| pomoipme W HAY GHBI LEH
H,_! - OPOBRA erl
H

- rﬁrnrnr

nyeckoe omenef Tﬁ
I

=1
EETESERAC
=== =N

uccne.qoaa'ren
LUEHTP 340pOBbS ,q

depnepansHoe rocygapcreeHHoe
aBTOHOMHOE yypexaeHue

MuHUCTEpCcTBa 34paBooXpaHeHus
Poccuitckon ®egepauum




AETCKAA
HED®POJIOI'UA

OnpepeneHmne-1

e AbGaKkTepuanbHbih TYOYNONHTEPCTULMANBHBIA HEDPUT — )
NOAMITUONOINY0E N Pa3HOOOPA3HOE MO MEXaHU3MY pa3BMTMFI
NoparKeHne MeXyTo4HOM TKaHW HOYEK, UMEIDLLEe Pa3InyHble
KNAMHUYECKUE CUMIMTOMBbI, YTO OC/IOMKHAET ero CBOEeBPEMEHHYIO
ANarHOCTUKY. [iNsS NOATBEPKAEHUSA AMArH03a NepBUYHOrO
abakTepunanbHoro TMH Heobxoamumo mopdoburonTruyecKkoe
nccnenoBaHUe NOYeEK.

* [lnarHocrtuka nocrtenpycHoro TMH ocHOBbIBaeTCA Ha BblAB/IEHUMN
yacTtbix OPBU B aHamHe3e (HepeaKko ¢ 1-ro roaa »xn3Hu pebeHKa),
Pa3BUTKN HEPPOMNATUMN BO BPEMSA UM BCKOPE NOCAE
nepeHeceHHoro OPBW, Hannunm sputpoumnTypmun, MHorAa

MaKporematypum Hapaay ¢ abaktepruanbHON NENKOLMUTYPUEN.
* H.A.KoposuHa



OnpeaeneHune-2

TUH xapaKkTepumsyeTca HanU4Ynem MHTEPCTULMNANbHbBIX KNETOYHbIX NHOUALTPATOB
(T-numdoumnTbl, Makpodaru, naasmaTm4eckme KNeTkun, 303nHodpubl (e), obbluHO C
COXPaHHbIMK cOCcyAamn KU rnomepynamm. BoamorkHo GopmMUpoBaHME rpaHynOMbl

(b)

OpfHaKo, TaXKenble rIoMepy/inpHble 3aboneBaHnA pefKo NpoTeKatoT be3

A

. : B ‘.1 i ™ , ‘-‘g.ﬂ'f“ 'I £A s .
Verghese P.S., Luckritz K.E., Eddy A.A. (2016) Interstitial Nephritis in Children. In: Geary D.,
Schaefer F. (eds) Pediatric Kidney Disease. Springer, Berlin, Heidelberg




onnagemmnonorma TUH

* Y B3pocabix — a0 27% npn ONl HeacHoOro reHesa

* Farrington K, Levison DA, Greenwood RN, Cattell WR, Baker LR. Renal biopsy in
patients with unexplained renal impairment and normal kidney size. Q J Med 1989;
70:221-233

* Y peTte — HeusBectHa. Menee 2% Bcex buoncuin. Cpean
nayuneHTos ¢ Ol BepoATHO BblLLe.



MNaTtoreHes TUH (Kpome ocTtporo nuenoHedpuTa)

AprymeHTbl B f0/1b3y MMMYHHOTO reHe3a TUH

°  IPpPeKT KopTUKoCTEPONa0B

* AHTUTeNna K ypomMoaynnHy, MeraamHy
n TIN-aHTUreHy B aKCrnepmmeHTe

* [anTteHoBble aHTUreHbl IeKAPCTB NN
MWUKPOOPraHM3mMoB CXoAgHa C
| KomnoHeHTamn TEM

* CeHCUTM3MPOBAHHbIE K Npenaparty
(drug-specific) T-numdounTbl Npn
nekapcrseHom TUH

*  Cneuundunyeckaa MHPMALTPALKME NPKU
TUH B pamkax

nammoornponupepatTuBHbix bonesHen



BapuaHTbl TUH

TINU  Sarcoidosis
5 % 1%

Idiopathic

8 %

Infection-
related
16 %

Drugs
71 %

Etiology of acute TIN based on a review of 128 adults
with biopsy-proven disease (Data from Baker, and Pusey



