AOETCKAA TACTPOSHTEPOJIOIUA:
AOCTUXKEHUA, MPOBNNIEMbI U
MEPCMNEKTUBDI

npod. A.C. Notanos
HayuyHbi LeHTp 340pOBbA AeTEN
MuH3gpaBa Poccuu



®r6Y «HAYYHbIU LEHTP 310POBbA AETEN»
MWH34PABA POCCUU

avpektop HU3A
akagemuk PAH,
bapaHoB AneKkcaHap AneKcaHApPoOBUY




B 1961 r. Ha 6a3e KAUHUKHK
CTapLiero AeTCKoro
BOo3pacTa 6bina co3gaHa
racTpo3HTEepONOrmyecKas
rpynna, Kotopyto
BO3r/1aBU/1Ia K.M.H.
N1.B.Mucrosa.

B cocrtas rpynnbl BXOAWAU
TaKXe B.B.lLUenanuHa u
J1.A.PbI}KKoBa

c1984r. - A.C.MNoTtanos




M.A. CTYAEHUKUH

| AABAPAHOB |

e JlOKTOpPCKaA gucceprayumsa

* 8 1966 roay 6bina 3awmuieHa

AOKTOPCKaA amucceprauma Ha Temy
«0OcobeHHOCTM 60one3HeN KeNnYHbIX
nyTen y AeTen U TAKTUKA UX
NneyeHmna»

* NpeAcTaB/ieHa CTPYKTYpPa U 4acToTa
BCTpeyaemocTu 6onesHen KenuHbix
nyTeu y getem pasandHoOro
BO3pacTa;

* pa3paboTtaHa pabouan
Knaccudpukauma 6onesHein
YKeNYHbIX NyTeun y aerteu;

* BbifiB/IeHbl MPUYUHDI
BO3HUKHOBEHUA 3aboneBaHna u
ob60oCcTpeHnit Npr nX XpOHUYECKOM
TeyeHuu;

* pa3paboTaHbl MeToabl ANArHOCTUKM
WU NPUHLUUNbI Tepanuu 6onesHeun
YKeNIYHbIX NyTeun y geteu

«ANnaemumonorua v
OpraHM3auUOHHbIe NPUHLUNDI
neyeHUA HenHPeKUNOHHDbIX
3abonesaHut OpraHoOB NULLEBAPEHUA
y AeTen» - nepBoe B OTe4eCTBEHHOMN
neaMaTpmMmM KOMnaeKcHoe
aNnaeMmuonornyeckoe uccnepoBaHme
HeMHPEKLUNOHHOMN NaTO/I0TUM
OpPraHoB NULLEeBapeHus.

Akagemuk PAH A.A. bapaHoB — 0gUH
U3 OCHOBOMO/IO}KHUKOB
COBpeMeHHOMW OEeTCKOMU
racTPO3HTEPO/IOTUU, NEeAUaTPUUYECKOMU
3KONaTo/10rumn, PyHAaMEHTa/IbHbIX
nccneaoBaHUM No HecneundpuyecKou
PEe3nUCTEeHTHOCTU pebeHKa,
CO34,aBLUMNIA HAYYHYIO LUKONY
npodunakTuueckom neamaTpum.



NMULLEBOA BAPPETTA

LUnunnHapuyeckaa metannasma
aNuTeNna Nnuwesoda 1toboun
NPOTAXKEHHOCTU, BO3HUKAIOLLAA B
pe3y/ibTaTe nospeXxaatouero
BO34EeNCTBUA pedatoKTaTa Ha
CAn3NCTyo 060/104KY NULLLEBOAA
npu OPb




ONEPATUBHOE JIEMEHUE TACTPO330PATEA/IbHOW PE®IIOKCHOM BONE3HU Y AETEU NPU
NOoMOoLLU BHYTPUNPOCBETHOINO MHCTPYMEHTA/IbHO-CLLUMBAIOLLEFO
KOMMNIEKCA-HACAIKU K TACTPOCKOMNAM ESOFIX




CoBpemeHHas racTpoayoaeHoCcKonua
(HU3d M3 P®)

