<F&ER>
M DOTSHRFHRRFE LS TRETNEZEE IR, IV F o ETREELEHAT
W, MHELSHRBRBILE OMAREICLOBREAERUEIGHNIRETDH S,

SEOEE>

TSHE HRBETHIAESICANE., SBRBEAPE<BMI NS aaEME R L. bR
AR H C PR O Rt & TSHImAE 2 BB IZREL TS BENH S,



<EKBEES> 52
<EKBEL> HRBHRIVE AIBE

resistance to thyroid hormone

<Key word>
T HAR Y A 388 Y) TSH 77 i 4K 7E Wik AEERE WRRBRFELVECZEERSB

<BEELEERK>

FRRBR R )L & > A AE  (resistance to thyroid hormone; RTH) & i, HHARAR L € > O 1F H] B
MEORKOLY., EMOHGIZIBWTHREBRLVENEDERDRZ FEEM TS0 WERE
T, MARRBELEOEMIIHADDS T FEENSOTSHO HERHIH SN2 WBAEY)
TSH7} W 4K fiE  (syndrome of inappropriate secretion of TSH ; SITSH) 78 4F (A9 T & 4. 1w b KR
RIVELRIVEEGEETSH., NERIHCTSHE L TEABBERBE S EVHS LIPS
BERIRoNAWL, BEOVEAEFKREKZED SN, NEFUMRIBAEI LW, HE
ik, NEBOHRIBENECERORZOLDEGE, BREHHE, SRELAZEMED
TELHDHH, HMEFIEFTHRL, PRBALEICHTARGHEOEBE NBEMTR
feBi-., BEMRFEHBEAEERPEEL TEDOSND LMD, BilRBZEI<ASN S
(80~90%)., £/, NETEEH, FEMBEIVSHMEREHEONEZRLE I LENE
ey

<P >

RTH!Z . 19674 Refetoff 5 IZ L - THIO THE ST, INEXTITH R P Teo0#| LA LD F1E
NAIGHNTWVE, KW EE.ETERAREEBEELZRZTH, BREH (de novod 2 H)
BLIBITEHFHET D, HRIuEREZHESHAAIZ - ALHEALTVWI2REOH D, FEEHEIC
Bz WL, 15080 EORTHE RIZHARMR BV E > Z A (thyroid hormone receptor; TR) f3
BEFOHNERERNXERINTED, FEEGKRO2AZREMEIETATOESGHETD
5, FEHESERE DO 1H I Refetoff 5 IZ K> THREINARTHEISAEM T, TRFZI—F
THEHMO S I#ETERBELTWE., tho1FITEMO M7 BEFICRARAERAELSN
HOT, BEWNIZZHOTEETH - /12,

<#H - -BE>
EFOBEMNTRICIZalEBSAS DML XL ORBETEEEICARNZEZ RV,
NETRTHEEN S RAEINAEERWEIETTIRABIBEFTHYD, TRaIBE TRV 1IHA S L
Vi, L7 > TRTHOHERIBZTRADRENEREEZASNSN, BEKEMICIERTHEZH T
H5EF TTRBG FRAEMNALVWEELZVWHAS EOhosTnd, BEHIZKK, TREFEUATSH
EHEE LoBENGNEERLUEKGEZETEZ IR, §BITIFXR—F—REDTR
UNDESERFOREICIZ2EANVEL DM a[ENE NS S, RTHNSTRa BB TR MR
HMENAWHERBIIERBRTH S,
TRABEFREOATOESGHEIBZEBENICIE<ERTHEHZENS, TREMNERT S
T THRTHE 25, ~HRTHEFHFOKBD 2L 52ATOHGHETIZ. RETRE LIEF
TREMERTORBLTWAIZb MM TARIEEZSEEZT. ZOZEMNSG, BRETR
BIE#TROBREZHBMICHH TARIF b2 HAT7 THERHEZRBLTWAEFA LN
%, RTHCRERZNZ2RETRAIIDNARK AL AL T Ly —#EREBERGFIN TV SN,
OMEEHEOET, OFHRKBFIECEHE2RETLOIBICEELMORTERN T (372 F
RK——%) LOMEEHNORE., BEOKRMAELGLTWS, FIF b2 AT0 7HMHOD
BRI LT, RETRZLA2TDEVEEZ T LODREHEEO S0C, BWEHEBETOIL 7
LyH—fhElfoEFMRTEOREBRESHEEINTV S,



<& >
DH T3, ViabithEzMRA L 2®%IC, MPESTI. EEDBAEMTHI IO~ TL Y
ODRBRENENIZIEBLEVWI E2HRET S,
@PITSHP R 2R L iz, P BB RR AL E 2 ICAHIS R TSHZ W (SITSH) % B
2T 5, FKFIC FEAERCT. MRICTTSHEAEBE 249 5.,
QHIKMEILES (T3) HEICHTHIERMAROTIRICHEZH LT 5. T3 BB ICHH
b5 L., ki, BRIEFIRME. bl AFO0—)b., PHVAU T+ A7 78—+, FILTE
Yegra7y, 7x0F 2 RPFAFEUZ 20 >R E, KK ICB T 3T3HE
HOFEOEANZLWI EE2FAHT S,
DHRMENEIZHRGTAHTSHA W ORI 2 #2355, T3R5 0i% TTRHA il 5% %
T, T L DBTSHRWH B MAERETHAHI L E2AHT S,
LEDAEB%2#EdHOIEIRTHTH 5., EKRTHIZ. TOMEKERN S 258 & FEK
MIZEKEN TN BEANICEE —-ThO . TOENICEsDON S0 E T AW, £/, RTH
PTNTREE FREFICLES2DOTERVWOT, RTHEH K ETHEKRMAREN 52K L TRl
GFRERILTLHLZHMELOLAEAFTETIZ RN,

