Diseases of Immunity : 1

Diseases of Immunity #2552 L D %A

[ Cells of the Immune System %)% > A7 LD  Fig 5-1
1) T lymphocytes T U > /XEK  thymus-derived JIRICHIR 1M U >/ SBRD 60~70%,
TCR=T cell receptor T ARz 4K « R BAVHIAZFE A VEPUR (7T Rl %2 585%
TCR OZERYE : TCR % 22— N9 5 BB T OFRMIEE T FHREARIC X 5,
polyclonal 27 v — U ME(EE:)vs. monoclonal B v — S PEGEREISE) X B AT HE,
af T cell (>95%., TCR (FodH & BEHAD S-SFEG MDD ~T X A ~—) & y§T cell(Z Z TiIh)
2 KD ¢ (" -)HEH+TCR(odH & BEH) +CD3 73 T-HEEIR(y. 8. efvy N7 b, Fig5-2
(L CD3 IIHURARTF R LR AT T, MlaNy 7T REEIT O,
fhizh, il &7 % —& LT CD4, CD8 MFLE,
CD4 : APC ® MHC class I 731 £ #5#&. CD8 : MHC class I 437 & f&i &,
T cell iEME(LIZIZ 2 DD 7 F VLT
TCR+HUR+MHC : &— 7 F I,
T cell - CD28+APC LBl 5> - CD80O(B7-1) or CD86(B7-2) = 85 7 F /v
SE TR EENE Teell X7 R b— R (ZMa5 or BELJSTE anergic 12,
CD4+ T cell (60%) : helper T cell, cytokines 43, MHC class I
{THI (helper T1) cell : HIfEMESREE(RTE, TL-2, IFN-y/»Ib—NK HfE<Cv 77—y &AL,

T2 (helper T2) cell : antagonize Tyl and/or {EMESRSEIEE, 1L-4, 5, 10 535,
CD8+ T cell (30%) : cytotoxic T cell, MHC class I

2) B lymphocytes B U > /3Ek  bone marrow-derived MLH U >/ ERD 10~20%,
bone marrow, lymph node {Zf71E,
germinal center JEHVC :FIIE AN 5 & U 2/ IERL D OB IZTEME L S 4072 B cell 3 A LB,
plasma cell 77 X< #lifd : 5% 7 a7 U o0, 1gG, M, A BEE AL, IgE D IEHTh,
IgA : AN ICB 5, IgE @ SRR GE, 7 L ¥ —KIk,
BCR=B cell receptor B flifild sz FAR =R 0 1 ZAFTET D HARD IgM,
T cell [Flkk. HUBRTEMEAL AR AR 234 BE,
B cell =0 CD40+ 54 T cell £ CD154—B cell i, 1gG, IgA, IgE 53UW(= 744 7).
CD154 |[ZZ2RE F—1gM O Ik FEA— ) [gM JEERE, — i R R0 EBH,
CD21 (CR2 itk Z54K) : EBV 2% B cell (2G5 EED receptor,

Fig 5-3

3) Macrophages ~7 1”77 —
MHC class [I & 3 #H —CD4+ T cell IZHLFEET,
% < OFEFED cytokines 57 W,

FT Y = AL SHIZ(HUR or RICE DN MY = B,

4) Dendritic cells A5{R M
APC : antigen-presenting cell HTJFHE A --MHC class I1 % &5 8,
(interditigating) dendritic cell(fE K Z2EE)VBRIMIAL - U o/ SRS D, il A7 (TS
Langerhans #fifdl : REZICHFIET 5, FALLOMIR,
follicular dendritic cell JEMMBRRHIAE « PS> U > i D U > SRR O IR IS AFAE,
IgG 12k}~ 5 Fe b7 h—~(Fe fIRICHE B3 2 VE7 i) & Fio, —HURICHE A LI P & fififE,

5) Natural (NK) Kkiller cells Ifi.H' Y > 7SERD 10~15%,

azurophilic granule 72" —VER; 2 FF > TN 5, - JEEEAIAL, AV ARKYSHIREAE © BTV ERE UIZ FlfiE,
innate immunity H 28502, T cell (ZIELTUVN 52 TCR & CD3 b FF/2720,
ZORDOY I
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1EME(bVE7” J— & KIR (killer inhibitor receptor) % #f>,  Fig 5-4
KIR : MHC Class I 75 O#ifill & 7 /b 2 38— 2 Ml O NK (2 & 2 /il 2 B,
ESGEHERE « ™7 A /L Z FEYSHIAE Cld MHC 855 —>NK TG AL — /i Fl g,
ADCC (antibody-dependent cell-mediated cytotoxicity) HLAMEAT A AM AL S P il e o 25
~NK 2 D Fe receptor IZ LY, NK (X 1gG TH Y Y = AL SN EERMIRZ#ETX 5,

Il Histocompatibility Molecules #HifkiE o157 Fig 5-5
a) General properties of histocompatibility molecules
T cell IZEEREAROHUR, B . MHC (2427~ STz Hul O A 385%, =MHC 7 g4 (restriction)
B cell & DFHIE A,

HHARE B ME T DBEE AR N THSRN 7 PN W &S U s 2R FURAFRAY T cell 124277,
MHC % 22— R+ 58 D% : HLA human leukocyte antigen & b HIflEKHTR
classIMHC : HLA-A, HLA-B, HLA-C (2L VY 32— K,

o $5 & B2-microglobulin 2> 5 5.,
HERELN T AR S VT2 hn VEAVATUR ete.) RN 7" F1 &G,
T OHRAMNEIZAFE,
class I MHC : HLA-D fHI&PN® DP, DQ, DRIZL Y a2 — R,
a7 azy bl BT 2zy B IR DATRE AT,
AIRESN CE R S A7 hon VE GRS ORIBE I HR T 200 ) ete)H1kn" 77 F1 LG
FRE AR E SN TWD, APC & B cell |2 7E F I IEHL,
i b IFN-afEANC L0 . M BCHIG, BRMESFERD . B AR L RG CRBLEE,
class III
b) Significance of histocompatibility molecules ik 51 53 7D E 5%
g &R FEAE D BRIZ donor & recipient T HLA OB % T & 57217 Hiow 5 B —HEka G D [F1EE,
¢) HLA and disease association Table 5-1