KnnHunko-nabopatopHbie gaHHble Npu nekapcteeHHom TUH

Clinical and laboratory features of drug-induced TIIN

Features Incidence (%)
Agute renal failure 100
Acute renal failure requiring dialysis 40
Arthralgia 45
Fever 36
Skin rash 29
Eosinophilia 25
Microhematuria 67
Gross hematuria 5
Pyuria 82
Proteinuria (non-nephrotic) 93
Proteinuria (nephrotic range) 2.5
Nephrotic syvndrome 0.8

Used with permission of Nature Publishing Group from from Praga and Gonzalez [7]. The
original data are from Clarkson et al. [ 19] and Gonzalez et al. [ 20 | with a total of 121 cazes (g1
% drug-induced)



CumnTombl TyByasapHon ancpyHkumum npu TUH

Tubutar cell injury & dysfunction patterns

* Proximal 8
* Glucosuria
* Proteinuria y Fanconi
« Phosphaturia syndrome
* Acidosis s
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Drugs most commonly reported to cause acute TIN

Antimicrobials

Beta-lactamy
Methicillin
Ampicillin
Penleillin

| Oxacillin
Nafcillin [29]
Amoxicillin [30]
Cephalosporins [ 311

Sulfonamides

Macrolides
Erythromyein
Clarithromycin

Qther antibiatics
Colistin [ 221
Rifampin [ 33]
Polymyxin
Ethambutol
Terracyceline
Vancomycein [ 34, 35)
Linezolid [3¢]
Ciprofloxacin
1soniazid

Piperacillin
Tazabactam [ 37)

Clindsayein [ 38 )

Flhuoroguinolone [ 391
Anti-virals

Acyclovir

Indinavir

Tenofovir [40, 41]

Alpha Interferaon

Analgesics and
narcotics

NSAIDs
COX -2 inhibitors
Tylenol [42]

Cocaine [42]

Diuretics

Furosemicde
Thiazides

Trinmterenes

Others

Allopurinol [ 14|
Azathioprine
Afosphamide
H2z blocker
Ranitidine
PPIs [44]
Omeprazole (4581
Lanzoprazole [46] [
Antihypertensives
Amlodipine
Diltiazem
Captopril
Anti-epileptics
Carbemazepine [47]
Phenytoin
Levatericetam [ 48 |
Miscellaneous =

Bortezomib [ 152]
Cetirlzine [49] T,

Clozapine [50]
Ergotamine [ 51)
Etanercopt [52)
Exenatide [ 53]
Glucosamine [153]
IVIG [154] f
Lenalidomide [ 54]
Mesalazine [55]
Mercury [ 56
Rosuvastin [57 ]
Warfavin [58]

Zolendronate [ 58]

NSAID non-steroidal anti-inflammatory drug, COX -2 cyclo-oxygenase-2, PPl proton pump

inhibitor. Citations are selected recent publications

Verghese P.S., Luckritz K.E., Eddy A.A. (2016)
Interstitial Nephritis in Children. In: Geary D.,
Schaefer F. (eds) Pediatric Kidney Disease.
Springer, Berlin, Heidelberg
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Hacterin

Ricketisia Verghese P.S., Luckritz K.E., Eddy A.A. (2016) Interstitial
' Nephritis in Children. In: Geary D., Schaefer F. (eds)
Pediatric Kidney Disease. Springer, Berlin, Heidelberg



MpuunHbl TUH vy neten

Table 38.2
Other canses of acute tubulointerstitial nephritis in pediatric age-group

Autoimmune disorders with TIN as typical renal manifestation
Tubulointerstitial nephnitis and uwveitis syndrome (TINU)

m = syndrome

Sarcoidosis
Anti-TBM nephiritis (rare}
Auntolmmune disorders with TIN usually assoclated with glomerular disease
Svetemic lupus erythematosus
ANCA+ vasculitis
types of prirnary plomerulonephritis
Autolmmune disorders with TIN as a rare manifestation
inflammatory bowel disease
Ankylosing spondvlitis
Maligaant infiltration
Lymphoms
Lenkemin
Other
Amanita lll'.L‘.]:l'J‘JHL‘A
Sielde eell nephropathy
Snake bites
Wasp and hornet stings {usually multiple)
Radiation nephritiy
Rennl allograft rejection
Xanthogranulomatons pyelonephritis

idiopathic

Verghese P.S., Luckritz K.E., Eddy A.A. (2016) interstitial
Nephritis in Children. In: Geary D., Schaefer F. (eds)
Pediatric Kidney Disease. Springer, Berlin, Heidelberg