<ABE>

Z< ORTHAEHWZ., ERLEZHRKBFEILE D ICL>TRBRENEHIIRENTHD, &
HliziEHELELEWRL, NEREIREBMBL TR EBEBRELBVWIENKYTHS, B
WHAEAREZEZDLIHEGCMoNOBENTHRBRO FHENMETFTL THEOBERTEL2 R
THAGZE, FIRBRFRLECOMANLEELRS, HRBREILVE OS5 EIZ, PTSHL
NVOEHEEPAHAMONBRELZKBRTEEOMLOYT—NT—2FRICRETS. BE.
FHRE, HAALLEORRBEETEERERZADEMICZIZ. B 7O —PH ALK
THEROEFELZEND, £, AMAMNOFEL WEHFTIZ. TSH R EME L PRBEFRILE
CHEE T AHENS D, T3 H K O triiodothyroacetic acid ( TRIAC) (. T3IZHE<XTRa 1L © TR
BImd T aBAENEL, TERLIFRBICELLTHSZE, RABBWIERENLS, XK
MU THRBRFILECREHONTEERT I LR TSHA W ZE FE BT 58HEMNH
D

<F&>

RTHIZ. BmYlOBELOBEERERS +o RS EBER I N TLWAWI & &, KB
RETICHAOHBEHEN BN LEN BN, ERLEARE, FRIZEMATAWL, LA
L. HREEXTOWRETIE., BEHEHICEETI2FRMIBZEFAEENELS, FREOCEKTFTLEL
BRWEEDLRTWD, ¥, BEEMEORAEBENARICELRZILVIBELSDLEIALR W,

SEDODEL>

RTHO KB DIEFIXE R DOTRBEE FRFEIZLSM., 4%, TREATOFVIT—%
BT ALF/APFIy IV AZERCTROGERBENTHAIT7 IV FR—4F—, aL 7
Ly —ORFEICELDERANR DN D JREENH S, TRalIREMNRTHEFAN TREZ A W
HABHWoMIZRAD, £, BMHIZEML T, TEEMNSOARBEYALTSHA W Z W+ 5 /-
ODTRB2HRMN Y I A EoFHi-ERBFINS,



<EKBES> 53
<&EBE> BEARER M

aplastic anemia

<Key word>
ER i N IN 1L ER % H i K % Bk Fanconi & Il FANCill iz T
MM EEEETY >N R 1L A S % 40 117 % 1 iR AR 707
oo ART > YA bhAa S iR A4 A B 8 -PNHAE % #F

<BESEEK>

HHEERARERNTRNER D2 Z AT HHARIEDO D TH 5. % KM IZFanconi # 1L /¢
HD, BREICEHERHEEEY - HHE. FREEZIIERT 20 ENH D, ERITHM.
R ERECDIC X D B E, /R LS HMERSRPLTH S,

<EZHH>

19934F (Fpks) FEL2EME CTEMA M AR IT7600A (R) . B A HEGHA 5 & 135,044
(95% 15 WX [H14,358~5,731) . EMIHEBE2556 AN, B KX=2/3TH5. 19814 (#F156)
FERETOEMEANHEEIZ4900~6200A & = 119724F (BEFN474) O HE5F 4 M HE B i3
1,L100~1350A &N T W5,

EROMHITI5~198. 70~74 0 —_ M TORETHER L., T LELTLHEIZEZ VK
WMTHo . 1999 (CERRI114E) HE~20014% (CFRR13F) HicZEMSHEBICEHI N
BRI A S I3 B8 IZaEL £ (BR)

<&mH - B/RE>
EmEMpEMEH T 2MREEEETY > RROHER (B) Haohn b,
%KY D FanconiFH M IF8HIC BN, ThENRADZBETREMNGENH (B) ahi,
HFREOKRR T NV ABEERESIN TV,

<EH>
MREMPIRETL2ZHBEENS O, EMMICARITINTE L,
ZHIZIEMEICL2ZHPLETH S,

<F&>

BIEEPEETIE, BARATOr REAEBHWERMAKR Y OT Y > (ATG) #% 51260~
80% () oBEFEMREEL. EMAERF TS, RETEER» S OFHBEM TH80%D E M &
ERESHN CR)., REMH#ETiaHs50~70% (B) o4 EARSNS.
FEMGENSOFHMBHMO THRIZGEL FTERR2SOFHBMOETNEFEFHELETH
5, THHULETRPREBENEIEHXELZ W,

PIMB#EER Y o7 &2 20AR) JICX3 080G EEOR ARV (H) TrAF
TOHD L% (F) MBS, GCSFRAMRICEZEZZ Moz,

<S5EBODEL>

S0 58 0 1) 9% 5 0T RS 2 VT AR O~ oD SR S AR 0 T D B 1 e D Bl . 0 15 I I M S 1T AN
BEADY A FS = I OHHEFME. 1 bhA o WEONME D &M, BB OEIR
LK. BEHMETY >NKROEKEORY, REMEI#ED KIS TR, PNHY 1 7 i Bk
OHBEEHE, WRD 4 IV ADFEE, FanconiB LD 57 THEDME S E#WT ANDE G2 &,
HE&EMaaEnIuEL Tnwa,



<KBES> 54-1
<KBE> H T %5t o8 i 4% 8] 1

autoimmune hemolytic anemia (AIHA)

<Key word>
i L ATHA 1 X ATHA Coombsid 5% Coombs B2 £ AITHA 7R 1 EK %5 73 1gG
H b Rhik ) X T F K MIBKEATO A R 114 14 iy 5 15 11 ] 2K
EH & H %

<BESELEK>

HAMNRACHAOHBRICE2EMMERANT, RAVEKIZEZSAHAB LB A A IZE
Z I B #E (cold agglutinin disease, CAD) & JEfEME %M ~ € 711 £ > R4 (paroxysmal cold
hemoglobinuria. PCH) 7id % . WM& @Em, » X3 mEREmZ 0, iz g s
EROMAEMN RN AHOREENHY, KBHLART—#AEL OB BTN ETRL TH
Lo WMMHEAMIZHBT LSEKRERL. Coombsid BN BEETH 5,

<EBHE>

HEGT TR B HE I 1,500 (1,300~1,700 A) (F) (19984 (CERR10%) EL2EEEHE (X
BFHE) )

KEZ TR AAIHA (B)

<EH - R/E>
HOAEOHE - EEBFRERTHTHL2XERALERNYNE ST 5. HOHEO M IGH
FIIBEM T EIIHMAH S, ERAHATIERVEY X TFREND RIEAORMEGEAEE ()

THD.