TREVERHESR . Y% BAEIE « HLA-B27 B 0 NTIIE Lo 0,

I Cytokines : soluble mediators of the immune system
a) General properties of cytokines
FT—=b I T4 NTITA v N3k,
WAP=NIRICVE B IE ATRE, 72 > 72 AR L 0 [F— @ Cytokine pEAE,
ZHIE - ZRIHOMILIAE L, 2R 20 R,
b) General classes of cytokines
H 88 50)% 2 I/ % Cytokine, U > /XEROBEFH - IEMEAL - /3L 2 G5 Cytokine,
FAERMNE 2 TEVE(E9 % Cytokine, SAEAIIE 2 A5 5 O JRPTICE) B 9% Cytokine(=7 € 71 A ),
1 I Z il 4% Cytokine
¢) Disease due to cytokine overproduction : superantigens A—/N—#UJF  Fig 5-6
A== PURDEA T2 MHC Class I 53 1 OO IMANFE &
—TCR O B EMBENE -2 2 10— PRI T cell IEMEAL
—TINF, IL-2 DiERIPFEAE—-T 3 v 7,
eg. staphylococcal exotoxins 7 K 7 EK# /L #:3, staphylococcal enterotoxin Jesa « T/70 MYy,
exfoliative toxins & 5 H| B 75 5%
—staphylococcal scalded skin syndrome 7" v R P 2B M 7 o i (e
toxin 1—toxic shock syndrome bF v 7 3 3 v 7 JEfERE

IV Mechanisms of Immune-mediated Injury (Hypersensitivity reactions )
ISR 2 5UAD B CHUR & UG eg. V) 7~ FHEORE
PURHUAE S RSN Y 2250 ST . Al ITE AL R AR eg. B SH BR BAIECYL 1% SR BRI 2%
Typel ~ Type IV Table 5-2
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1) Type I Hypersensitivity (allergy and anaphylaxis) I BUBHUE : TVt - 71747%V4
eg AERE, FEEEN Wi E
T LT N IgE LA R e KR
{initial response : vasodilation L& #55E, vascular leakage Il #ZI [, smooth muscle spasm J& 3
late phase reaction : ZFFEEK « JEIE AL DA~ O I — R RRAREE CREIR b B2 MBS 5 & ),
Mast cells ~ A NI, AEH /A
IgE |2 migi fntE % £5-> Fe receptors % Al ful 55 11 12 8 B,
---Fc receptors (A5 A L7z IgE D7 Lo v L iEa—T1EMEL,
CS5a. C3a(=71747 My NH JEim Al O receptor (ZHG & —TE AL,
ST b Y AT LW ERATHITY ete.
STEMEAL S35 & JERL(BE 4 72 mediators & 5 £0) A,
basophils 44 JLER
AERAIC LT D 23, AR IS I3AAE L2V, iR 2 T8 ER
allergen—APC |2 L Y $TURIER— T2 CD4+5E—IL-4,5 fittH
—Becell (IZ X5 IgE PEAE, MEGAIALIGAE, 4ffeEkO®) B -JEME(.  Fig 5-7. Fig5-8
[l CHUR I PRI EE — AR MR B o> IgE DAHUR & 5 A —T5PE(L = mediators fig i,
a) Primary mediators- - ‘initial response ~ Fig 5-8
histamine, adenosine, #fHER 4FEEEKD chemotactic factors ALK -, heparin, proteases
b) Secondary mediators : fif B mediators, cytokines--late phase reaction  Table 5-3
leukotrien C4,D4: vasoactive Ifil & {EZh 4, spasmogenic K54 agents---histamine J ¥ i&M: T,
B4 : chemotaxis
PGD2 : bronchospasm /& & | mucus secretion &5y Ui
PAF(IfL/ MRTEHEAGIK F- « I8 A AE5), cytokines(TNF, IL-4 etc.)
eosinophils : late phase<—TNF (Z & o TIEMAL 7z BB 5WS D240y Az L B 8,
FEFENE S R IR RIS R & R T PEAE— G EE
leukotrien C4, PAF PEAE— TG (Y, mediators JiH— RAEANE O MR, HEFF,
¢) Clinical manifestations
systemic anaphylaxis
urticaria Z#£JZ, skin erythema FLEE, laryngeal edema Mz SH M — I (K] #E,
anaplylactic shock 71747%v—~1yay) =2 H VD MELE-TEER A 25, 2t 177
local anaphylaxis
B, Wb, o Z 5,
atopy 7 b E— : FHEMEFEK,
IgE PRI parasite infections 213~ 2 BH41 : SAEMIAREN S, HUAERAFE MRS MR s &
Fig 5-9