Nlevenne TUH

OTMEHa 3TUONOrMYecKoro GpakTopa
[loaaepKnsaroLan Tepanma

Nranns npm HeobXoaAMMOCTH
MpeaHnsonod 1 mr/Kkr no 2-4 Hepenb

[Mpun oTcyTCcTBUM 3D PeKTa Npu
namnonatnyeckom TUH —
MMMyHocynpeccusHaa Tepanua (LD, MMO)

Verghese P.S., Luckritz K.E., Eddy A.A. (2016)
Interstitial Nephritis in Children. In: Geary D.,
Schaefer F. (eds) Pediatric Kidney Disease. Springer,
Berlin, Heidelberg (c sononHeHmnamm)



[MpoTnBOpeEUmBLIe pe3y/ibTaTbl CTEPOUAHON Tepanmu
npu TUH
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[MporHo3 npu TUH 3aBUCUT OT BblpaXKeHHOCTU BOCMNasieHUA,
Tyb6ynapHon atpodumn n pmbposa

1.0
. - Score 0
8 ~—= Score 1
3 —— v
z e ~== Score 2
2 ~— Score 3
] 0.6
E 3
5 04 P<0.001
£
202
]
a o Inflammation

Arteriole

0 100 200 300 400
Follow-up time (months)

1-0 "

— o — Score 0

[ ~— Score 1

>

2 98 = Score 2

3 ~— Score 3

= 06

=

E P<0.001

. 0 4 < 0.

Tubular atrophy Inflammation [macrophages] E

3

§ 0.2

a G Tubular atrophy

0 100 200 300 400

\ b Follow-up time (months)
Arteriole 1 1.0
e — Score 0
g -~ Score 1
% 08 . T
a — Score 3
= 06
H] P<0.001
S 04
2
202
Capillary Matrix deposition S
loss < g Fibrosis
(Myo)fibroblasts
c 0 100 200 300 400

Follow-up time (months)

Yu F, Wu LH, Tan Y, Li LH, Wang CL, Wang WK, Qu Z, Chen MH, Gao JJ, Li ZY, et al. Tubulointerstitial lesions
of patients with lupus nephritis classified by the 2003 International Society of Nephrology and Renal
Pathology Society system. Kidney Int. 2010;77(9):820-9.



Tyby/ionHTEPCTULUMAABbHBIK HEPPUT C YBEUTOM

TINU syndrome

Sarcoidosis

Sjogren’s syndrome

Systemic lupus erythematosus
Wegener's granulomatosis
Behcet's disease

Ankylosing spondylitis
Inflammatory bowel disease

Infections: tuberculosis, brucellosis,
toxoplasmosis, histoplasmosis, EBY,
HIV, chlamydia, mycoplasma

B nonosuHe cnyyaes —
NANONATUHECKUIA, aYyTOUMMYHHBIN,
MOXKeT bbITb CBSAAI3aH C N1eKapCTBaMM

AHTUTEH — moanduuMpoBaHHbIN C-
PEaKTMBHbIN NPOTEMNH (?)

[eHeTMYecKkan NpeapacnoOKEeHHOCTb
(cny4an y 6amn3HeloB)

MHoecTBO HecneundUyHbIX
cumnTtomos. Mpu cuHapome Sjogren —
c-M PaHKOHU

YBEUT MOXKeT He coBnaaaThb No
BpeEMEHU C NoYEeHHbIM MNMopaKeHnem

TwaTenbHOE UCK/IIOYEHUE N NeYeHUE
nepBUYHbIX 3aboneBaHnm

Tonuyeckne n cucTemMHbIe cTepounabl
npw yBeute



Cawa T., 4 roga 5 mec

ot ll-on 6bepemeHHocTU (| — poabl; ManbuuK 300p0B); Bec npu poxkaeHun — 4230 1, aanHa — 53 cm. APGAR - 6/8;
paHHee pa3suTHe — 6e3 ocobeHHOCTel; nepeHeceHHble 3abonesaHma: OPBU; TpaBm, onepaumin He 6bin1o;
npodUNaKTUYECKNE NPUBUBKM — NO BO3PACTY; a/I/IEProaHAMHE3 He OTATOLLEH;

ceMelHbIM aHaMHe3: y aefda no finHmu matepn — MKb

AHamHe3 6one3Hu

C MNafeHYecTBa — PasKumeHHbl cTyn 2-4 pasa/cyT

c 2 net (XI1-2016 r) — noBTOpPHbIE 3NM304bl GebpUIbHON NNXOPaLKN BO BTOPOM NOSIOBUHE AHS
(nocne gHEBHOrO CHa); cCaMO4yBCTBME HE HapyLIANoCh

