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Fable 1 Seclected studies on the causes of chronic kidney discase in children

Cawses of CKD (L E 2 M TR R H) Causes of LSRD (L2 R E B Bom & B)

Study [reference] NAPRICS [12] Italian Registry (5] Belgian Registry [13] ANZDATA [27 ESPN'ERA-EDTA UK Renal Japanese
M far 75 B Registry
Population CKD (GFR<73) CKD (GFR<735) CKD (GFE<60) ESKD (RRT) ESRD (ERT) ESRD (RRT) ESKRD (ERT)
Age range 0-20 0-10 0-19 0-19 0-15 0-15 0-19
Patients Registered 1992007 Inadent 1990-2000 Incident 20012005 Incident 20032008 Incident 2008 Incident 20042008 Prevalent 199
Number of cases 7037 1.197 143 169 490 428 SK2
Etwlogy
CAKL 3,361 (48%) 689 (58%) B4 (59%0) 127 (34%) 182 (36%) 154 (43%) 208 (36%)
Hypodysplasiatreflux 1,907 516 66 05 135 198
nephropathy
Obsauct ve uropathy 1,454 73 I8 32 49 10
Glomerulonephritis 903 (14%) 55 (5%) 10 (7%) 108 (29°%) 76 (13%) 78 (18%) 130 (22%)
HUS 141 (29%) 43 (4%) 9 16%) 9 (2%) 29 16%%) 13 (2%)
Hereditary neplropathy 7 (10%) 186 (15%0) 27 (19%4) 112 (22%) 69 (12%)
Congenital NS 75 13 5 7 15 34
Meatabolwe discase 5 17 1=
Cystinosis 104 22 2 B! 2
Cwstie kidnev discase 6N (39%) 107 (5%%) 13 (9%, 25177 89 (12%) 49 (11%) 35 (6°%)
Ischemic renal failure 158 (2%) 49 (4%) 3 12%) 8 (2%) 11 (2%) 12
Miscellancous 1 485 (219%%) 122 (10%) 10 (7%) 65 (118%) 52 (107%) 19 (4%) 83 (14%)
Missing/unknown 182 (3%) 40 (3%) 16 14%) 37 (7%) 05 (15%) 34 (6%%)

R I R R B R KR B R R R R R B8 A AL R R R BB

APFERERTLRA -




Etiologies of paediatric CKD/ESRD : GN vs. CAKUT

Impact of different causes of CKD in children among age groups

FAOS

aN

Swwctural

Table 1. Frequency of different diagnostic groups as causes of CKD and ESRD 1n children

Frequency as cause

of CKD [12, 18, 25] Astialogy

Glomeru.ar diseases 6.8-20.5% SRNS

Glomeru.onephntis

Thrombelc microangiopalues @EUS)
Structural and olher 56 S7.€% CAKUT

Cihopathies
Nephrolithinsis, nephrocaleinns's

Properticn of cases of CXD
determined by specific

diagnostic sub-groups | 26]

104%
8.1%
2.0%

19.1%
5.3%

1.6%

reguency as
cause of ESRD
[12-15, 19|

15.2-24 3%

38.5 389.5%

e Glomerular diseases (B #4EKJ% %) significantly increase in older

children, while structural disorders (W JK 38 4548 B %) are more
common as causes of CKD in infants and younger children.

e Gender difference ( {451z 5)
CKD: male (3 4:)> female (Z42), due to high frequency of

CAKUT (5K B Wil PR I 4545 52 7)) in males

e Race difference (ff % B

Children

the reminder of pediatric population

(1) In North America, African-American children > Caucasian

(2) In Australia and New Zealand, Aborgines and Maoris children >

Clinical Kidney Journal, 2016, vol. 9, no. 4, 583-591



lable 1 Pnmary causes of chronic kidney discase (CKD) in children

.\' ‘ ° l;)

Glomerular

Primary glomemnlonephntis
Secondary glomerulonephritis
Lupus nephntis
Henoch Schénlein nephnitis
Others
Chronic glomerulonephritis
Congenital nephritis
DM nephropathy

Non-glomerular

Renal agencsis
Congenital
Acquired
Renal arophy/dysplasia
Reflux nephropathy
Obstructive umpathy
Cystic kidney discase
Renal tubulopathy
Renal infarct
Others

Total

370 (489 %)

150198 %)