2) Type Il Hypersensitivity ~ (antibody dependent) ~ Fig 5-10
a) Complement-dependent reactions 4 (A 77 St
direct lysis [ELEERIAE - MR E IZHS A L 72 PUIR DSl iA & [8 E JEBCEE B R (MAC)IT K 0 Flfig,
opsonization 4 7Y =1k : ABIEHEZZITOT <R 5,
frustrated phagocytosis R5ER R ERIG =B R TE VL 9 REMITKH S L7256,
— U YV —NREER, A G ED & AN U CRIRE & 55,
eg. Goodpasture syndrome /"y M ' AFy—fEBRE - SR BRI HURKE & L A IRE & — 1555,
RD XD TR THITIR AT MRS Z %
transfusion reactions i Ifil S i
erythroblastosis fetalis Rh A5 1Z K £ I8 VE/RFERSE  maternal antibodies against Rh
autoimmune hemolytic anemia B CLeEMEIAMIEE M, agranulocytosis FERLERIBIE
drug reactions : FEANIXF U THE B AL HUR DS FERE A IS AR 22 i L 2 We A
pemphigus vulgaris =35 1 KIEIE : 7 AT — L H LRI ITxT DHURPEA,
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b) ADCC U AT A AL S 0 e 455
IgG IZFE DIV MIIEAN 1gG 12 %35 Fe V7 - R OffE(NK cell, ~ 7 2 7 7 — etc.)
IZXoTEREND,
IgE 1T ko T &N b 856 =% A BIc k3 2 B,
¢) Antibody-mediated cellular dysfunction HTIABES MM faFEHEA 2=
without causing cell injury or inflammation

myasthenia gravis FSEf MESJIE © TPyl A7 AT A HURIC L D #PER - IisiElEE,
Graves disease /7 V=0 A" : BURARAESVE/(TSH)W LT 4-125%E 9 2 HURIc K 0 FRARAIREERE TLAE,

3) Type Il Hypersensitivity ~ (immune complex-mediated) — #& (HURPUAESIRIZ L D
oA R UEAE — i IRTE 4 {b—polymorphonuclear leukocyte 2T 4% H i BREEFE,
FIEB A RITMGEH TE L THEENIZIEE (—28H)
or FURD TOILAE L TV D IMESN DAL TR (=R .
a) systemic immune complex disease
complex formation—deposition of the complexes—inflammatory reaction Fig 5-11
acute serum sickness SPEIMIEIFH : KEOBHE(TV < etc) MG E &5 L7ZERIZEZ 5,
TEBGEMEL N & MRICTEE L CRBERIET 2008 5 a2 IET 5K+
{size of the immune complex : RKEFERMADIC LV B, - PARIIEHNCHZ D EER,
status of the mononuclear phagocyte system : 2 & ffE%EE R 22— H A IKTEE,
WA LT WERy - BIRCRERIAE %), BIE(BIEIR). B, (O, ek, /i,
FRRE = ORI E DO RN 72 D DX B A IRIZ X D iR OIEAL,
717470 4v/(C3a,C5a) = I Fia M U R S IR B R O AMTH T E S ~TE A,
ZIERZ B ERIZ )3 2 A LPER 2 B — a P EREE RS,
TP AIRIT M/ MR ERSE . Hageman [RF1EME L S AREE, - RIEHISR, MARTERIC K 5 i,
HWRZFEETHENOH S 166G & IgM DHBZOFREEELZ L H 5,
IgA b RIFREE 20 U CHIATE AL,

MORPHOLOGY
acute necrotizing vasculitis Z25EE 11 8 J¢ — fibrinoid necrosis AR S8 L ELIE= i1 B D HEIE,
microthrombi /)~ A2 Fig 5-13

immune complex deposition : FFH VA L 0 B2, FERRN. MAERENIC/ATE,  Fig 5-14
PURITHE Y K UNREE S5 A 18R 6 R B
eg.SLE, FEHIMEZIEENRI . PEMRERIRR 2 ete.
b) local immune complex disease  (Arthus reaction) 7 /L¥ RS
SRS S AR E 21 & D R TR AR L,

4) Type IV Hypersensitivity ~ (cell-mediated) : FFFRAVIZEAE S 4072 T eell IZ X D,
AR MO0  RERZ B SCAVAD K 5 7 MR PN Ip AR i A bE 2 3- 2 LB ete UAEMIT 3 2 BUG,
S i — contact skin sensitivity B2l R IR BSOS, graft rejection FEAE F HE#E
CD4+T cell (Z X - THAA S 42 B IER I EUE
CD8+T cell |2 & » THIT S D E I E
a) Delayed type hepersensitivity (DTH) — FEIEME S HEUE
eg. tuberculin reaction >~V 7 U > i
perivascular Ifil % & FHE accumulation of CD4+ T cells and macrophages Fig 5-15
—cytokine % H— 1L @i M T —dermal F Z D edema, fibrin deposition
IL-12 : v/n77=Y" (2 X VW BEAE, Thl cells ®43{k, Thl cells 2> & @ cytokine(LA T) D43 ihif E,
IFN-y : macrophage DIEMAV—IL-12 PEAHETHR,
IL-2 : BEIERGEBBUES G O AT E - TE 72 T cell DHFH,
TNF,lymphotoxin : Ifil. & N M /EH, NO, PGI, 434 T . E-selectin,chmotactic factors #%&,
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b) Granulomatous inflammation P ZEREMESSIE
a special form of DTH : FUREB WO E THEF L TV, SIS WGEIZEZ 5,
& E PO CDA+T cell>v/n77-y" (T & o TR 2 — KA R SAL, aF et = b R Rk
—fl A : giant cells Ml Fig 5-16
contact dermatitis FZfRIEZJE R eg. ¥ L
HEWZ PRI R — JEAE S 4172 Thl CD4+T cell S EEZNIZEEFE RN OHUR MO E)
—Thl CD4+T cell 7* & cytokines 77— 7 F /B A b (EEFFE LRGN EE | KB,
¢) T cell mediated cytotoxity T e/ 7E Ml B 155
sensitized CD8+ cells(cytotoxic T lymphocytes=CTL) kill antigen-bearing(HTJ7 R Bl )cells
CTL DA% AufaEH
« perforin-granzyme-dependent killing N =74/ & 7" 7/4" 44 : CTL O 74))-bERIFIZE £ 5,
N =T )y DR O AR Z AL 2 BT . AR NI K SR AR ZEEERIC L 0 @b,
I ANERN VERERER) S Z O E Y | BRI NIZIEA,
« Fas-Fas ligand dependent killing : CTL 73 Fas ligand % J§%i,