<EZhH>
MO SHKILEND 5.
~-BRETLEZHUE THEIH. BEESDLTHEMENRTION L,

<FE>
WVEAEGFRERIRRENE T, SR T4 (F)
EMEHFEODBRIBEE~TEFEAEEIE (B)

<SHOEL>

EFNDIENWY, EENSEASRERVPZEENS, EENLDHBBEITH TEEINBE
ORBRIEIFHEINAZOT. TNITRIEOBESFISA 2B H A O xS H#1E O ¥ 48 A8
BLETHD. WA - WAL ICHTOMAO O HERE & 312, 5 813 6 # A4 FIC 3T
LiEmMAEMHRELEEINSTHAS S,



<EKEES> 54-2
<EBE> REAEBMAE/DOE R

paroxysmal nocturnal hemogurlobinuria (PNH)

<Key word>

I PN I RN o o e Y i 15 12 Bk PIG-Ali{z - ¥ 48
GPIT > 1 — P A~ H -PNHIE fi% £ iN. 1 EK /> 5 fa i {1 15 HE
<@ EEK>

FMERD A EZH T EIZ XIS MENGBMNEFLIMERKDPEHBETLI2RHMRREIILSHE
KEro—tEEmeEs THsd, miEEEEZ 2 ITHEEEICE D, KD EIE Z O
RLOT W, HAIRERICKRALETTS. BEFAREEMORBPIZLBIIAALN., B
4 AR B -PNHAE % 8§ & 1T 5,

<HE MG >

19984 (FRL104E) EMAE (KEFH) T3, @itk #2028 8id2600A (95%(5
81X [12,300~2900A) (&) THH, 5 5AHAIE1L500A (1,300~1,700A) . PNHIE430A (380
~490A) (R).

<EHE - J/E>

BB TEHERKEIZPIGARE FRE (B) B0, ERE2¥EORE 70— KL
(B), EFHBr7O0—E LT3, ZRICKS>THYIVIALNWNKAT 7 FI2NA /=)
(GPI) 7o h—HTONEENEEIN, TOLOMAUMBEAZR<MERAEETINS.,
HRMERITMAAEZERAEL, BREEXEHFEEICMENTHLT . FHEHR 2 ITEE K
ERORMmMEBRMbPELS 22, BEFRZOEREEZRGHER Y O— > O KEFITHS H»
Tk W,

<EW>

BEIC kB 19904 (CFERR24E) EAH B4, CD55 (DAF) & CD59K 8 #il i @ ki fH %
HAANEHRITLLE (B) TH2, BLICLsEmMtEEmo2HEELZM~ZL . KW TPNH
DEHBREEZMETHESCZHINS, BTORETEIHEEZHEAMERO KT IZ, Hamid
B (B EmiLR), EHANKE, DHEKERZETOBHERPLE. L LERZ
HikELT7O0—H1T hAMYIZXSCD55. CD9ORMIMIRDAHMITON S, (B)

<Fik>
20004F (CCERR12MF) EORERB TR, BIE LW TFHAEGHEERETH O (R).

FRITHEDRBD2SED EEFEZ LS, XKEAALDEM> . ERIZ N MmMmERE D O ET
CEAHMERPANE S, ERBRMISEDEREL D, ESCHHREYUHELEELSE (MDS)
PAattamBE~oBiT () BéHs.

SHEOEL>

19994 (CERE114E) M5O QK FEEEmIE CR) 2#2EBEL T, EHEREBHCIZEHE
HBikks () OEIVAEREINTED, RilzEDTWAE, THITK D N T OB IK#&
OHEENAEERD, FREHLWEBREHEOELOLFAMAOEELLTHOHEFHTHS.




< EBREHEE> 55
<&KBE> it (BHEBRERRE)

refractory anemia (myelodysplastic syndrome)

<Key word>
N ifiL ER 76 20 1 I &5 # i R E 3 F ifn 55 1k 165 1fn 40 el ¥ hé
R ERIDOZ—#BKNT (G-CSF) o 1% 40 il #e 1k AR RN R i TRE
R8T oAb i 5 HE 1k FAB7 WHO 7 ¥

<BIEEK>

EmBHRAEs RBErREEE2ZEL,. BHAVEVAFIZCL > THHEAEN B LS X
NH27O0-MEBTHS, BPHEmMOLEEMKROERERRAF 28 ET S, atAMKEA
OBfTHmErT, ERKTIMERBEPICEZ2H0T, BHifEIR., SEEAE, HMEKRAEET
HO, LELEREREOLHED . FEREMZEDARWHEE (RAERARS) {1 A 7 8. ¥
EMmMERD 5% (RAEB. RAEB-T. CMML) 28U AV HELTHETLIEEH S,

<EEHIt>

19914 (FRk3%E) E2EEFHEHE (BFHM) TREFARERIEII000AN, EFHHEERSB
X105 4269 (H337 &£213) TH5.