122(16.1 %4)

£ @

CHEZERERTRRBRELAY LA R:

6 (0.8 %)
4 (05 %)
71 (94 %)
13 (1.7 %)

IRT(S1.] %)

61 (8.1 un)

l" \5)’)

9 (5.2 o")

( 9 0

o (7.9 %)

76 (10.0 %)
15(2.0 %)
9 (1.2 %)
16 (2.1 %)
757(100 %)

(1) B % 3K % 5% (glomerular disease) £48.9 %: £ &2 &

IRk B )’é(19 8%)& AR RN EREEZE X
4 BEPEIRE B K(16.1%)5] A2 o

(2) FEF 4 FK &% (non-glomerular disease) & 51.1 %:
* B G R TR K &4 R v (CAKUT, congenital
anomalies of kidney and urinary tract) 3| #2 &,

#%E"Haﬁi*%‘ B1%)HEHE R RGB2%) ~ #F R
a4 (12.4%) 3% e TR E M B % 5 (7.9%) 5] A2 o

3) EMHE R 10%)

Pediatr Nephrol (2016)31:1113-1120
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L] 1 L] L] L) 'l' L] 1 L) L] 1 L) L] L] L) L] iﬁ‘gé:*%g %)glﬁ
012345678 91011121314151617

Age (years old) Q)R AR E B A T 43R R T4

Vanable Al (N=T42) Etclogy ct CXD p vahoe . .
: OB AGRE AR TR E L&
Gluooneruks Nuoglonerula e
(=35%) (n=385) i}z l'gj

Agc at rezistry (n=757) <0.001 *

L3 yeans 144 (19C % 25(6.8 %) 119 (30.7 %

)

) 122(33.0%) 150 (388 %) Pediatr Nephrol (2016) 31:1113-1120
1217 years M1 (450%) 223 (€03 %) 118 30.5 %)

) 175 (47.3 %

6-11 ycars 272(355 %

Geader, males (=757 397 (524 % 0.003%
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@8 Glomerular origin
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6 '; 5 5 ; ; 6 7 8 91011121314151617
Age (years old) )tk A% X B B 43K 9% 5 A o

Vanable Al (IN=T4L) Etclogy ct CXD p vahoe

=1 A ~ D
Gluooneruks Nuoglonerula (3) % i%;&i']‘“i']\i %Hﬁi;lfé éﬁ ‘I‘% ‘/H‘ tt‘—ﬁ_ i rgj ©
(i =233%) (n=385)
. . . Pediatr Nephrol (2016) 31:1113-1120
Agc at registry (n=757) <0.001 *

L3 yeans 144 (190 %) 5(6.8 %) 119 (30.7 %

a8 yous MOSS%)  12030% 150 (887

1217 years M1 (450%) 223 (€03 %) 118305 %)

Gender, males (n =757 397 (524 %) 175 (473 % 22 (574 % 0.003*




Original Article

The pathological spectrum of pediatric
kidney disease: 18-Year experience from a
single tertiary care center in northern
Taiwan

Chen-Wei Yen #, Tai-Di Chen ¢, Tzung-Hai Yen ¢,
Mei-Ching Yu >

Table 3

profiles among the bwo conseculive panods, from 2002 1o 2000 and from 2011 1o 2020,

RO K EBRETHISFEHBMEMARI T @ &RET

(1) LN(4 32 PE R B B %) ~ MCD#8 Bl éﬁlNS(%i%z}? 7%
B R AR B A RS EIgAN AR R BRI A B F
REFFVFRROERER o

©2) sbob o ﬁfﬁﬂ%&‘fﬂzoozéﬁézow@éﬁﬁﬁ%ﬁﬂ fil » L&
B ik 0 O 22 48 )48 X IR B L.