5) Transplant Rejection 4 1 i
a) T-cell-mediated rejection Fig 5-17
SWEHEME S © 10~14 days Tid Z 5, DTH and CTL as a response to MHC
indirect recognition [F#£58i% : f5 3 APC 723 donor @ HLA ZLEE, $#&/~—DTH &R,
direct recognition [ELFZF8% : donor R _HIZHEL S LT D HLA (2% LIEEERG,
CD4+—DTH Z 5| &2 29, CD8+—CTL 2531k,

b) Antibody-mediated rejection
T-cell-mediated rejection DEFIZIZHT HLA HUA b FEA(Th2 12 £ 5)— A5 N Bl 22 = 12 A,
1A FR A - 1 IRIEESR 4 MR [E (R PR DTS PRI X D)= R Ic L 2 535,
type Il D IBE (2 FHIEL,
hyperacute rejection HZMEFEHE « AT & 18 =1 HT donor HUATELE,
eg MRPEM, Wl % 52 172356, BBz TG EEZ L2 &35 %4,
PURIL, ORI AENRRR N O ML N BRI Z RS SR DR A IUE P fLARIE,
MORPHOLOGY
hyperacute rejection 2,3 FFfHI AN, BAEFHTO 0.4%LL T Lok & 720,
cyanotic, mottled BEsCHK and flaceid HiAZ IR in minutes
arteritis and arteriolitis (EWR7¢ &/NENIRYE) | thrombosis I PIMAE, ischemic necrosis
acute fibrinoid necrosis ‘S MERRAE SR MEEEIE
acute rejection 25 H ~%0 [,
WEMEFEAEROS « 28, MRMEREHE RO « TV ~ D BLEZ M =T,
acute cellular rejection M HR M HEHE SO
[FE~0D CD4+ and CD8+ T cell =¥, VRMERCHER L o [#1E H if Fig 5-18A
focal tubular necrosis PR HEAE
acute rejection vasculitis (humoral rejection) M FE M I & 28 (R PHEFE )
necrotizing vasculitis ZEAEME M5 7%
SR D AR BEAE, BRAESS M, S AR AL S ORI L 0 FIRARE,  Fig 5-18
chronic rejection 0 H ~%4F,
M7 V7 F = AME(BRERE N RO T, HEFEME A 5% D B & BB,
MAEZE(, FEOHKME L, BIREDMEK, TEEEOIRRUL,
¢) Methods of increasing graft survival FAAE 7 A= 75 iE = 5 14
HLA matching F§IZ class I
immunosuppressants $eJ& 1l : 74 747" V2, cyclosporine, corticosteroid, monoclonal anti-CD3
cyclosporine—cytokine JE& FIEMEBLE —T cell B Sz 3mHi,
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ARG, EBV U /N, HPV @B %R LA, VAR PRABIERGE L3 < 2D,
G WA A Z & DA ¢ costimulatory signal filh T 7L O HIlE
—donor Bl i DRHKAAL D B7 & A5 T cell  CD28 & OFHA/EIFALLE,
d) Transplantation of other solid organs &' a5
HLA Z[E L T2\, “donor LMk, Iz EWILRTFE CTE 220,
e) Transplantation of allogeneic hematopoietic cells [FIFE( 7" 7 )i [ AR R HE
MR DML R, FAERNBMEEN ete. 2% L TITHILD,
Rejection fEH )i
T cells : FHEE#R D6 & AR,
NK cells: FAE S 40727 = Ol 23 NK cells #1ill receptor |25 5 C & 72 W\ —RAAE AT falfil 322,
GVHD : graft-versus-host disease %115 EVERAE A 7
donor O EHEHI 2K T cell 238 T DRk A B L 583%—DTH, CTL K,
acute GVHD : epithelial cell necrosis in liver, skin, and gut {4{t
chronic GVHD : systemic sclerosis 45 P45 B2 JiE (ZFE 2L,
graft-versus-leukemia effect B4 6 F ML %0 2% : donor - #E R T cell 12 & 5 A i Al BR 2,

V Autoimmune Disease [l CL50 %% B Table 5-4
JRPTHIMIIRE & | ZlEE TR & R U 2 2 RMR =R S U7l O RS Sk, 1M TR S,
= B — M5, fE A AR 78 & & FEIEAL D, R AR M A I Rr AT 2 2 DT Tl vy,
1) Immunologic tolerance #Z7%  Fig 5-19
a) central tolerance LA © H CSUSTE T cell@ flfit, B cell@ & #f— kAR 1235V TIH R,
by apoptosis. ’negative selection”
b) Peripheral tolerance AKFHEZ : L E A D negative selection Z EAL7=H D,
anergy 7 RVX— 1 B U UL NS T cell 138 RIS ARTE AL,
1EFFLAR Tld B7(CD80, CD86)HL/ ) 720,
activation induced cell death {EEALFEENEAMALIE : Fas-FasL
HRAEPEANH - regulatory T cells il ##I14: T MG D> T cell BEREFRH,

2) Mechanisms of autoimmune disease
a) Failure of tolerance 2% WA N4

TEMALFHEMEMRSE DA — B CBUGHE T cells /7458, H4JE,

T cell anergy DAfHE < IE 5 flifidiZ B7 881,

T cell fIPEGRAZ HIH] DA 4 <regulatory T cell DL,

molecular mimicry JH{EL U 723 F JEEHYWRFUAIZ B CHUR & [ Uzt =7 (FUAHRS &350 E.
eg HEHERE R EZ DV 7~ FHE DR E GHEHEKE M Z 37 LB ONE & 2 X7 D3R

%7 v — Y RERIEMEAL : eg. LPS(endotoxin), A— —HUR—HURIERAFIEIZHRE & i1 b,

PR < 4U72 antigens O FEEEFE CREES LTV D & RICHRIERICEY L Ao Eh b,
eg. post traumatic uveitis and orchitis : #MEEE 7 R A, FEHERK