IV-V/2017 r: - neiikouuTypusa — 55-100 B n/3p, rematypus - 30-40 B n/3p;
- HeNTPObUAbHBIN NelkouuTos (Le — 17,5x10*9/n, Heltp — 7,9x10*9/n),
- MUKpOUUTapHaA runoxpomHas anemns (Hb 95-104 r/n); CO3 — 52 mm/4; CPB < 0,1 mr/n;
- KpeaTUHUH — 35 mkm/n (pacyeTtHaa CK® okono 108 ma/muH)
MoemopHsie Kypcbl aHmubakmepuansHol mepanuu— 6e3 agpthbekma
VI-2017 r: - kpeaTuHUH —41-49 mkm/n (pacyeTHana CK® okono 80-90 ma/muH);
- cbiB 1gG - 14,2-15,5 r/n (1"); ummyHopeHoTun J1p Kposu — 6e3 ocobeHHocTEN
- CEPONIOTUYECKME MapPKepbl CUCTEMHOW NATON0rNK — oTpuL,; yposeHb C3, C4 — B HOpme
- MMUP xnamngmum, mmkonnasma, ypeaniasma — oTpu,.
- ymucrtorpaduma — NMP UCKAOYEH; LMCTOCKONKUSA - MAaTONIOTUU HE BbIIBIEHO
VI1-2017 r: Y3U OBl — yBennyeHue paamepos 1 Heo4HOPOAHOCTb NOAKENYACHHON Kenesbl;
Me3eHTepMasbHaA M NnepuanneHamMKynapHaa inmoageHonatya go 17 mm
IX-2017 r: PIAC — NnOBEPXHOCTHLIN raCTPOAYOAEHUT , €ELOHUT (MnMmbonnasmounTapHaa MHPUAbLTPaLMA,
donnmMKkynapHana runepnaasns)
XII-2017 r: ctatnyeckasa HCI — oyaroBble n3meHeHus 0b6eunx noyek 6e3 cHMxKeHna obrema
GYHKUMOHUPYOWIEN NAPEHXMUMbI




Cawa ., 4 rooga 5 mec

B TeueHue nocnegHux 2,5 ner:

*  CTOMKas acenTuyeckasn IEMKOUUTYPUA Pa3IMYHOMN CTEMEHUN BbliPaXKeHHOCTU, HEeNOCTOsIHHAA
MUKpOremaTypus;

*  CTOWMKasi MMKpOUUTapHas rmnoxpomHasn aHemma (Hb — 85-100 r/n), HENTPOPUIbHBIN NENKOLNTOS,
yBennyeHHana CO3 (6e3 nosblweHna ypoBHA CPB)

*  NPOrpeccUpyroLlee CHUMKEHKE a30TBbIASIUTENbHOK QYHKLMUK NoYeK

HenpepbiBHan aHTMbOaKTepuanbHaa 1 ypocenTuieckaa Tepanna co CMeHOM rpynn
aHTUOUMOTUKOB — Be3 apPpekTa; Ha doHe OPBU n npuema aHTMOMOTMKOB
BbIPAXKEHHOCTb NENKOLUTYPUK yBenn4naaetca (1)

e XII-2018 r : KpeaTUHUH Kposu — 70-81 mkm/n (pacuetHas CKP okono 50-60 ma/mun);
ctatnyeckas HCI: anddpy3Ho-o4arosble UI3SMEHEHUA 0BENX MOYEK CO CHUKEHMEM
obbvema GYHKUMOHUPYIOULEN NapEHXUMDbI

MOJIEKYIAPHO-TEHETUYECKMI aHAAN3 (KI'IMHM‘-IGCKMVI 3K3OM)Z OMUCAHblI HEKOTOPbLIE USMEHEHUA;
6e3 noAaTBeEpPKAaOWEro CEKBEHUPOBaHUA Mo CaHrepy

C auBapa 2019 r nony4yaet HeppoONPOTEKTUBHYIO Tepanuio MAND (sHananpun 2,5 mr/cyT)
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3AK/THOYEHUE (CM & UD & UTX & IM):