The camparison of age disparily belween Lhe lwo groups, aged <17 yaars and 1218 years, in the hislopathological

Renal pathology (n) <12 years old, n (%)

12 — 18 years old, n (%)

20002 1o 2010 2011 1o 2020 P value 2002 1o 2010 2011 1o 2020 P value

LN (139) 12 (21.4) 12 (15.4) 0.372 27 (55.1) B8 (96.4) 0.873
MCD (61) 16 [25.6) 18 (23.1) 0.474 11 (22.4) 16 {10.3) 0.131
IgAN {34) 7{12.5) 7 [9.0) 0.514 & (12.2) 14 {9.0) 0.503
FSGS (27) 4(2.1) 10 (12.8) 0.293 3 (6.1) 10 {6.4) 0.943
HSPN (7) 2 (3.8) 1(1.3) 0.381 0 (0) 4 (2.6) 0.260
APSGN (5) 5 (8.9) 0 (0) 0.007* 0 (0) 0 (0}

ANCA associaled GN (4) 2 (3.6) 2 (2.6) 0.738 0 (0) 0 (0)

TIAA (4) 0 (0) 2 (2.6) 0.230 0 (0) 2(1.3) 0.428
1D [28) 2 (3.6) 13 (16.7) 0.082 1 (2.0) 12 (7.1) 0.158
Heredilary discases (8)° 11(5.4) 7 [2.6) 0.404 0 (0) 3(1.9) (.33
Olher diseases (9)" 0 i) 7 [2.6) 1.230 1 (2.0) 2(1.3) 0.701
Insulfhickency lor dizgnoss (17) 151 9 [11.5) 0.219 0 (0) 5(3.7) (.206
Total (339) 56 (100) 78 (100) 49 (100) 156 (100)

*E value < 0.05.

3 Hereditary diseaze includes thin basement membrane disease, Alpost syndrome. autosomal recessive polycystic kidney disease and

papillorenal syndrome (renal coloboma syndrome).

“ Qthers include C3 Glomerulopathy, cyanotic nephropathy. diabatic nephropathy, and Igh nephropatiy.

Pediatr Neonatol. 2023 Jan;64(1):26-31
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2022 EEUSRDS: 7 E 24 ESKDRFRYEE 5 o LATEE
(Race/Ethnicity) 5

e B0 B BLBA (578% ve + BARRMRNNG5E 8 Y ORET I3
30.3%) FIEMWFERE (54.7% u RHLE AR RN R EESES -

345%) RwEZHD B8 8) -
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—
406 % ve 365%) - |
. BARBERSENBE KNE2AR |-
SRS L (229% % 09%) - -
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2022 =EUSRDS: 7 E &4 ESKDIFAYEE AL A RIGS
T RES TSk

By Cause of ESRD

o EZHOLLHI7EEE CN Y o
ESKDREBNIECVHRE - =
(BLERTARSSMERD .
BT E A0 B FTERAY)

« Harmodainss

C/H/C: eystie/hereditary/congenital digeages
CAKUT: congenital anomalieg of the kidney and urinary tract
GN: glomerulonephritie

18
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13 (44.8%)

16 (55.2%)

0 (0.0%)
3 (10.3%)
26 (89.7%)

16 (55.2%)

13 (44.8%)

14 (48.3%)

15 (51.7%)

1 (3.4%)
3 (10.3%)
25 (86.2%)

14 (48.3%)

15 (561.7%)

23 (65.7%)

12 (34.3%)

2 (5.7%)
3 (8.6%)
30 (85.7%)

17 (48.6%)

18 (45.4%)

16 (55.2%)

13 (44.8%)

3 (10.3%)
5 (17.2%)
21 (72.4%)

14 (48.3%)

15 (51.7%)

18 (72.0%)

7 (28.0%)

1 (4.0%)
4 (16.0%)
20 (80.0%)

9 (36.0%)

16 (64.0%)
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& dn o R R BAL, S EEAR ‘ LVH

Anaemia CV risk progression
. = EiN
l Hypertension l % o Bk R A4k [ Crli(st')‘ prog;ressuorrll I

I GH/IGF-| axis disturbances | (kK £RkBEE g &4k ’I.GEW‘..hllfa-"“’.eJ

Endothelial dysfuncti S (5 FAEA) M ocardial infarction
Y CKD-MBD Bone deformities
T b 5 fn M.J \|.|| ”Eﬁ ‘

SPUAE R SRS

'EJ’» aé 4 ﬂ-} ,E'-);Iiﬁ-

,E'» a
Fi 5 44516
W D
ension
ILow nephron endowment | buminurla
CKD
" Vesico-ureteral reflux | Bladder dysfunction I
Genetic kidney disease ‘ ICKD of unknown aetlologyl

Clinical Kidney Journal, 2016, vol. 9, no. 4, 583-591
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3B 5 RS A A VG B Bk S IE