BAED B COWREE L1t’ M7 OHUAh
HO X R 73zt =7 (FURIRER) 2 D8 LR 72 W0 — Z USROG T 5 T cell 1XFRZ,
REHIZA BTt b7 (B SR ETBAL) & FF Ol RITHER SR O=T cell BRE S L7200,

HATOFFIZH B2t =7 23 T cell [IZHR S D & H ORERBRIZ, ="1t" b7 HiAi™

b) genetic factors in autoimmunity
familial clustering FHEEFENEN A B D,
MHC (F§IZ class II) & @ linkage
transgenic rat |2 3317 % HLA-B27 & ankylosing spondylitis 58 [EL 4 FHES O B,
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¢) Infection in autoimmunity
H CHUR & cross reaction &2 d Bt 7" ZFFD : egdHHERFEH, 717 v
A PR & A PURD RS L TRIZRMEL = v MERR-T cell 5o 54 I,
T A VA - FHEOERD B cell,T cell D3 EMetE— B CHURTEZEGEE, T cell TV —HE,
ARG AR OBRIE, RAE—HARE O BRI R HH E—T cell 7TV AL,
" SR TWIHFUROIRR & Rt — 1t -7 Hfi™,

3) Systemic lupus erythematosus, SLE 2H Y 7~ R—F 2  SHVEABEEIRIE Table 5-5
FERE PIANFIRE, EREME, BFEME, TRICAUE. B, SR, B DIRART, LRI,
a) etiology and pathogenesis

H O A 2 MR C & 7o\ — B CHUREA >R E A R MR G,
antinuculear antibodies (ANAs) FitZPifk Table 5-6
homogeneous HJE 1 or diffuse OVE AMEOYtaME: « JnvFy LAby, dsDNA (233 2 HLiA,
rim or peripheral %% : dsDNA,
speckled /NBE AR © most common.  FE DNA £Zfk /7=t A etc.
nucleolar #2/MAME @ /MK,
dsDNA. Sm(Smith)FUF (=274 kT 2 HUEA - SLE BEFIZ L BARbivd,
M HEIE (2 %3 % iR —Hemolytic anemia 3 1142 1fl
U U HRE %S 5 HUA” lupus anti-coagulant™7e &,
St CHEEPURSEGERE - mARE, (/A B SRR ete.
lupus F5 13 false positive for syphilis 57z U M& B 1wk 4 5500,
b) genetic factors : —YRMERANE > P FEME, BERAICHIEZ KB L T D AIZH 0,
¢) nongenetic factors
drugs (eg. procainamide 7" nfi{/73}", hydralazine) —3EHIFHEFM: LE @ FLLAl/FUAR,
sex hormones 745 /L >, UV &40
d) immunologic factors
CD4+ T cells Fig 5-21
¢) mechanisms of tissue injury
type MU BUE (P2 48 A AR K D HERG ). type INEBUEGHUAIZ X 5 /M5 E
GEMIOZIT ANA L UG L, 7ovfyn J=va kv BB LE ROV R) & TR,
LE flifid : oo S - il OB 2 D AL TEAFHER, ~ 27 m 77—,
MORPHOLOGY
acute necrotizing vasculitis SPEFSEMEME K : EOFMERKICHEZ D 9 5,
747 WAL PeAE . AE B - JE PR M iR,

skin
erythematous ALEEM: or maculopapular BE [£0fR]  9Z1E eruption FIZ="1E R ALEE”
photosensitivity YRR AUM:
liquefeactive degeneration of the basal layer JLJEEE DOFfFZ M Fig 5-22
Joint
CNS HHARARHEE - MG AELR . CNS /NI A D FERIENE N B,
spleen /Il : capsular fibrous thickening #ZEDFRHEMEALE  onion-skin lesions 42 & KA
serosal membranes #Ef5L
heart
pericarditis \LAMIEZE . myocarditis /M 2%
Libman-Sacks endocarditis /0> = nonbacterial verrucous FEHIE 1V E IR endocarditis
coronary artery diseases 7K Bl e &
kidney
glomerulonephritis R ER{IAE 4
SRER{RIZ DNA-HT DNA HUARI A — S8 0E S — M8 PN BRI, A% 0 AR A, b 52 A A B,
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(class T : 11,
class IT : mesangial lupus - AW F 7 L)L —TF Z RERIKE R

class I1I : focal proliferative — PR /& IEMIFENE K ERIAEF 7% Fig 5-24
— IO SRERIR TN R - A% DRI O, HEFH,
< class IV : diffuse proliferative — UVE A MEHEFE MR ERIARE K Fig 5-25A
F &AL DORERIRTHNERAD - A% AR ORER . HEFE,
epithelial crescent = H &K,
wire loop : $0SE A RNSN B FIEAS, Fig 5-25B  Fig 5-26
SRERIREEAL, —RER TR
\class V : membranous — JEPERERIKRE SR« r 7 m—B &0 mEOERIR,
f) clinical manifestations [fATEIR : AW,