WA aMmIEARERM (RA) 121,500\ (50%) . 8 FERMHiMm (RARS) 12250 A (8%). RAEB
iZ550 A (18%) . RAEB-TIZ450 A (15%). CMMLIZ150 A (5%) . F D100\ (3%) TH 5. 1998
o O(CERI0%) HOHEG 2B EFEEIZ7100AN (95%15 #1 X [6,100~8,100) T (). Bkt
1217066 THDORICE—2MH D, £E270%90BF X508 ETHS. (KFH)

<mH - -KwE>

EMEMEICETIRIETREVNEREZEASNSN, FETOXEAMNRAICIE->TW
v, EREFMBEI/OD-2AMEEBAEEEGL TEY MR E2HERL TRHEYEZRA S
N5, GRIIRBEREINEDSN, BRBETOLRSHAMBBE FORKL EHhALHE
ETRE (R) BAo5N5, #BLRICHEFROMMISMBICIBITLLTIL. &FRIZA
MAmEET 5. MERIBBERELEBICHERNERT IENTEERHFMTH S,

<gHEm>

MEMOZHEENS L, EEMICHHFLLWHEYNSE () HREHEINATE0, BR1E
RN EICHIELEZHEERLBIIRZEEZSN, XEOE-DORITLED
TWa, SWERVCERHOZHICEIEMARICLSHENLETHS, FETHOEDOD R D
TUTEBEBRICARAREDSBML TIRBIN., BHREORRIZHAZNTVLS,

<FTiE>
AtEHI (MDS) O TFHIZKAREL TARTHO, AEOHF T2V, (B)
KD ZAVBOVEEHEGFHMIZHN4E, AmwibiZ20~27%TH 5.,
MUATBHOESEGFRRIZ10~160H, MWL EIZTI6~80%TH 5.

SHEORE>

AHEBEIAMBEREO T THRFZ2ELL-HOEFTNHEBEDINTED, 2ZHEMNAT 7O
—FILELLDRADVBLATHS., AMIIBNTHR THREEMFHLHAENFE HINIZED SN
TWwad, GUAIBICHT LI B ) AldahTnsg, BY#EELTRY AR
MICHTH0BMEHE () & MEFFNIREHFLEESYI CK2EESY S 2 DID P
M () OFfiffEdbiT>o T 5,




<EEES> 56
<KBEZ> B 156 B ME SE

myelofibrosis

<Key word>
MR RER JH- % B i 74 3 1 1 7% 2F EK 4 T {8 % i K
1 1f %6 1k ELB 2 R4 1 1 A%

<BIEEK>

HEE IR ML AR C BB TREBAEAE T 5. BRI O 55 M 7 86 SR 4EAE = 57
RHMRELTWD, FHOMBMA S LITHMICEA ENAA S, MBS ICHhE R BRI ER &
FRFHRVHEL (BFRFRIE), REFAMRZBZDL0088MTH LS. BHEOERIET. &R
WHETTO2HMARII XS NMERE P ERMATIHFMBEIZLSE 0, B MELEEZRS,
AT LA DOREIZIE N,

<E¥HE>
19984F (Epk105) HRE T, HECZHBF R IT660AN (95%1s BIX RHis70~750A) ()
THol. Bkt : 083. FHEIZ10~0F IR L0 fICE—20H 0D, LHeomTH 5.

<mA - HmE>

EMBMHBERESICEZ 70— HEBTHLY, FRIZAHTHS., SHOEH L ILH#
FMREORIGHERMIZLS., B SHRMIE D30~ R AaEREW 2RD 5, ALK
HEEFHE O mE (M7) & OB HENZEN,

<EH>

BMiCEoeWAENRERIN TN S,
THUERTHHENTWS,

il - BETEMEICL>TRINIOMNEEL W,

<Fik>

MAEARE TR, LFREPLAHECHTEIHRENPLTHS, MTREMORBIZLD
MR POKFEZMEL T T/ N OFMHEHEREHE () L THEDHTWVS,
B E R ARME O T EFEHMIEBHI0E CR) THL2N. MRTHHEORMEFHEH D, 5~10%
OFTHMKEAAZ SN S, BYERITIFLNIIETCT S, —HOEATHEBEM GF) »
MALGNTVENEMREIANTS S,

<SEDOEL>

HBHRREEOABIELAATHO, HRMODEHFEZOHPEEOREBICIH 5. it O BN
ERERIZAFLARNOMANFELNDS. HEEELTOFMBENITONHE®RN FENRL
BOT, BREFHITX->TIHBHFEELL THFTZS,



<KBES> 57

<EKELE> R 78 o 1 R 5E
idiopathic thrombosis

<Key word>
thrombophilia TrFhbmeEx wils ok vl o F7OFA4 8
iy CERE PR

<BEEEK>

FrttmieaEld, MREREORENERES LI EHRAEOMBRERERERICERT
LEEFEZONMN, ENERELEZVBOLERIND, MBRERBRFERICEL O iz ER
fiE % % FE 3 % %5 & 3 thrombophilia (FEA M) EHIFEN. ZHidbmEMO REICX0HMm
fE K % 5 9 % hemophilia (M AH) OMFEHELHM I N L, HEVERTMRIENKZ S, i
EHMBIEEZBOERET, ABFEOPRITMBENERIZZN, BVERTORENEI 572 &
DIERELT S,

<EEHEH>

REMLERKEDREERERERN THE2T7>FbOCERBE. 70751 >CRBREIC
L., MAOIZBTS2REHEZENENL: 2,000~5000 81 : 1,500 (HEHER) WG
EN5H, Fh, EFREOMBIEOH ISR I SOEBYNICITOT 1 oskBiEICE S
EHETND. ZNS ORI RENBEORBICAZEEN DA< AW 2T &,
SEROFMBBEEFREREINFLINS, REOBEMNBREBKE L Y—0OHEMAS, TOo54
YC S, TFPOYECODERZEDATOESGHIBZADETHAEICI005 ABEEET
LEEEENZ. LOALINSO2ANKHREREMBREZRIET SO TIE AW, HFREMEMB
EETDHLODHETIAFETH S,

