BB, mfERE . sl
BIE, BFEE, BB R vY
L4, TxreEyoYb e Y RUEL
RIS 72 B 0 /A, 56 29 [l B A8 S
PRI P P INEE S (AFn 5 426 H 16-
17 H. &)

H. FRAREMED HFE « ek
BAL AP

10



2024.01.08 i

(EREBXR) A2 -EIRIL-YURDSE

von Hippel-Lindau disease (VHL %)

1. BIE

TH-EyRIL-JURD (VHL) RITERBABEMEGRE RL. REENZIIEFE 100%DFHFLERTH S,
NEHMESFE. MROEE. BRE. BRE. SEHRE. NIUNEES. BRLAERRELGLS
BHTIERBETH D NEREHNSHEEIIHNT T, £EICHIH>TEEICREZBYRUERE O F i
EET D, HROEHEIVHMERE. HFEV. ARES. BEEETLLE QOL OETHAELL BEHEERE
E RBRA. BIBET2LGELEIETRIT BRIIHEREZDAHTHY . FABEEDRFICE. —£EITH
FUREZTV. BUEBHTORBENAZTOIIENDELLD, SEBFBITHFENB LA EEEL
TOEBEMNHALMNIZSN TV,
2. [RR

ZEARIEIEH 25—26 [THD VHLERFEREICLIEAKEDOREMHILICKYBIFRISNGEER
SN TW3, VHL BIZFZEBIZ hypoxia inducible factor (BEEERZERF)EEWONMDEBDHHEIC
BELTWLAN., ZOMIZHZLDEEENH LI LN THY., VAL B FEEOHREDREHLIZKYSE
EY DR RITTRAEL T D RIEMBIIRI-THATH S,
3. fE4K

MBI ESFIEIE ICHREIR A, IBR-TEM., HhFEW, HITHRE. BRAOERFE - EBEE -BE
BEREGL) MENERTENET. AHEE. ERLGLE. WIUAERES (WE) T . BERY. &
FVGE BEEBIEHEETICESETEER. BIEBEMREBEATI—LTIVEEICLSEME.
BiZE. SR, M. EEEA. BT, ARE. BHEEHEREROODARLELLE MR THEIZLLEE
WEER L. BIES (XEMREEIETICKSER CHILBRDMDOERTICKDEHERBR KERD . 10X
DMETICKDHERB) Z5ITEIT WTHORELL RN BRMICKIET 5. FAEFRT/DELHH
LRSFEFETE—HETHAHN. 20~40 KTORENFRHLLEL INEE. BB, B, . FRIIBRMEEST
HY ., BESLBEHEZETHINIMUNTEERENAZTAIREESLAZFICEGMFEREIRITHD,
WFhOESLZRMEERMETEREDREREET LI L0, 2HHBAOHEERENERICEHHTH
. QOL PME T T A LN RRER LD,
4. BEE

WIFhDOERBLIRAMEERE TG FLREFHELLZD TEMNGHEHEERNEILELEDHN.
ZRMEBRETHA-OBERTFOOIC. BULGRKHATOARBENADNLETH L., BEHEEETIIEL
TIE AR HFTEEC., BIBBEE TICOWTIE, ATASRHFIEEE. B#EETICHL TIXm&
BRBNBELLGDHENHD,
5 %tk

VHL fRICE TR REDETIIRBETHY . EROZER CEPREBEZRGELUE Y FRIAERET



2024.01.08 i

ZIEERFERBEEIRNG, LAL. ZRBICEVTEHRUEFREETHY . FRBAOHEE DN FIE
BRICEOMEEREENERBRCE VOV TRFETHICRAE T 578, QOL FELIET I 5,

OCEHDHIEICHELEIE
1. BEH
#9 2,000 A
2. FEFEDHKE
T (VHLEETFERICLIEAREDTERLEOBEAREBEINTING)
3. HRMLAE S
KT REFEDHTHB)
4. REIOEE
WE(EEICThzY ., R4 -BRETHY . EEBBOREET OO ERRENLETHD)
HY
6. EEESLE
HY

(D42 -EyNIL-UURIRICEITHEERE - 2EAFBELQOLA LD O DR ERIBRZT BT
(ARRERE)

RMREFRZREZHRR RBEZE Bi% L)IRAE

(FAFESEE)