XpoHuuecknin anddy3HbiN BbipaXKeHHbIN N123MOLUUTAPHbIA TYOYN0-UHTEPCTULMAaNbHBIM HedpUT
¢ ebicokoll KoHyeHmpauuelii IlgG4(+) naasmamuyeckux knemok (CD138+/IgG4+ 30-50 n/3p, x400)
u ynempacmpyKkmypHoeimu 8enozumamu e mybynapHoix 6a3aab6HbIX MeMbpaHaxX; BbipaXKeHHbIN
TYy6yno-uHTepcTuymanbHblii dubpos (50%); nonHbi (56%) M BTOPUUYHBIKA «NEPUXUNAPHDBIA»
cermeHTapHbii (9%) rnomepynocknepos; E3 rnomepynsipHoO runepKAeTouHOCTU, NONYAYHUN U
apTepuonocKaeposa.

KommeHnmapuii:

BbicOKasa BepOATHOCTb NOpa*KeHUA NouveK B pamkax IgG4-accoyuupoeaHHO20 CUCMEMHO20
3a60n1e8aHuUs:

1) KpuropuanoHbie npusHaku IgG4-RD:

a) NnasmoumuTtapHbii XTUH c aeno3sutamu B TBM 1 6onblumm Konnuectsom IgG4(+) Knetok;

6) KocseHHoe Y3U- 1 nabopatopHoe BOBNAEYEHUE APYTUX KOPraHOB-MULLIEHEN» —
noaXKenyaouHas enesa, aumdartnyeckume ysnbl, ne4eHb; He BepuouumnpoBaHHoe gudpdysHoe
nopaxkeHue XKT;

B) YMepeHHble TPaH3UTOpHbIe runep-lgG-emua u 303MHOGUANSA;

2) XapaKTepHbi gnA paHHero aeTckoro aebirora IgG4-RD cumnTomoKoMNAeKe: IMXOpaaKa,
BTOpuyHOoe anddysHoe nopaxkeHue KKT c guapeen, aHemusa, CTOMKUNA NEAKOLUTOS,
nmmdaaeHonaTua

NccnedosaHue O.A.Bopobbesoli



ccnegosanue 18G4

* MaTepuan: CbIBOPOTKA
* 1gG4-9,950 A r/n (Hopma=< 2,010)



ACG CASE REPORTS JOURNAL

Autoimmune Pancreatitis and lgG4 Related Disease in Three
Children Case Report
sy @ P Severe IgG4-Related Disease in a Young Child:
A Diaguosis Challenge

Susana Corujeira,' Catarina Ferraz,” Teresa Nunes,” Elsa Fonseca,’ and Luisa Guedes Vaz®

* IgG4-accoummpoBaHHasa 6one3Hb — cucTtemMHoe 3aboneBaHMe C NOParKeHNeEM
NOAMKENYA04YHOMN XKesie3bl, BHYTPUOPIOLWHbIX IMMPOY3N0B, KULLEYHNKA, MOHEK U
APYyrMx opraHos

*  WNHPUnbTPaLMA NNA3ZMATUYECKUMUN KNETKAMU, Npoayumpyowmmm lgG4.
BTopunuHble pubposunpyroLimMe NpoLecchl.

* OtaenbHble coobuweHna 06 sapPeKTUBHOCTM CTEPONAOB N MMMYHOCYNPECCUBHbIX
npenapaTos.



Int J Clin Exp Pathol 2014.7(9):6379-6385
www.ijcep.com /ISSN:1936-2625/1JCEPO001548

Review Article
IgG4-related renal disease: clinical and pathological
characteristics

Naoto Kuroda®, Tomoya Nao?, Hideo Fukuhara?, Takashi Karashima?, Keiji Inoue?, Yoshinori Taniguchi®, Mai
Takeuchi?, Yoh Zen?, Yasuharu Sato™®, Kenji Notohara’, Tadashi Yoshino®

* [lopaxeHune noyek B BUAE TybynonHTEPCTULVAAbLHOIO HedpuTa
* Bo03MOKHO coyeTaHMe c MembpaHO3HOM HedponaTHen
* Onucan cayyant HacnoeHus Ha BONYaHOUYHbIN HedpUT

*  Mbl He BCTPETWU/IM ONUCAHKIA MOYEYHOTO NOpaXKeHUA y AeTe.