<&EH - HwE>

mipZERERHEICE. FHEEERTICHT2MEHRERN T, MENEMARIZSWTE
HEhspeRe rOCARETa2U >, ARFMBREBMEFRT (TFPD 2 EEL2 < OETFAHE
Hb95LEZ6NS. TR TOREKRKERBICE DMK F U i #e 2R E D RE
TH5EEZSNSE, 7>F o E RO EY, BHLLBEASXRFREIIHTI4EHE
MHERTTHS. —H70574>C (PC) BMEBEAEMRELED O E Y - TMES&IC
LDEHEEEIN, TOoFA CSsERHBHEEL THEHCBEBSVAOVMREF2MAET S, 2h
SORM. P FREFEICBNTMRERENRBET A2 L1, it EM TN —8
MIZIE<ZHTAT SN TWS, EHEPcEMBZEFHONMNIINEAEEEEZRNTH S,
—h. RBY =TT PR —~N, TIAZE ) HF . BEZFEZ ] wIF s ) 3054
idmie RIS L. FTORBEICESZEEZONZ2MBERENRE I NS A,
TOMER>BNHOTIRAESEREMEEREREZRELTREND S,

<2 >

FrRMMRAEDR. TONMOTEIKTAIZLZOMBRERBRZEROFENREDON D NEE
LTEREWbDTHS., LLmBREFORIIZHEN, SEHBEAMHPSMIENZ DD L
WrEh s,



<Fik>
HEMNDBEOREOERZ2LATMRERERZFRIFA L0 EFELLN., FRIZX
DTHBEBIBODEEZLSNS, ToFFOE S, PC. PSHEDERKMERBED T4
HEIZBNWT, BREXICHRFOEEOMBIEIZEBL, ChodKETEHZ ENHS N
ZEN., MEEBEOHEOVLENNZDOoNS., LEICRENTMBRERESRET S -
., EODTEROGETAINTYAVHIZIBT 5N TPHNTHREXET S ELTHEET
H 5,

<SHEODEEZ2>

HAMMEEIN —OFENTY ZEI NI BOTEHLELS, WSOPDERMNESL TR
ETDH, COXDBBREATFES LOMAEERZBHSMITSH I LT, KMl %
EDANZALDODEBNES, THOTFHORENRERTZEIDDEEZL S,



<EEES> 58

<H&EBH> i A 4 o /0 A > 4 SR B R
thrombotic thrombocytopenic purpura (TTP)

<Key word>
ADAMTS-13 1. /) 2 36 2D i i 1 5 M 5 H8 fE P By £F 1F K5 fh #R AR 4E 4R
TE B

<BEELEK>

ik A i b RO PE S BER (TTP) (2, i AR AL 0 o R A PR S e i, FE R,
PR f AR E R, HHRREEZ SRMSBRETIRBTHS., e<EBKBER LR
WHAEERZ WA, FroEZ R E0RY, SEnEMREEM BEM. IV EORRE.
ERZEZGHTIDORASNT WS m/hRED., dhtEAm, A2 238E L
THHEMMERBAEAERE (HUS) COEMARETHL I LAEN, ERELERXEOTTP
MEEAET S 7%, % KM TTPIX Upshaw-SchulmanfE £ #f (USS) &N TW 5,

<EZHA>
BRAEHEOFEMIIAHTH S5, 00004%1007 AICIABEEOHRENHS, Ll
R4 NWADAMTS-I3IEMEZ B EICERGF L TVWAHRTER., LEOREKELIDEIDINIZZ N
HbOETHEINS, BAEFHIZ. FEENPSHEBME T THEL VA, 108 54018, #2308
DHEBEMEFEFIZZ<BHoNIHANDI S, £, BELETIZ2:3TeRLHIIEZ N,

</wH - J/E>

TTPOHEE & L T, ADAMTS-13EHE DO € F A8 & MIZ 72 o /=. ADAMTS-13/3. von  Willebrand
K+ (VWF) ZUMTI2BETHS. MENEKMRTEEIN TR VWVWFILIEFIZK
EhnTFROBEDPFRVWFI IV F v LFNEEENELS, IABREZEO0H VT D
IEhRECLZRBIZEIS IS EFEMH LM RBRZEEEITEEZASNTWVWS, &
AMOTIPIZ, BEMNICZIOMEFENRBALTHED, BAMOTIPIIZOBRICTHT 216
ROBOCHEREEZSNZZEMBEMER-E, LAL, EmMBHARBHEECEMREICS
Pt L7=TTPTIE. ADAMTS-I3IEMHMETFTL T AW OMNEL, MOBFOEEMNTHEIN
TS,

<EH>
HHMSEENRATZAEZHEBESTHSA, mMARMD., BnEEno s L NiERZE
HRVIEF S H S, ADAMTS-13EHME L D EEY —ORBERBLFADORETH 5.
FNTAREHRBLELU THUSHFIET 20, BIKMIZIZEYIHRELBENE WV, £, Fil
HETMNIRE D ZEDLIBER LI, BHIIDICEEZEWH EINE I ENETEEE2ET S,

<F&>
TIPEREHMTHNE, 02 LORTETH 2, AFMBELHBRPOEHENITDODNS
DI, ECLEIFTI10~20%FETIZETLE, CNEOBBET-HARELR->TH., BR
T AHIEMBE N,

<SEOEE>

BLAaogFIZE D, USSITBIEM/ZADAMTS-13RETHD T &, B RHETITIFREFME., XA
P, EEGHTIP T, EmediBiE,. BEEBESHTIPICE T SHME O MM F X
ns,



<EKEBE®ES> 59

<KEEH> e 5845 1/ B A 1 SR B R
idiopathic thrombocytopenic purpura (ITP)

<Key word>
I 70~ H ek 2> H i 4E 4K 1L /) Gk 1 55 7 ) B R 11N R A S R T ETTRLS
N F R

<B|MEELER>
HONRABRERCPHROZD SN VWEREOM /NRBEENTTET DT &I12K 5 M/ K
BMAIET, BRIKEREL TERZBRDET LM OHMEREZRTHEBTHS., Filh 56
MALRNICHBREBLZAHRLEEBEETSBENNSIN - RICIBHEMEHRT. TR MK,
HMmERAICIEAREHIZRE 22D

<EERHI>

19964 (EHR8FE) HOEMRE TR ERRIIT262338THS5, ANHI0OH AN EREX
W, 155A &R, BHEREIEBANBCZ<EBHERMEREAIZIZL, 2EREIE ARV, B8
B3Iz, BERORBIEFRIZ20~30E K. 40~50 KD 20D E— 73R ®
SNTWVENRIAETIE20~30EKOE— 7MW LORLBICKERE—-7BEDSNDD
H5.