18%% B BXEE » BB BERILERERAEF R R (congenital renal hypoplasia) °

B B BRI BRI URFE) o AR B F w0 AR
= REM G 73’:‘;643145‘}‘;8%%%%%71‘%'& B B A% 48 /6 B (preemptive kidney
transplantation, on February 21th 2020) °

RN FAEZ 15 REREEEIER c R > AR FF2 > FHEAREE
Wﬁm#’ﬁﬁ%i%ﬁ ﬁﬁﬁ%’mL%ﬁ’$§%%ﬁﬁﬂ%% %%
i%%w~%fﬁﬁé%yxﬁ ﬁﬁmﬁ S1% 0 AL EH T REAR IR 8 ke AE AR
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2 AR AR 5 B8 fu [E st

KRR T

R ERBERRENGHEREL 0 BZRA DL ILER &R IR
7 (on August 17t 2021) - BZEHRF 2 > BN THETR R ELZAKIS E o FH
B o 3R s BRIET  EEBBY IR > T AEAT RAFIER] o F’]H‘P@mﬁ»ﬁ
& Fn B AR EIF T o

LEXBRHABGE—TSRERBEA LR LT ERERIE  AREAE R EREHIEF
ot 2 o BRI R Z2ETE 74 (optlcal coherence tomography)Fu #1484 I & B Ak & 4

F o I 5RO AE Ao AR 4 i B (55 )0k P 2 7] Ae AT B AR AR A8 B b kg 9 A B (R0 B T) -
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#8732 Bl +CHF A8 B JF $ AV JK fn 14 Pk 55 JE A% BF

T A RO A A A AT B Y ERE A & LA S s x%ﬁlﬁééﬁ
Fo dn NARAR TR T E Ak &G /?‘ o BPAR P & fn ik IR R LR A S fe B S M B
(microangiopathic hemolyt1c anemia: fragmented red blood cells/schizocytosis )& B #8545 * 1234 %

IF 5 GE B @ l‘%ﬂ: IR 5L T A JE A% g M JRk 35 JE 1% B (atypical hemolytic uremic syndrome,
aHUS) &y =] s & o

mzENEREAtTEE S EERF
complement factor H (CFH)B RS - £
FREE - RFEYNETBNBEF
SBixth BEEEANZM - FhxEfH AR B
58RI Bk o
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B4R 7E A {E B & 15 %24 (Eculizumab) 3F vl BItA E1T)8 FE (January 13th
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lable 4. Beports of ongan svstemn comphicatioos i aHUS,

lable 3. Chrcal mamfestahone of al 1S hasad on arpan syaem,
Organ System Cumplications Due to aHUS

. . X . . Reported
Urgan System Authurs Yeur Sample Sice Ayge Qulcume Ompan Sysdem Climical Manitestatinms l:fﬁ*::rynfb
Eculizumal
- _ Neumlagic symproms and - : I
3 y ! Glomezular thrombotic mucroangiopathy,
Gullsrogis stal. 2HLs < = o udir cendsral MEI resulis Femnal Arleral TMA, mﬂuﬂgl o Yes
Nuurelogieal - Coctitnl pecnxas
" ., Multdfouel hy perniensities and
Marcante ot al. s 1 L . ’ X Aglalioa,
altered cONSCLOAENESS I_‘;":of; Confusian,
o Redien] refles
Hu utul. 2013 1 0.75 Al comecinzouss, Fomipleagin, )
Cardiwn thy amd Neurelugeal Hemiparesie, N-.'.f-usu".'::g Ve
Vilalta et al. 2 1 1 MILHOETLYOPLIEELY Wt Viston loss, Diplopia.
. ) alterad cardiac hanction H‘"""h'.ﬂ Hona, Fexnl nevralame deficits
Cardiovascular Neuhaus 2¢ al. 1097 2% Encupkalopathy Cons v
Middle ard anteriar corebral Malmurary erbalism,
2 smocthegc
Dhavan et el 2010 1 15 artery shaosis Pulmcnary Il.g.:.i:.g; N/A
1l o : Hesplratory Qlluse
I v -
Pulmoriay Julizvan et al 0Ld 71 - alu e AHL.b Nue?"? developed Pesipheral gongnene,
respiratory failure Dermasoluge lzchemia, Yes
Nerreased visnal acwity _ Cutareens rishes
{20100 1 the cyghid eve, 20/ 200 0 c;:;lm‘;\::;r Lackpeardia,
' ] b I [ntracardis: Uwombus,
Cnoular b I " it al ] | B | 11 the left eye) N Left v en.mulfn Shepecer nsaoe arheeinl dliao < .
Intraretinal hemorrhages, Cardiovascular hypestrophyy, 2 larse artecial vezeds ¥es
: e retina: Elevated CK-MB level, g Vg
Vencaes stas's retinopathy, ard Dilled camllomvonsthe: (iem, e dedlis arnd antercee
e ayed B g ied Gl raloanyonading, cerchbrcl arteey slenasls)
Vein ocdusions Yelve mwsuffidency -
) . ares 8 Fediacad wismal oty Opeie dlise sdema,
e d::pln; ;:l VLTI Qcubar pain, Bilateral Hame shaped
Ristras ot al amz 146 - crolelithiases, Calar Vel seahoonne, wrtmaretinal hemeerhagne, Yes
) transammitis, pancreatitis, LY plosia, lorucsily,
wyatitis i £ Blummed v iice \erwous seas neticopathy
Casrointestinal huepatitis, wnd Cl bleeding = mm’:“- s netraputy
i , % uf s b i Bepatitis,
Dra;.,tm-!]uxe, 20110 15 - <% uf putuents " ith ant-CFH Casrairveslinal T”?J?—:.’:ﬁﬁ Lastointestingl Hending, Yo
eta. entibodies had Gl sympaoms Pt g Abéominal pain
Ramar«{ htiz ot al. s 1 9 Abldomiral pain Chinical manifssasone of al 1L based on (ogan systeon and documented effecthens: cf Lculzumas,