NauneHT C.1O., 4 roaa

B cepeaunHe sHBapa 2016 roaa pebeHok nepeHec OPU, nonyvyan aHTMOUMOTUKK, MHDY3NOHHYIO TEpPanuio
(du3 p-p, p-p rNOKO3bI) C NONOKUTENBHON AMHAMUKON. [TepBoro ¢pespana TemnepaTypa Tena
nosbicMnack Ao bebpunbHbIX UMdP, NOABUANCDE MPU3HAKU MHTOKCMKALMKY, NAaCTO3HOCTb HUMHUX
KOHEYHOCTEMN, NeTeXNasibHaA CbiNb HA HUAKHMUX KOHEYHOCTAX M YIWHbIX paKoBUHaX. JunarHocTuposaH
rounn HIN1 swine. B cbiBopoTKe Kposu oT 02.02.: KpeaTUHUH 268 MKMob/n, moveBMHa 23,8 mMmoab/n,
MoYeBan K-Ta 988 mkmosib/n. Y3 noYeK: NoYKKM yBesInYeHbl B pasmepe, USMEHEHUS NapeHXUMbI,
B3BECb B MPOCBETE MOYEBOI0 Ny3bipa. Y3U opr OproWHOM NONOCTU: YBENYEHBI NeYeHb U CeNie3eHKa, B
H6ptoLWHOM NoN0CTM HebonblLOe KoNn4ecTBo cBOHBOAHOM XKNAKOCTU. Haxoamnca B peaHMMauMoHHOM
otaeneHuun. NMonyvyan MHOY3NOHHYIO TEPANUIO IHOKO30-CONEBLIMU P-pPaMm, aHTUOMOTUKIK. BbinncaH
24.02. c yny4qweHuem. B obu, aH moum ot 02.03. - nemkouuntypma. 28.03. BHOBb NoAbeM TeMNepaTypbl
1o debpunbHbix undp, cnaboctb. CbiIBOPOTOYHLI KpeaTUHMH 238 MKMOJ/Ib//1, MouyeBMHa 29,5 mmonb/n.
Mpn obcnenoBaHnM B anpesne BbiABAEHA ANCHYHKLUMA UMMYHHOW CUCTEMbI KOMOUHUPOBAHHOIO TUNA
(HenTpodUNbHbBIN NenKkouuTo3, NimdoneHua, Hapywenne T KneTodHon anddepeHUNPOBKM CO
CHUXeHMeM abCONOTHOM KOHUEHTPaUMmn Bcex nonyaaumn T-numeoumToB, rTMNOMMMYHOTNobyanHemms
A,M).



B 06, aH KpoBu Hebonbluasa aHemus, nosblweHne COD. CbiIBOPOTOUHbIN KpeaTUHUH 468,5 MKMOAb/ A,
MoyeBUuHa 24,72 mmonb/n, moyesas K-1a 1538 mkmorsib/si, CPB 69 mr/n. B aH moun ot 12.04: 6enok
0,099 r/n, nenKounTbI CNAOLWb B M/3p, 3HAYMUTEIbHOE KOJ1-BO KPMUCTann0B moyeBon K-Tbl. P-ANCA, c-
ANCA ot 18.04. - oTpuu. lMpoBeaeHa NYHKLUMUA KOCTHOIO Mo3ra. [NpOKOHCYNbTUPOBAH reMaTO/1I0rOM:
AaHHbIX 33 AebkT remobnacrtosa HeT. KomnbloTepHasa ToMmorpamma opraHoB rpyaHon nonocty ot 15.04.:
KT npu3HaKoB NAaTONOrMM OPraHoOB rPyAHOMN KNETKM He BbiABAEeHO. KoMNbloTeEPHAA TOMorpamma
ronoBHOro mo3sra ot 16.04.: KT-npn3HakoB 04aroBow NaTo/iorMn ro/IOBHOFO MO3ra He BbIABNEHO.
HayanbHaa BHYTpeHHAA ruapouedanna n HepesKoe paclinpeHme HapyKHbIX TMKBOPHbIX MPOCTPAHCTB.
B/B BBOAW/ICA NNAa3MaAUT, NeHTarnobuH, MeaoBup, Noay4an aHTUOUOTUKN, KETOCTEPUA + OrpaHuYeHKe
6enka ao 0,5 r/kr/cyT, a3Hananpun, annonypuHo. YpoBeHb CbIBOPOTOYHOMO KpeaTuHMUHa cHM3uAca a0 90
MKMO/b/N. B Mae KpeaTnHMH 299 mkmonb/n. B aBr-ceHT obcneposancs 8 PAKB. B 06w, aH mouu - 6enok
0,1r/n, 9p oo 25 B n/3p. B 06w, aH Kposn He 126 r/n, CO3 13 mm/uyac. B cbiIBOPOTKE KPOBU: KPeaTUHUH
66 MKMO/b/N, moyeBuHa 10,3 mmonb/n, mo4vesasi K-t1a 505 mkmonb/n. Mocsie oTMeHbl KeTocTepuna,
aNNonNypuHoOAa M Havyana tepanum aumedpochoHOM, OTMEYEHO YXYALLEHNE CaMOYyBCTBUA pebeHKa u
POCT CbIBOPOTOYHOIO KpeatuHuHa Ao 175 mkmonb/n. Bbina Bo30bHoBNEHA NPEXHAS Tepanua. YPoBeHb
KpeaTUHMHA CHU3NACA A0 75 MKMOb/N. YunTbiBas AaHHble, CBUAETENbCTBYIOLLME B NOMb3Y Tybyno-
NHTEpPCTULMANbHOTO HedpuTa, B OKTAOPpe Gbla HavaTa Tepanua NPeaHN30A0HOM B A03e 1 Mi/Kr.