EBEXFXFREFMARR BEFE Hig AHE. RIEXEXFREFZRARR HELFNEZFE BB
BEGHE. ANKZEXZREFMRR BREEE HiZ IREER RBXKEXEREZHAER 7/ LE
BFEE BERR NEER. RRXFEEFNHERRE HEENTE B8 BEHREA RHXFEXER
EFMER HILFRRNEE Zg RS AMREFXREREZHARH BRZFE BH SEETF. RRKFE
EXERR BERBREEZ/AR—YER Hi% MH—18. BXHARFAREZIAEILISARR L I—FHREK
Bt hGRER-RIEEESR ER PIMNEZMS, RAXZAZREFHAER ERZHE-REE HIR X
Bt BEZRBRZEZE MEREZE HiF ERNISFE. BEAKRZXEREGREHARE Rz
BE R RERX

(RBER)
BARK#ENEIFS, BARM 2. BAERBEGRMERRNHES BAERY S, BAMERND WIE
BRE. BRBRBBER. BERAVE—A a7 US0FAA0—22 BRNERRAGSBFR. BRALE

BIZFR



2024.01.08 i

<EEEE>
Defenite ZX R &S 5,

A. JEAR-BRERFR R :

e, BR-IEM, STHRE. BRAOEKR-EFHEE-BREEE. RAHET. RFXRIE., T4, #iE HIEY,
HEL, BIE. EE. 580K, fE. EEEE B, FTF. ALK, BHE, BE. F0EDEEIFEIK., mK. A
FEER-EFNRE ., FRITIE, 2B MR- KR

B. BEmMR
D~QNFTNMITEZETEEDE, TA-EyRIL-YURIREZET 5,

OVHLIR D RIEEMNBRL N GIGE
UTF (a)~(@WInmMIREULERE
a. IRFREE R I E 2 I8
b. #EIEMmEE
c. BiifasE
d. BB EENSHVTUA—<
e. EIER (BEMENTBIESRF XS RERER)
f. FFR L AERIRE
g MU /NE[EE(RE)

QVHLIRDRIEEMNEI-ZYLEEWNGE
1. ~2. WFhhEFEETED

1. (&)~ @OUFNZRILLERE, HL () PEMEREFIEL 12 (o) MRASHETh

2. (a)~(@DLWIFIAMNBELEEREL. HhD. VHLEGEFIZEERBRINDATOES RN/
TURERDD

C. BEfzFMRE

VHLEIEFDREHER

D. Z¥iDHTI)—
Definite: A. FEARD1IEB LI EZH-L. mD.B. DFLEQVLThMIZZLT L0

<EEESE>
(2RI EIRIBERIERE](EIZ]ID>5. 1 DU LOEHTIELE]. HLE2D U LDMRETIHFE]
EHESNIIZRERNRET D,



(fiER]

modified Rankin Scale (mRS), BE-F&. FRODZNZENDFF MR —ILEHNT, 3EHE-TLNAEDA 1D

2024.01.08 i

THLHNIE TEEIET D VT HA2LUENT1DTESNIL. TFFEIET S,

@ modified Rankin Scale (mRS)

HZAKR modified Rankin Scale (mRS) $|FEH#=E

modified Rankin Scale

BEICYRER

0 | Fol=EKH7ELY

BRERS SR BIRAKITGVIRETH S

IR EHOTHERALNGIEE TN
BEDEHDHOFERIIITZAD

BREERS SRR HHH., RELRIN ST
DTV AR LEHICHRBIIGVRETHS

BEDEE:

2 | RELIEIDEBNT RTITR D0 TIFAEL
N BZOEDOEYDZEFMBILELIZITZS

FAE LRI M GIT > T HEFOFHICHRIEIH S
A BEEFFEILTOSRETHS

TEEOEE: BUVOA BB E R AL A E ISR BY
3 | AMLODNBENELTEZA. HT(ENE | ERELTIN. BESIT.BE. BELEAOH
LICITA% B.MUGEIZIENBELEZEELLGVVKETHD
hEEND BEDBE: BESHIT. BSE. %ffbﬁﬁ@ﬁ?‘f”h rLEEIZIE
4 . A fJ‘~ = ";1:': G715 EE[ A A A
SAOBENERCENMIDETHE | pmong | O S TREERLE
EEDEE:
5 | Bf-FY  RBRE BIINELRTYVENLE | BISHIONBIZLRLET DRETHS
b 1)
6 | BEC
B Az h 22k
OBE-KFE(N)
0. fEIREL
1. IO 5. BEHENECELNVEEDEBRERNH RN, 4 F - BEAETFITHELL,
2. BYHEDNDTI XS, BERODEENDIXELELT S,
3. BE-FBENASHADNBEZET S,
4. HEIMLGIEROMEXEEN(BEXRE. FIOBHRXEBLGE) ZVELT D,
5. @EMICIEROMKEERIIKFLTLS,

Ok (R)
0. FERZL.