<&@ - -KwE>

—fFizcatt, BHENHLTREFNEFICL oM/ RBEEAMBEINSEREL ToMm /N
WEDIETHL. HEHAEL T/ ES TH 56PN b/IMa. 6P 1 b/IX. GPV . GPVI. GP
layTaS &M/ HEEICEDOES LTy —AEEZN, THS5ICHT DHEA MmN
WELESIEREZYT, ZOFRTGPIyMa. GPIWXKIZH T HZ2HMAENETHS. ZhoHiKk
Ml ARIZHEEGL (PAIG) . Fel 74—, BL 7% —%24 L THARME (2707
7—2) CABHEINAED, #HAEEELEEZAL TLEABEBREZZITZD,. ADCCDO R % 1t
LTmhME NP AEC S, B/ HEERICEIRFTE#EDSNT. Bk
R, FMERZEEEZEFTH 5.

<2 >

SREE. R R, REHMm (BHm. RHm. ARBELE) KB ET 5K MmE
:[ko

B (1087 @ELF) . BMmER. R, BEEOEMNEL TEH,
i /MBI RO . o m/hRE D KB ORI AT GE.
HEiEEEREIER ., BMUEBRW /L.

<FE>

BHMNTIEIFRIIBRH TH200NBELBMER LS, MM E DX T HIZ1.3%.
BHERTEBeRHEHBLEORDIHREBEDAERELMSADMmMIERZxRL. LWL
BEBAVLETHS, RMBLEICLS2HCRIB64%THH2AHMAEROELCIZLHELEL T
EHEBECBRPENELSIRERNTHS., HMICKXD2ECOBPIZHEBNEEAG OEERIZL S
HbDOTHD,

<SEORL>

WMRICE STV, FREOBVWEMAEOME, COUREREZESODREEBHRIIESA
COERKR. BBEHITPOBRFEEOW Y., BCHAEEARBENBEEICLSITPREDO THEN %
Bt s,



<KEEBES> 60
<KEBEELE> IgA ' fE
IgA nephropathy

<Key word>
[REA S 8 0 1 PR A IR 84 m bR b &E % B4R AT 0494 K#ik
¥ H 1k A F LABEMES R

<BSELEK>

RBRACTAY S F VLRI NORGAOEN RU B LRI L ER/RHMEL TS, X
HHIZERR~VEAMAT CFILRENBRZ]ALL, CHICH2OREDORY T >
BEOWE, EMEEE. NEAKEBREMNED. 60~70%DIEFNF v > ZAEBIR - IR T.
F10%70 ESERREEROMNIBAMRCSHERE REMRBE TR I NS, W MEOIMEIL80%
EOSKEFIIZES 5N, REABH0%DIEFMBIgHUFICHEDS, 70— EHEMGRIZH
D{FM T 10%8E. Sl Z2 ST 28EIX10~30% & 2N 5. 50%0D 5 5 T i i 1gA 73 315meg/dl
UExES42. ()

<EHE®it>

— KR KREEBRICHEHDDIGABREOR ST, L7 AU A TI10%2. I—0 v /NTid20%. B
MEZZDHTT 7 « KTFFEMETIE30~40%E N5, IgADRIKE DL I2H 6 O
KISHBEICRONEN, KMEEMN>DEBERBELTORATEOREREIL, 10HFAHL
D25~S0AEEDNTWVS,

<K@ - m/E>

IgATFIE T IgARF RO /S —THIRE O B HE /T . TgAEEBHIE O M, #HME AWK O
HEPREESN TS, oA OBENEFRZFF DEAAELOHNERN#MEZTAIET.T
Mie%, BHiRRROBERY Ao, BREHICES SN ZgAbE (£ REgA) PlgAR!
RLEEORPARRABITL B LIGABENRETLIEEALNS. £, EFgAIE > P HO
ROREMA N IAORKREL FE TE<HEGL TS ERSEZ SN TVSE., ()

<>

MEEZHIL, BERTIRAVRMORETOT ) R0 HEBAICAY 2 F 7 L#EHICUE
HIZEBFLTVHIL2RLMAMEMITANATLIEICELD., BT REHEBELT, A&
DRERETAEZLETHEMBUEER., 72— VEHBEICEHT 5 RREELE.
ez OBETRERBEBLIVIN—TAELNS S,

<F#&>

MEELHEZR0FELL LORBERIZTAIEDIN~0% KHHFAREALHETT S, EITHEH
R MAEREBHRAITE, 1995FICHERLAELZERMED T —FIX—2 %2 &1T. 34094 D IgA
HEBEEZHRLELE2EMOAMRAIZDO FHMELXZITTO- TS, FHNIZLEE. HEMKER
V2 L i Crfili 23 1.6Tmg/dIEL £ T - 72192 T3 89%] (46.4%) OB FAH . F 7= il Crffi 732.5mg/dl
ULETH - g2fl TI363f (76.8%) OBMEMN, T ENMFERIZINTED., 1bABET
EBENDLIBEELUTETETFTS L, BEMDEHMIZKHBAESHKELHSSZ N
rEhi (B)




<S5HEDORE>

BVTFFZ 0TI A (Cer) T0misr A EMDRERAMNI~2gHT. BERTHREKKE
DAVREFMABVERTHAEHTEIATOS FHENANTH D, TOHREF, AHFEHD
A E Z Rt ER BBV THCalmy A LN DREFSy U L& 2T S AMIEME
T (B, 58BB3L=2- 722047 >0 > FAEXECEARMMEMH+ AT O0A BN
WA HEE (H) OfFMEORE, SSICEETH (TERARRK) CHTH5H¥EOMAEICM
HToashsMARRBEFEEINS.