[Iporennypus /i
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ChIB.aJIbOYMHUH I/J1 36
Hb 140 r/n
ChbIB.KpeaTHHUH MKMOJIB/JI I S
MoueBasi K-Ta MKMOJIb/JT 500 588
Metunpen 16 mr
Annonyprusoia 50 mr 10 mr 20 mr
dommeBas k-ta 0.5 Mr
Mansrodep 100 mr
10.2016 11.2016
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[MpoBegeHbl oKpacku: -3, LUNK-peakuua, Tpuxpom no MaccoHy.

B npenapate 3 kKnyboukKa, . [lpoandepatmsHbix U3IMEHEHUI HEeT. CTEHKN KanUANAPHbIX
neTesib He YTO/LWEHbI, OAHOKOHTYPHbIE.

AndPy3HO-04aroBbIN CKNEPO3 UHTEPCTULMA N aTPODUA KaHAbLEB, PAaCNPOCTPAHEHHOCTb
KOTOPbIX HEBO3MOHO OLLEHUTb WU3-33 NNOTHON ANPPY3HOM NMONUMOPEPHON
NHPUABTPALNM, 3aHMMAIOLLLEN BONbLLYIO YAaCTb KOPKOBOTO €/1051. COXpaHHble KaHa/bLibl
pPasaBUHYTbI MHTEPCTULWANbHBIM MHOWALTPaTOM be3 aBnenmin Tybyanta. B 30Hax
Hanbonee NAOTHON MHOUNBTPALMN COXPaHHbIE KaHa/bLibl OTCYTCTBYHOT.

ApTepun n apTepmonbl — b6e3 occobeHHOCTEN.

NmmyHodpntoopecueHuma (b 64610-17):
|G — HeT

IgA — HeT

IgM — HeT

Clqg—Hert

C3 —Her

Kappa — HeT

Lambda — HeT

PnbpuHoreH — HeT

3akntoueHune: Mopdonornyeckasa KaptMHa Hanbonee xapakTepHa ANS NOParKeHMa noyex
B pamkax inmeononndepatusHoro 3abosieBaHmA, ogHaKo A1A BepupMKaumm AMarHo3a
NMMGOMbI HECBX0AMMO UMMYHOITMCTOXMMMYECKOE UCCeJoBaHMe.

NccnedosaHue E.C.Cmonsapesuy



DN1EeKTPOHHAA MUKPOCKOMUA

Ha nonyTtoHKux cpesax 3 knyboyKka. Knybouku nmetot obblMHOE CTpOeHue,
33 UCKJIl0YEHUEM cnabon rmnepkaeToyHocTu. Tybono-mHTepcTuumnm
NPAKTUYECKM NOHOCTHIC 3aMeELLLEeH NAOTHLIM MHPUABTPATOM U3 A0BOJIbHO
KPYMHbIX KNETOK IMMPONAHOro paaa.