Aol nfnn_;mn :‘ydwr e 'l»lnm'oh;' IER I'vlm.ul Lveewy ¥ .*q,'ulv-nm lmlu il ooluwd s NMRI g L (T RIS TR g ol
el rombalinal, URH complimnend fachon H

Skeletal system: rhabdomyolysis

Pediatric Atypical Hemolytic Uremic Syndrome Advances. Raina R, et al. Cells. 2021 Dec 18;10(12):3580
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Recurrent ocular involvement in pediatric atypical
hemolytic uremic syndrome: A case report

Zheng et al. Pediatr Ophthalmol Strabismus. 2014 Oct 1;51:e62-5.

The case of an 11-year-old girl diagnosed as having atypical HUS who presented with bilateral central retinal
vein occlusions with macular subhyaloid hemorrhage during her initial onset and ophthalmoplegia, diplopia,
and optic disc edema during her relapsing episode 1 year later is described. All ocular manifestations
occurred in the convalescence phase of atypical HUS. No other extrarenal complications were found and full
recovery was achieved following typical treatment for atypical HUS (ie, plasma infusion, steroid, and

supportive therapy).

I T — BT ET A JE S AVHUS 8911 3RS F2 a9 m 17 » kb A £ R85 % B ) 354 ) AR, 4 B o S Ak
MAEIBEA TR IER T & 0 1 FARARE T RRIUIE ~ BARAFRBKEE - ATARIFER
HAE kA IR LAY HUS 8RB H8 - RA B EMF M E > B HAIFEA HUS 693865
(Bpn JE 80V ~ MBI BEAn L FF MG ) REAAT ZERA
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B RS AR A S E R ROR R 896 R T A

B XY REDRZEE HABARA(YIOR RBP4 R R R &k fo B3k
B ek EERFHAE A wEREEREGEE—AAZIR  BUEERA TR
W TR R TR aE FHIL 0 BEFBAR S R A8 B M B D BT AR A AR
%5 B A~ R (Bilateral congenital renal hypoplasia)&-1 B Bt ¥ Fk & Fk 3% 7 (Vesicoureteral
reflux) Z e R B BRL Ik A REBEF - MEBFHREFEEL  BRERADRFER A K EE
46 8 2 R BARERE B AT 6 % o

FiE4h 0 £204458R238 (R0 kB BIREZIEFE/ KT FHBBE (Deceased-
donor kidney transplantation) ° B hAELE A AEZ R BE R EF o
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7~ B R B Y RE R R A