4) Rheumatoid arthritis 12VEEEi U 7~ F(RA)
nonsupprative proliferative synovitis 2E{LEPEHE FE P VA28
— BIfIHRE 0% O T OF OESHRE R 2% 1 5 B«
MORPHOLOGY Fig 5-27,28
/N & 7 B 2 A2 9 RIS PR BA 2%
ICACFREIM - PREFEEESIMZ S 2 @A HEIFE BEEI IR AT LIL R0,
chronic synovitis 18P {4
1B IEHA R DHEFE - IR, RAEHIR DB 722, aF P ERE BB LT 7 ¢ 7 U B B
il E AR OTR B 1
pannus /N> X A VEIEGE RIS ERIHEE L CTE 2 b D,
TEEEDNEAR U T EE & 72 | > X DR DS 2 Ak,
[3E) 5 ] PR AU AL D Ve i, ST FE i ] B O 5 SR IR
fibrosis and calcification (#EAfE(L & APKAK) —BIEID permanent ankylosis (FRIELIE)
X MREE EORE : BfioBH, BRI oERY . BEfiEosk/IMu, BEREE K,
swan neck deformity AV > % v 7 25 boutonniere deformity AN & > /X
rheumatoid subcutaneous nodules Y 7~ TR FEST Fig 5-29
FEHEiTP RO 7 1 7V ) A NEEFE L 2 OJEHZMHRIZE Y [T~ 7 v 7 7 — U DR,
Y U~ FRF=IgG IZHET 2 [gM O IO @V ERE - ME RIEGREL Z LT,
a) Pathogenesis  Fig 5-30
CD4+ T cell it {b—>~27 v 77— Bcell {HMHAL,
TEPEAL T cell 13 RANK U A > FAJ8EL - fleEfMld o o0k & iE M bk 2 355,
rheumatoid factors (RFs) U 7~ F K1 : IgG D Fe #5220 & 92 IgM— 5B B A KT Ak
—type IR HEUE,
T cell Z{EMEALT PR EBV, WL U 7 ~A 27T X~ 7SLR T A LA ete. 7EHIAH,

b) Clinical course
symmetric polyarticular arthritis X2 B 7% + 5 2U&, EV R EDEFER—IL-1, TNF,
T OEE, ZoiXn,
Raynaud phenomenon L f / —Hi5s « @k D w]fi 4 i 5 447
oW ELYE R 7 XA AL, BEE RO L 721K, RF,

Juvenile rheumatoid arthritis JRA FEEMERRI ) v~F
RF &V U<FHEHI LRRD S0, DO KBS LR S nnvw= ““DEBIEE” |

5) Seronegative spondyloarthropathies U 7~ kA R [K-FfatEHHE B &
LV SRR, UIEE BT 2MZ S 415 (=Sacroiliitis il E 4¢), RF O XA,

SRIEPEFHER & T,
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6) Sjogren syndrome 3 = — 7 L IEMERE sicca syndrome  HZJE iR
keratoconjunctivitis sicca 4% 4 5 + xerostomia M PNEZMRIE <RI, MERIR ORI X 5,
BRSE U 72 BB R + oD B AR R (eg. RA, SLE, ZMEMR) & A DFHERE),
a) Etiology and Pathogenesis

AN D ductal epithelial cell (GEE ERZAAE) (%3 % autoimmune,
25D B cell {HM4#1L,

autoantibodies to the ribonucleoprotein(RNP U AR % % /X7 =8S-A. SS-B)

MORPHOLOGY Fig5-31

TR, WERRIR7S T Tl <. RIEEE, FXOEREOSWIRbRIND,
~-CD4+ T cell, JREMILORFEN RO D,

SRS D R TEE . RPRROZEAL

KOBE DHLBE-WEIAS . KB Xk, Mk

Bt SS-A Huik % £ - 72 FBE TIIMR MR LA IR A,

b) Clinical course
90% 1% 35~45 DM Z D,
FER VX Beeell £ U >/ HDFIESRIENN,

7) Systemic sclerosis (scleroderma) R VEEELIE (GREE, BEEJE) SS,
BRETETITIR BT, 2ar sl (CHHE L E 2 5,
R F&IRAR1E 95% DFEFI THIL, fdasmi Z 13 bR . M, B, OB, ARROTHICE Z 5,
- diffuse scleroderma TN A A FZ i
- limited scleroderma [ /&) "EfE B JiE=CREST syndrome
calcinosis A JKILFIE, Raynaud BLG:, esophageal dysmotility 18 D EE) 5
sclerodactyly 58F5JE telangiectasia =Bl JEIRAE

a) Etiology and Pathogenesis Fig 5-32

535 S (CDA4+Teell #575) + PN BRI RAS T — e 2 A0l g 5 K] - o — B b,

SS |ZHRF L) 72 ANAs< BT DNA topoisomerase I (anti-Scl 70) : OV AAEREZAEBH T L\,

anticentromere antibody FTH CMATTIAR « FRJEM:AE SE B 1220,

MORPHOLOGY Fig5-33

B« BRI a7 —7 o OFW RN, £ OIEHL

FRITEFRC, B IR EREH,
/NERROD ELJEREE O AR, /8 PN B AR BaASs EE — PNIZE PR ZE,
HILE - BFHED 90%ITIHZE,
BIEOFFED 2T — 7 RHET & D B T LR — 2RI 725,
=EE N OFERAHEER 2 B BiE i, Barrett L4,

Jific W L AR L,

N /NIEMENIR O I BE O JEJE, malignant hypertension FE4% & ifl [ F,

Ol ODRRME L, —RUNIEETE & ZHUCE ) Bil(LIgEL 1 2 —)IZ X D,
b) Clinical Course

Raynaud H1%: : reversible vasospasm of the arteries Bk D A 1P 1fin 4 4

F (I E ) — 7 BB . MFIRILSR) > IR (BUSPED LB FE5R)

8) Inflammatory Myopathies  JJiE M 7 2
polymyositis ZFEMER;J.  dermatomyositis SfZE 7.  inclusion body myositis Ef AR, %
lilac or heliotrope discoloration ZA 7 v 7 (~U A bua—7) 254 FIRGEOEEIZHZ,
FRRAE DN & FRAE,
Jo-1 Fiff : tRNA & RRIEESR I R9 D LA,
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9) Mixed connective tissue disease (A AN Fig 5-34
SLE, polymyositis and systemic sclerosis % %t 5 %% 72 ik % = LT BE ORIELZ T,
UIRNP (RNP=RNA (ZfEA L72 U REEX > 37 ) FURIZRET 2 HuiRilias @,