[MpW 3NEKTPOHHON MUKPOCKONUM B KNYDOUYKax TONLLMHA U YIbTPACTPYKTYpPA
6a3anbHbIX MeMBpaH KanuaiapoB COOTBETCTBYIOT Hopme. [leno3uTbl He
obHapyxeHbl. Masible OTPOCTKM NOAOLMTOB B OCHOBHOM COXPaHHbI,
NMEKTCH 04arm Ux pacnnactbiBaHnA. B MHTEPCTULMM NNOTHbIE
NHOUNBTPATbI U3 KPYMHbIX AIMMPOUAHBIX KNETOK C MPU3HAKaMU
He3PeIoCTU - A0BO/IbHO LUMPOKOU LMTOMNA3MOMN C OPraHenNamm,
KPpYyNHbiMuM sapamu. CKOTMIEHWUA TaKMX XKe KJIeTOK B NpOCBeTe
nepuTybyNaApHbIX Kanuaisapos.

B knyboukax 6e3 natonormn. MHOUAbTPALUA UHTEPCTULMA HE3PENbIMMU
NMMMPONAHBIMY INEMEHTAMM, OHU }KE - MPAKTUYECKN BO BCEX
nepuTyobynspHbIX Kanuanapax.



BhacTHble KAETKK B cocyae MHTepcTuuma




Mpn AONONHUTENBHOM MMMYHOTUCTOXMMUYECKOM NUCCAEA0BaAHNM
noyeyHom TKauu (npod. KoHosanos, PHKL ATOU um. Imntpunsa
PoraueBa) obHapy¥eHbl Nnpu3Hakm T-numdobnactHom nMmdombl).

PebeHok nepeseaeH 8 PHKL AMTOU um. Amutpusa Porayesa,
[Monyynn 5 Kypcos xumunoTepanuu, nepeHec cencruc. PyHKUUM NoYeK
BOCCTAHOBMANCb HEMONHOCTLIO. pogonkKaetca HabatogeHme.



Tunbi noBpexaeHua nodyek npm ammepomax (Cohen,
2010)

Tun nospexaeHuna YHacTtoTa KanHunyeckne npoasneHuA
NlTumpomaTtosHad 34% numoom (13% YacTto 6eccmmnToMHO,
NHPUNBTPaLUA Hodgkin’s ) no aytoncnam  BO3MOKHbI — NOYeYHas
HeA0CTaTOYHOCTb, 60/b B
NOACHULE
bBone3Hn muH.nameHenuin  0.4% npwu Hodgkin’s; HedpoTnueckun cuHapom,
PeaKo ripu nHoraa ¢ O
HE XOAMKUHCKUX
MOHOKNOHabHbIe UTr- peaKo [poTenHypmna, noyevHan
AEeno3unTbl HeAO0CTaTOYHOCTb
Amunnongos peaKo HedpoTnyeckuin cuHapom
+/-noyeyHasn
HEeAO0CTaTOYHOCTL
MMMyHOTaKTOMAHAA peako BblparkeHHasA
HedponaTua npoTenHypusa/noy.Hegocrtat
OYHOCTb
MembpaHo3Has peaKo [lpoTenHypuna, noye4Hasn

rnmomepynonaTtumna HeAJOCTaTO4YHOCTb



TepaneBTUYECKMe NPOTOKO/ibl

* LUnknodpochamua, BAHKPUCTUH, aapUamMmmnumnH,
NEeKCaMEeTa30H.

* BblcOKMe N03bi MeTOTpeKcaTa U umuTapabuH

* [leracnapasa, UHTIMOUTOPbLI KMHA3 (MMaTUHKO)



TybynounHrepcTmumansHbi HEPPUT KaK OH ecTb

Bceraa c HapyweHnem dyHKUmm (| CKO)
HedpoTnueckum cMHAPOM U MaKpOremaTypma HeXapaKTepPHbI

Buoncus NoYkM y Aeten noKasaHa NPaKTUYECKU BO BCEX
cny4danx

[pu ycTpaHEeHNM 3TMoNorn4yeckoro pakTopa BO3MOMKHO
CNOHTAHHOE BOCCTaHOBAEHUE DYHKLUM NOYEK

PaHHee Ha3HavyeHue nNpeaHMn30/10Ha NPU NAUONATUHECKOM,
NNeKapCTBEHHOM M NOCTUHPeKunoHHom TUH

[pn BTOpUYHOM XapaKTtepe TWiH — neyeHmne OCHOBHOIO
3abonesaHua