K B208F0R (BB HEENLFE A ML ERBEETHEETEN  TASEEHEZIR

BEEER - £205455808 8 BABE A RHER B % k25 A2 H -1 S MR

(Generalized tonic-clonic seizure, GTC) 64 &3 [F4t > S A Y LRMB RS S F ML
YA AR B 5 R Y R T o AR o2 A D B2 @Q)?F' B &I E L 0 B2 AR A
SRA% L F AR % o R BB T A 7T 35 AR RS % 4% JE 1% A% (Posterior reversible encephalopathy

syndrome, PRES) °

G HPRESHEAMEBRRLERAZREE - A—F @ AHEFHEFEETY  HREEE=R
BHEEBFR TiliieE > BAFTRERSETA M@ MEEEF (Active T-cell mediated
rejection) 3t B 1R 5% A T a2 By ke 8 B M BN B AR BE (De novo focal segmental
glomerulosclerosis, FSGS) Z ¥T A1 o 2k M B2 4 F & Bl & A Bl 87 ~ 4 4 & % (Rituximab)f= %
R . HE & 47 (Double filtration plasmapheresis, DFPP)/& 1% * #H B hre1n R4 A 1L 1FBA AR X

Fao Bk > N20204 128108 B A48 F %38 X B R XIS Mpaddhe o




=] 3 MEA% B R & JE 1% A% (posterior reversible encephalopathy,
PRES)

R LR 8 A (2019/05/13)

Study Date
Study Tlrn

3}%} MRN:

Ct14
w1078
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AR H B E B~ o MRAKTT Ao Faﬁ%‘ B E e o R
R R ZEHRAAE B HER TN R mRIRE 0 A RFAARHBREER
dr > o MRAE T E(<150,000/ul) S e AR T G ALAB B 25% 69 15 o Bl EF > 4L % H 3R BA
REREZEEZEMSGEE » FR U L% LR E G (SBP>170-180 mmHg) © A — F& BF R

RABBREINAEFE > RAREFEBEGFOFEIN - MBS RMEZMN S 0B
RELEENRPBBEEN GRAL  LABESEEHE L - FFRFERTEN R B R
(A bRAERE TFEH)  BRELAAEMRLENABRG I E L EREERT -
e Ee BRI TEIIRAST ~ 65 mg/dL (BRE B &) 3B b RIBEE T ETE35%4%
{1k

BB RR(E)SH %2R E I ATMAR E R o &I F AR 43 A 4 5 E T
85 2024/07/28

(complement factor ) R & o dx&zk 25 2 JF $L A 7K e M FR 35 1% BF (aHUS) AT 32 e




typical
» aHUS is not typical because it is not caused by Shiga toxin-producing
Escherichia coli (STEC)'

H aemolytic

« aHUS is characterised by nonimmune, intravascular, mechanical
haemolysis (eg, the presence of schistocytes)?

raemic

« aHUS typically causes uraemia, which is when waste products that are normally
excreted in urine build up in the blood?

+ ~20% of patients with aHUS do not present with signs of uraemia*

S yndrome

1. Loirat C, Frémeaux-Bacchi V. Orphanet J Rare Dis. 2011:6:60. 2. Dhaliwal G, et al. Am Fam Physician. 2004.69(11):2589-2606. 3. National Institute of Diabetes and Digeslive 2758 3 6
Kidney Diseases. Kidnay failure: whal to expect. hitps:/iwww.niddk.nih.gov/-'media/0010262E 520C436690C3112D8ADSE1A3 ashx. Published Decamber 2011. Accessad February 25,
2017, 4, Sellier-Leclerc AL, et al, J Am Soc Nephirol, 2007;18(8)2392-2400.




= TTP/HUS belong to a range of TMA and arises from an initial endothelial cell injury (vascular
damage).

»  Classic triad of HUS: non-immune thrombocytopenia, microangiopathic hemolytic anemiq,

and damage to various organs, predominantly the kidney and the brain (in the setting of
normal prothrombin time/PT and activated partial thromboplastin time/aPTI).

> Kidney pathology: fibrin and platelet thrombi in
capillaries and arterioles, endothelial cell swelling
and detachment from the glomerular basement
membrane, and the appearance of so-called
double contours on the glomerular basement
membrane.

aHUS ¥ 4

37

Fadi Fakhouri. Lancet 2017; 390: 681-96; Lilian Monteiro Pereira Palma. Kidney Int Rep (2021) 6, 11-23 2024/07/28



Typical Haemolytic Uraemic Syndrome (HUS) and
aHUS Have Different Pathophysiologies

HUS comprises 2 types:

— VWhat was historically called fypical HUS is caused by STEC
and is now referred to as STEC-HUS'

» |t accounts for 90% of HUS cases?