10) Polyarteritis Nodosa 5 &i1#:2 I MENRZ¢ and Other Vasculitides
FEIRR LMD 10 4 2%

VI Immunodeficiency Diseases 5% 495 R
wEs a7 o iR, BRRMIEIC RIBALIRERE IR L3 2 D,
AP RIB—> T A VA BE, MRS IS L3 <72 D,

1) Primary immunodeficiencies JRFEME%EE A4 Fig 5-35

IMHC Class Il K385
‘DiGeorge ﬁ@ﬁ‘
%%@%ﬂ@HUVﬁﬁﬁﬂﬁﬁx:fﬂTuﬁ4§*$%Twﬂ CD4+ T cell
CD8+ T cell
7’2 Bcell> 7L B cell

NEEPEEED /70" 07 ) fIE(BTK gene)
AREN B cell (IgM, IgD PEA)
S IgMUEERE

X Ry e

FEN B cell(IgM FEAE)  (IgG FEZE)  (IgA BEAE)  (IgE FEZE)

a) X-linked agammaglobulinemia f#PEME4 > ~ 27 1 7V IfifE=Bruton disease 7 /L b > J5

preB 725 B fifla~D 5L H
BTK (Bruton tyrosine kinase="7"L B cell D> 7 FIVAGEIZEHb %) OFE

BTK gene |% X JLtaffi BITAE(E PRV,
B cell 23 MLHHIAAE L 72w or FHIAIZIA, 7L B cell 138 BT 1L BAFE,
MiEHDOETH v T Y Al ], TEMIFE LRV, T cell IZEF,
RHAHSRORE 707 ) e T 5 4% 6 » H E THRIEL 2V,
FURD ATV = AMUIT &> ThrZE S35 B O B P AR IR L9700,

eg A 7N UWE | IRESHERE ., #E T R Y EKE etc.
SMHIAS . BlsEs, PHR, [E IR, MR EORIBERYUE 2 (0 k5,
il b= T A NVRAREYG 7 T R B (IgA 12 K > THERR S 2 B8 IR ),
T cell R PESZITIER ST L A ED T ANV A B, J5 UG 3L,
AOmERB LRI 2 2 En3d 2 < FIRARH,

b) common variable immunodeficiency 438~ Ref 605 AR 2E(CVID)
Bruton J& (L7 BRIRIESR 7223, BT Z 2, JERDEZ 2D % 10~20 %,
B cell BUTIER 7223, IWEMIREK, HORERE, U SREREEEZ L0,

c) isolated IgA deficiency — IgA KAEJE
JRFE PSR IE AR ANE D H T most common,
IgA : ¥EE T S5, KOECTHILE OB —/KHE « KOERKYE, T,
IgA 534 B cell MBI~ D BRDBEE,
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d) hyper-IgM syndrome 15 IgM JEfEf
isotype switching 7 7 A A A v F : IEF TiX IgM, IgD % I EAE—IgG, IgA, IgE FEA,
=77y FIITIEMEAL CD4+T cell £ CD40L(=CD154) & B cell £ CD40 DA A /EH 22,
CD40 or CD40L (2 B — 17224 yF T & 72\ —1gM ia ],
CD40L gene 1% X Yefofh L ICAFE(E: - T0% 13-V,
IgG HLIR L L DMEW— 0 3 UM B LR,
CD40L [Z~/n7 7=y {EPEALIC & B 5-—DTH ST T 2 2RV —2a= 8V AT A+ 1) =72 EITHE D 0970,
IgM HURD W < DTIMiE H OFIE & FOn— B SR e ., i Masd ete.

e) Thymic hypoplasia FIIR{X/Z % DiGeorge syndrome : Y& fa{Ak 22q11 K&
T cell ZMEARRZ A D MR TR,
TANA HE, JRHEEGYWEIZ 237000 R0,
AR TH 3 - 5 4 WHEHAZFE pharyngeal pouch |2 &7 /¥,
—RalR, EIRRER, B o—E, KBRS O34,

f) Severe combined immunodeficiency EJE A0 )% A~ 42(SCID)
B B)EIRER FARAT roA A, REIRE etelZ L B B RN AU B,
IL-2, IL-4, IL-7, IL-9, IL-15 O/ Mif/ve7" p=iz 3l L TiEb T b il y 4 a— K95
gene DR RIZ L > TR Z 5, - EBID 50%., FEMEIR,
=SIL-7 1T E T O B cell ° T cell D %5572 AiSRARIE O A1 | HE5H 2 I3 2 65K e b 2L,

¥ 0 D 50%I% ADA(adenosine deaminase)deficiency : 5 Y (O AR A MR,

7T v ERODNA AR, U 2Bk E
WIS IR ORI, U o KRk OZERE, IRF0 EERE D T cell 23Kk,
BRI X IR, Bin TiHH,

g) Immunodeficiency with thrombocytopenia [fi./MRJBAIE and eczema 1.2
=Wiskott-Aldrich syndrome 7 4 A=t ;-7 )V R Y v Fhefehf

X-linked recessive

Il & & HIZ T eell A, 1gM bIBADT 52572, ERTF YU U RED risk T,
Wiskott-Aldrich SEMERE X o 27 GHIBRNY ) v & FAaE #% 2 A5 O D1 £)D gene 13 X Yo fh |,

h) Genetic deficiencies of complement components
C3 : pyogenic bacteria LI IR G LT < 72 D,
Clq, C2, C4:immune complex diseases(eg. SLE)NZHE D 07 < 72 5 SRR E I LR,
Cl z277-t" BHEM'E : hereditary angioedema BT M E ZAE«—C1 22771 AL
C5~C8 : neiserrial infections 7 & U 7 (WG, BEREIS H)EL,