<EBRES> 61

<EBE> BEETERRET L
rapidly progressive glomerulonephritis (RPGN)

<Key word>
ifiL & HHK P ER A B BT b A Uf 3 ER B K i BB B 4K B R B R B R
<BEELEEK>

S LIVRBEHICEETOINBMMIR, EARSZEOHERMRFTERCHMZEN. &
HIZHETTAOHAZERETSH 5.

<{IEREEH>
AFEHBIZ L 51998 (CEK108) E 1 ERoMkZ2 B E 131,500 (1,300~1,600 A)

<mH - -R"mE>

ASE D 64% L4 & A pavci-immune M TH O, KENRHFHERNAKBIETH D, (B)

Pl PRIk O T ¥ 1 7 Tid. MPO-ANCARI 29959 LA L2 Ho 5., (B)

AHET R ROEHRERCHBERZIIDDDODLI2BRMENTOERETF RN FOE G RS
hiz. (£)

<EH>
PEHREROLEOZHBEES SN ICHMEICLIIBEZH OLD OB KA EAHEIIZED
EREHh TS,

<BR>
PERAEORANPSAETEAMRBBEROLELORLCHNBENWI NS, SBEDHFEDME
ARZBRUCHBBEEHVAM AR LD RSN TWS, (i)

<Fik>
AIEOBEOHRNRVFEBPIZEKYBASELZOENEAZIN., 269D BHEMNELL
TWa, BEHREROPERMBREREIZLDABOTHS. (B)

<SEOERE>
HIRER ERMERERBICL S TRAENZH TH S,
GRS IC L SHEMIRORADVBLETH S,
FEAERKN EERBEBOBIIZED, MANKRKOE LN KRDEN D,



<KEES> 62
<KBEL> BHHtxoyo—VvYERR

refractory nephrotic syndrome

<Key word>
W 1% B Bk AR ERAEEE BIEEHATOALR S #x 1) il 3K

<BEEEK>

F7O0—VHEFEHIZ. DAEEIZBWTIE, 35gHU EMFELE L. 6.0g/diLA FOKE &
BZWVWE30gdA TOET VT I CMEEZLARMFEEL, SGIFME, FHEZETIHEL SN
D, BRI KHEDEFRDOS BHMNEABLFENZ L0 TEBBHREAT O FTELH
BIZDTEMZVLN,. TNUA TR, BEIIREBEETERIZEL b < hho k.
L5 b0FBBHEF 7O —HERBEEREINY, HETE LoD, YR
MICBWLT, HrxOHB#¥ (BIBEBEATO REAEMFEEOMNIZILE) 2HITLTH, 6
MAOEBMIZCTZE2ERLIOVWLILAZ2ER A (KEAI1gHETF) KESR0LHO %
B 70— CEHEBRBEERELZ. EBICE, 6" AMBALCHEETRBEADLZ EEBHERN
THRWVWDT, 4~8l DA THEOERNNLETH S,

<E&EE#HIH>

AOKHTHEEZERICBRFALE®E IV, 20, 19904 (CER2%E) &19945 (GF
BR6FE) DYMAMOBET, F 70— VRO~ REVEREEIOEREA TS,
Bithid13~15. EROA TS, 10K BESoRRICBEENGWL., (R)

<#EH - RmE>

WREICDODWTREITIREXZEBDTHS, HREBELTHEH., MNWETERKRAREN L
fiE . WUNZEALRE, BRI ARIRER R, AT ONEIZ L 5 AT, B IR R ER K i L 5E A%
BEHDTWS, kAT, RERE, BRARKET(AE, MUNZ B, B 8RR
HE, LABEONETH2A ., BHEBIEN 0%, BIKARREWHILE 2002 505, (B)

<EZH>
KN aZMiE, BICRLEEBODTHS, FHREROZHICIODOVWTRERBERMALATH
N, TOPHBIZ2o2WTHERLE,

<F&E>
YHAMICBVWTHBELLERAAOMERE TCOMAEGE EIZI104F T89%. 154 T80%. 20
FET59%EM> TS, WIRAREBILIEICIDWTIE, 10 T71%. 15%F T61%. 204 T43.5%
EEWVW, TNH5DHE, BRI TERAMPCAZERAM IV ELRLIATHARIIELZORE
NTHEMN, BEDEFNBEVWEBHATIENTN L0 BENBARAE LS., ()

<SHORE>

EEICBEL T, DbAETIE., E<IIREBETOATO FoaHERrE Nk, (GR)
COHRBERKEDHERERLEDZMN, 5T, PHZO0AFRY R IVYE A EO RN K
O (F) oI TWwS, LML, EEtokiimEMREZGHATEST, &
BOBELELEINS,




<EBRES> 63

<EELE> ZREBRE
autosomal dominant polycystic kidney disease (ADPKD)

<Key word>
hereditary disease kidney disease cysticrenal disease renal failure intracranial aneurysma

<HBSELERK>

BEMERT, HHOBRBREACKNEROERNEETLZIIEMNEROB S, ERIZIE
FEROHMIZEAHEMME. BEEAICLS AR (BEEH, BEEsm ., B
KT - B A2 - g (SEFE, WK, M, Sm/e, EAK), LHREREFED
JEAR (FEER. BEW) . BEARH S,

<G>

ADPKDIZ#H BN L HE DS B TIE, 300~500Ai12 ~ARHEIN S, EHEHZ2ZEL T
LHADPKDH FHIE L., AO2000~400AIZ—ATHD, AHIZHBWVWTI194FE CER6FE)
IZE A S L T E BN OADPKDE #1450 N TH 7=, (F)