* Prognosis is usually good, with 80% of patients
making a run ciniical recovery and a mortality
rate that is less than 5%?2

— Historically, HUS was referred to as atypical
after STEC infection was excluded!
- Prognosis is unfavorable3#

— 33% to 40% of patients develop end-stage renal disease (ESRD) or
die during the first clinical manifestation of aHUS

— 79% of patients die or progress to ESRD within 3 years of diagnosis

The pathophysiology of aHUS is now known to be caused by underlying
complement dysregulation.’ 2004/07/28
1. Cira1 C, Frenmmeaux-Bacchi V. Ovofrane! J Rave Dis. 2011,6.60. 2. Canrgislo! JM, ol a Mefrofog's. 2015,35[5k121-177. 3. Kare N, el ak St Sun Sce Nephro!

2010:51100:1344-1350 4. Caprivli ), el al. Slosy 2006: 1081412671279,



Unmet Medical Needs in Pediatric aHUS Kidney
Transplant Patients

= Available drug (Eculizumab) within 24-48 hours following aHUS diagnosis,

particularly for pediatric cases !

Early initiation of treatment (< 24—48 h) is highly recommended to

stop TMA activity and to prevent chronic sequelae .

e In pediatric patients, treatment with eculizumab is the
preferred option

eIn adults, initial therapy with PE for 5 days is recommended.

2024/8/7 Pediatric aHUS and KT




Unmet Medical Needs in Pediatric aHUS Kidney
Transplant Patients

= Available drug (Eculizumab) within 24-48 hours following aHUS diagnosis,

particularly for pediatric cases !

m Flexible drug treatment policies give children a chance of receiving a

kidney transplant.

2024/8/7 Pediatric aHUS and KT
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Neurodevelopmental outcome is effectively ameliorated by kidney
transplantation in children at 6 years of age: Comparison of two cases

Mei-Ching Yu ™', Chao-Jan Wang”, Yang-Jen Chiang®

* Lyason of Pedicine Noo'wology, Lin-Kea Lhang Gung Memenal tlospial end Chang Gung Usmrersdy Collsge of Madiare, & Purbhis Street Kwa-Shan Jaoyuan Ji,

Timwm
¥ Leparment of isadiciogy. Liraoy Chang Guwy Memonzl | fossatal oud Chong Gary Lnivernty Gollege of tdadiams, Janyucn, Taiwan
* Tvwiainow of Gevwred Ty cond Becod Teomwgdvmtriinn. Fi-Kon (0voge Giig Meanoc il Foopain! aud (g g Dadeerdity Cnling: of Maliine, Teomoa, Toiwon
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MR ZIZFEHRSMER - PSRN AMEEIRERET - TE/\AE
BIFAIEEIESE - BERAMEE - MMM A AR LR 7Rk
fF - —RXZHIER T BRBEFMEEETRInRIFETZE
IANRBIER MR BN AIEB NIRRT - LI > g
IR BRRAR A R AR RERR R L - B - Z—ERBEXIZRZR
B REANEYE - BIAEGREBAEAINEERIC -

HOERELLERAITIAE Y - B Er S — AR BARN
A% o ETERE R A SRR A RE R4 R
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Fig. 1. A Z24-manth-o'¢ ESRED g7l envaed by hilatesal rennl hypadvenias s, Her
Infdal MAI FLAIR T2 imaging of brain showed moderere vertdeular dilataton
and diffuse cortical atroply ), She recaived a Ceceased -doaur kidney cans
plant at the ags of G years. The follew.up MR imagzing of bcain showed c=
creasec ventrieular stzc and slgn:ficant Impravement of cortlcal atrophy (b

Fig, 2. A 3momth-old 2o & ciagnosed ol ESRD secomcary (o coesoemlic GNL
Her mitial MRI FLAIR T2 imaging ol brain showed asymupelric ventricelar di
lelzliun corticid clrupliy, mure severs om Jell side tenporad, perietsl cad vl
pital lubes Geh Recenddy, the “vllow-uz MR shows no sigaificat diange o e g
veatrioulas dicatation wod corlicel atruplsy (b *
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Thank you for listening