2) Secondary Immunodeficiencies —IRPESE AR [FEF TRIX L 72K T 2 O THEAMIZERE T, ]
Acquired Immunodeficiency Syndrome 1% KM 50 R RE e

a) Epidemiology
sexual contact, parenteral inoculation FE#% 425, mothers to newborns
b) Etiology

HIV  human immunodeficiency virus Fig 5-36, 5-37
c) Pathogenesis

immunopathogenesis of HIV diseases Fig 5-39

CD4 : HIV ([ZE BFIMED receptor, CCRS, CXCR4 : 1B} receptor Fig 5-38
loss of CD4 cells

macrophages as the gatekeepers of HIV infection and as a vehicle for HIV transport
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dendritic cells
pathogenesis of central nervous system involvement Fig 5-40
mainly due to soluble factors from macrophages/microglia
d) Natural history of HIV infection Fig 5-42
acute phase — chronic phase — crisis phase
Progressor vs non-progressor
¢) Clinical features
opportunistic infections ( H 7 ZLEY%) Table 5-2
neoplasm CHr4E#)
Kaposi sarcoma : HHV-8 (KSHV) . Non-Hodgkin lymphoma (VU > 3Jlf) :EBV
cervical cancer (1= SA#RHE) : papilloma virus (/XEBE—< T 4 /LX)
Central nervous system involvement (HAXAHAR A HIE)
AIDS-dementia complex

VI Amyloidosis 7 X 21 RF— ‘/X
amyloid : FHARDRVEIZ RF LA T DRk % 7o & o /37 BVEWE ORI,
H— @M%E’J%L%%ot%’gf ECAdAN
BVE T2 BV O RS R OAMRSMDE, SN O E < 72 5 & JRITR ARl O 18 ZEHiE,

1) Physical nature of amyloid

crossed B-pleated sheet it
95% HIRRAENE 22 L X7+ 5%l 2 L X “Posy”

2) Chemical nature of amyloid
AL : amyloid light chain(7" X = A R8H) - JRE MRk, %05 n7 VRN O D,
B a— 1% B cell HE5H & B,
AA : amyloid-associated (7" X = A RNBIE) MR CHER SN DIERE Irmn T Y o2 R7,
SAA(serum ) HAEL LD, BYERIEDBRIZILAE,
TTR (transtyretin M VAFVFY) 0 SEIEMAETInA N 2o V= Sl O DIBIZ LS,
B2-microglobulin, AB2m : long term-hemodialysis £ # MK EHT % 5 1T T 5 BE O EOHE,
AB. B-amyloid protein : Alzheimer D FFIZ KANIZILA . APP(amyloid precursor Bij{A protein)Hi 3,

3) Classification of amyloidosis ~ Table 5-11
a) Immunocyte dyscrasias with amyloidosis (primary amyloidosis) JRFEMET I B A F— R
AL, eg. multlple myeloma 2238 B B I (=12 B AR O FEMEREEHIZ A O o
AL L 72 B cell IXH— @?%;ﬁeﬁﬁﬁrﬁ n7 )y REG R ER - 07 ) /IE),
JJ']l{H DEZPKE) T M(myeloma ‘5 #fiff) % o /X7 Z AL,
Lor k BEHD 2GRS D %G b < Bence Jones protein,
b) Reactive systemic amyloidosis SSMEEF T In A F—3 2 (ZRET I oA R—UR)
AA T RIEFEIRITHETE, fkZ. R SHRRIE, 1B EBEAR ete.
fitlZ ?6 . HOERA - RA, SREMATHER . RIEMEIBIRE,
FESRIE AN R DI & & 0F « B, A% 9,
c) Heredofamilial amyloidosis EAZVEFEMET I v A F— R
familial Mediterranean fever ZZEMEH PR « JRIKE(R DO EY ="pyrin £V 7
familial amyloidotic polyneuropathy FHEMET I v A FLHM =2 —m/3F— : ATTR B,
d) Localized amyloidosis FREMET I v A R— R @ fEfitET I v+ RiEA&,
e) Endocrine amyloid W47 WET I v A R
WNPRDOIGENIC A BN D, eg FURRBESE. RIS, 18 M etc.
f) Amyloid of aging fNEHIZfES 7 I @A K : senile systemic amyloidosis & AT —
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4) Pathogenesis  Fig 5-45
< L7 o — M B cell BE—TEE M- s 7 a7 ) VIREH( X LRy B IREE)SAL X %08

- BPERIE—I 0T 7= IEME L IL-1,IL-6 > AT —SAA Jon VEG N VEGRES) >AA /N IE

MORPHOLOGY
T IvaA RILEITEISHIREIZAE T, UL LI TRE,
Congored 22— 1L v RYufh
N TAREE MR, R CTEMREE « apple green FE {2 O birefringence ¥R I, Fig 5-46
B SRERIR A DA SR I BRRICIRAE . FEIRIRIC OVE AP or AEEIMED IR — M PAZE,
J¥ifige : sago spleen V(X B A AR DO ERIFZAK), lardaceous spleen FRAEARH:
il - Disse B iR A FIEE . FEIR~—FHIFL D compression atrophy J+31H ZEi.
DI B

<BEITF>
H O R LTINS

SLE : T dsDNA\ PU Sm, MM DHuiR, $tY CIRESUR(EL— 7 A PEGTEEE K 1),
HEHIFEFMELE : Hib R b UFUE

A : theumatoid factors (RFs) U 7~ F[KF1gG D Fe {53 Z1EH) &5 1gM
Vo= VAERE ¢ BL SS-A(Ro), FL SS-B(La)---\ 41 % RNP,
SS : OV AMERERZAE @ HT Scl-70(DNA M (V371" 1)

PR Sy PERE B (CREST SEMERE) « U OABLA

RAEVERFREE © BT Jo-1(tRNA & kESR)

A PERE AR © L UIRNP iR
Goodpasture JEMEHRE @ PLILEEBHLA