<&KH - RE>

ADPKD D BTt {x FIZIIPKD1lE 5 F (1o Ak b) SPKD2liin F (GB4aF g falk
EB) H 5., PKDIEAKE., fiEflEds20widfil e~ by v 7 2o E, B - R
DOEEERIZHE S L. PKD2EABHIBEERICES L TS S I TW S, PKD1 & PKD2
ERGMEEATHEMN I CHHEMEEZA 0 HEL THEAEL TWs., PKDLIZE #H D80~ 90%
A, WOMNPKD2TH 5. MMEOPKDEETFREICHA ., A#MEL ) THVZ#ET
KERENEZSZZENBEREEIIRBFLLTEZASRTWVLS, (B) #THOBALEMNED
FELMKET, BUNAORBBICHERNEL, MEOMBELSLILLEEHHERTHS,

<ZH>

MEE CTELDEAERIIEROERZEYD., ZEENINTIZEREZH L2,
KEBREZHFZLVWHRAREETOBRTIE AL, NETH, BEROKAP LR EEE L ORI
WESHEGLH L.

<TFik>

BHED THE : 65~69E THN%ODBEMNERAMBEARICRS., (B) BREXHBA2IZHE
WIBSICIBI0ERTE TR, GHEAKROEYERIEZERTHS. BALIZK<HBER
BAEANHMT, BIEIRERE LD 2~3G8 0,

<SEDODRE>
BIZTEEAORMBANEATVNLED T, FILWENEOMBENHIESINS, e G EE
ELT, Cal i EDARBICBRENHHNHAZ ENHE () L, TOHMARXYEET S L
DT L2, 20025 (ERR14%F) HELOZRMEBRBTICUT LA 32 FEOHEZ KA
TH57O0V I LNNMAGBIN, HENAHEINS,




<EKBES> 64

<HEBH> JB K B0 5 9E
hypertrophic cardiomyopathy (HCM)

<Key word>
HE K B0 4 7RI R RE BETFRE N £

<M= ELERK>

FHEROARHLAEE (HHEVWETER) BRKEETLHHEBT, BAFATIEAHEFRBIEK
EQOAFRY—BIPAEZRT., EENTIHEMEREZEL26P, BRYULHIEROKREEZ 2
T35 (LEMERMOHIE) dASNS.

<EZHI>
4 [ HEGHEB & $21.900 A (20004 (CEpR124) FEEAEEEEOMHEMNEMARI, BEK
BOLEEITHTLHAMGEMAE) CR)

<HmHE - /E>
FEBICEROAEEREORENRE, CHY LV IATREEANZ2I-FTH8IETR
EEBROBETRE. RARBEISEOLERERKEZNITED AR EEERE.

<EZH>

EEEXE., DCERREICLIOEZIN, LI O REZEHEBEZHICLIOSHTES,
ERMEKEL T, mMEHLOEROM, L7y 7Y -, TIOS R=AREORMIEE
BRHD.

<FE>

P BT, SERAH. SERBEF, RARKOKEKEEATSH. ktoBREHAL LR
NADNAZBELTHSN, RAKOFRENG V. BREEKBOHEDT#IE, Bk
ODELL EIZTFREIARTH S,

<SEDEZL>

FHEQOLOKHED W IT, BEM BOH AR & OEMBIELUINIZ &L IRiGHA
ThbhTws, ERiHERAECHL TOoKP YR, M ERE s SO Filicm
A, BENDBRBOBENHCAERICHTI2EHENT TN T IV —2a >, MAASHE
FriiEhdsre ENd 5. )




<KEEE> 65
<&EBE> 5 9R 2O 15 A
dilated cardiomyopathy (DCM)

<Key word>
i 5 BY 0 H6 AE ACEFH & 3k 3 3 [y 2K N F R

<B|MEIEERK>
PR B DR E SR R OHEOP T, LHNEAR L EAEAROERERBEET SKEBR
THH., EL<OBEGHETHETHS.

<IEBH>
SEHE G B H Bz 00 A B ickk2e,. KEANRAES2%. FIEDE — 71 360a% X (20004 (4
BR124E) ERAHEEELOMEREVM AN, e BoZ Pl I s MAE) (R)

<AEH - BE>

FERFRHTH AN, KEENBDHONLEZENMHD, S FTFUTDNA, LB -I
PORMBET. PAMOT 4 VBETHREOREICL> T, BRMLOBEDOHEZIRT Z
EMH D,

<>
EAESERMODEREMNEMICLIL2EHEEND 5. (1985F (HH60F))

<FH&>
o THRIZAREN, ACEHEE, JEMEOAANE CR) MAERINTVLS,
EMTPERAROERMOHAEIZY L TOBMAHEM CR) sk,

SEORZE>
BE, CH - GRICODOVWTHRHAPEATHS,



<KEBEES> 66

<EREEZ> #4) 3R AU i SE
restrictive cardiomyopathy (RCM)

<Key word>

<BSELEER>
EZEEAPEBRALZLS, FENERENEFEZZEEITEL, 32753147 2 A0EKNW
L0 (stiffventricle) OFENE®M. ERICIE. WFR N, FMHE., 8. ZREND 5.

<mEF#HF>

PR RO AAECIE K RO AE ICHE R L THASEBTH 5, S EHEGHE # H300A

(2000%F CFRR12FF) FEREHAH RN OHEMBERYE, FEXBORFICHT SR
@A) )

<AHH - H/E>
BUA (EEEOHEB) AR,

<EZH>

LDIJI—BAEAT, EFLERRUVBEARZEDT, EXNUHEEENEFELIEFITEN., O
BAOT—7IRETE., EEEDakOEE,. EELREMED LR, AEk KBREdDpad
EF, EEETHERBER (t:457) 0L, EEEMEDdip and pateau@H 5N 5 2 &
nHs, EEBLUVHBEK.

<F&rR>
A HE.

<SEDOERZ>
WHtECR%E, L7300 F—2 AR 0ROMBMMIEEOENAPRE, £/, Hohizle
REHEDRZVWERBMOMEBS IV EALEOENRNERIEND S,