1. EEOBETRE DT RIEHIM, HREE BHEF KB,
2. IFRIEE D10 BED BYNEE DERE B S,




2024.01.08 i

3. MIRERAERDYFIZHS. HAVEIEBAGENHELEFBETRUNNELS,
4. IZZEDORSIHAHNIERAGMSHEREEFTRANBE,
5 [EVRHLIVFRENTRSHEBEEFRANLE,

(]
A.B.C DIEENETMARZEIESE] SRULE [HFEILT D,
A FEEE-BEEFOES

Of:IEHE

10 BEFHLBICHRIND (AHEEOTEHES)

2/ BEFEALIELIEHIREINSG (RAl# OB E FHES)

3E: BEFBNEICHIRING (FAI#MOSEFEES)

A BEFEANEICHIRIN ., BERTTORILOHITHARE (et QM Al = E T EES)

) ARAEEOMAIESEFEET L. FERERECHADOFBREREZREDDIEE,
B-RREEE

OR:IEHE
1R A (BB IR B U EEEE)
2 AR (B E RO A H M REER)
SR EEET(PEELULOFALEEHEER)
4 A S EEST (PEE L EOBAITEA AT HEER)
) PEEUEOBBIERATFE S L. MBENRECTEYEANAERE 40dB LIET 40dB il
WELLLEAR,
C.iREDEITE
Of  EFRENAHTRBBEEITI,
1R AIHEREICHLTRENAERELESLT D,
2R RERABRICI O TERAHEMERENETT S,
SEREMAERICERLTAAFEHRENBEIETL. REMOHLIEELTRIT S,
AR A HRENSEISETLTREEEZRO 5,
(AR]

TEfE]: RIFLEADERDIBIER A 0. 3 Kiid
ThFE] - MERARELTEY, PEEL—ADRDBERNMN 0. 3 KiiE

(& hiE]
[EfE)]: CKD BIEE R FBE— YT THROE S
[HZE]:CKD EEE N EE—RT YT T, GFR XM G3b, EHRE A Al



2024.01.08 i

EARR R Al A2 A3
I | mEEaR | SEES
RESTE(o/B) w | BEEAR | BEEAR

c C
FREH/Cr . (g/gCr) 0.15 i 0.15~0.49 0.50 LLE

G1 EEFE-EE{E =90 % = FLoo
G2 | EEZF-IEEERT 60~89 % =" FLoo
GFRE% | G3a | BE~PHEERT 45~59 =" rLoo D
(mL/%
/A73m) | G3b | hHEE~BEET | 30~44 | ALUD o o
G4 EERT 15~29 o 7 7R
G5 | REABF £ (ESKD) <15 oI 7 7R

(Refiek)
TEE): AV RYUERNTEMBEI FO—ILAFR
Th& el M FO— LIS/ RY U DRRE

(81E]
UTDAEB D56, PLKEB1RBULER-TLDEEEIET S,

1.

1.

ML FJ—ILDETEZEDS]

mea)LFY — LR E4ug/dL K

B ERHBRANDORIGHEET]

R ACTH &% (250ug) IZxt 975 MBIJLFY —ILD KR 15pg/dL K

AL DEIBFEERLH D

LUTIZRT LOBRO M DEIBFEERLH S,

RHEMWERRILE. FEMTSR U LDOKRERD ., BIE. BE. RMBEER. HILRER CED, BHA
E)HEMER (ERN. BR. ARGE) . BEE. BF 1 FHICRMRITREFEERICHESARELH
Do

[RTO /R ERICHEFELTLDE ]

PMEERVEEESEOEISICETHBEEEE

ABZEICAVSERKER . REMEFICEALT. SHEE LICRROBENCVGEEICE. WO
HDLDZERANTHELI AR (L, SRERDZBZETT BRERF THoT. ERARLGHLDIC
RD).

BERIRRICE T AEERSEICOVTE, BULEFMEED T TERMTIHOA TS RETHS T,
Ef6M AR TRULEBVREBZEMAHIMTEH2EET S,

B EROBRENLEOEFEESEFT—ELULICRELLGVETHLA . SELERZMRGET L

ARERZLDITONTIE, EREPRDARET S,