NBI cuctema OCBELLEHNSA CNU3UCTOM
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TACTPO330PATEA/IbHAA PEO/IFOKCHAA BOJIE3Hb U
BPOHXUAJ/IbHAA ACTMA

Y OETEMN C BPOHXWANbHOWM ACTMOW B
47,5% CNYYAEB BbIABIAKOTCA

dCTma

N e ¥ [OPb +
% “BpokxuansHan  HAPYLLIEHWUA MOTOPHO-3BAKYATOPHOM
®GYHKUWNWN BEPXHEIO OTAENA
KENYOOHYHO-KMNLWEYHOTO TPAKTA.
ACTMAY 3TUX NAUMEHTOB UMEET
[M/10XO KOHTPOJ/IMPYEMOE VTN
HEKOHTPOJINPYEMOE TEHEHUE.




METOAbl ®PUSUOTEPAINUU B TACTPOIHTEPOJIOTUN

B paboTax, BbINONHEHHbIX B cOTpyaHU4YecTBe ¢ HUU \
dunsmnoTepanum n KypopTonoruu, 6oin AoKasaH adpdekT
coyeTtaHHoro Bo3aenctena CMT m Y3 npu ractpoayogeHnTax y
AEeTeN B BUAE YNyULEHUA MUKPOLUMPKYIALUKN, CHUNKEHUA
NMMMPO-NNasMoLNTaPHON MHPUNBTPALUM, YMEHbLUEHMA
ANCTPOPUYECKMX UBMEHEHUN CAU3UCTOM 0D0I0UKN, A TaKKe
HOPMANN3aLUM MOTOPHO-3BAKYATOPHbIX HAPYLLIEHUN
ractTpogyoaeHanbHol 30HbI (O.B.BykaHoBMY, M.A.XaH,
N1.B.Yuctosa, A.C.MNoTanos).

@spaGOTaHa M Hay4yHO 06OCHOBAHA MEeToAMKa NPoBeAEHUA \
MHPpaKpacHoOM nasepoTepanmm B KOMMNAEKCHOM Ie4eHNN
XPOHMYECKOWN NAaTONOTNM BEPXHETO OTAE/NA XKeNnyao4HOo-
KMLLEYHOro TpaKTa y AeTel, NP MCNOIb30BaHUM KOTOPOM
HabntogaeTca. ynydweHme TPOPUKM NOparKeEHHOM TKAHM,
ycuneHue npoandepaumm snutennanbHOM BbICTUIKH,
¢nbpo3mrpoBaHMe CAN3NUCTON 0H6ON0UKM KeNyaouHO-
KMLUEYHOrO TPaKTa, YTO NPMUBOAUT K YCKOPEHWUIO CPOKOB
penapaummn 3po3nBHO-A3BeHHbIX gedekToB. (A.C.MoTanos,
M.A.CtyaeHukunH, KO.I Anekceesckux, N.®.TuH, P.N.Hapuuccos,
r.®.CemeHoBa).




ECTECTBEHHOE TEYEHUE HBV UHOEKL NN

65%

ACMMNTOMATUYECKAA
CYBK/TMHUYECKAA
MHOEKLUUA

50%

COCTOAHMUE
HEAKTUBHOIO
HOCUTE/IbCTBA

MEPBUYHASA
HBV MHOEKL UM
35%

P <1%  oYNbMUHAHTHbI
OCTPbIi FENATUT B

FrENATUT
90-95% - mnapeH4yecTso
25% - peTcKkunia Bo3pact
<5% - B3pocable
XPOHUYECKWUI TENATUT B
20-30% 30%

LUUPPO3 MNEYEHU

FEENATOLUENNIONAPHAA 2% B rog,
KAPUMHOMA



ANTOPUTM ANATHOCTUKU U NEYEHUA OETEN
C XPOHUYECKHUM FENATUTOM B

OETU C XPOHUYECKUM TEMATUTOM B

v

HopmanbHbIi

v

Yctonymsoe

lCLeKOMI'IeHCMF)OBaHHOG

yposeHb A/IT nosblweHne AT 3abonesaHue neyenu
I I
v v v v
HBeAg+ HBeAg- HBeAg+ HBeAg-
l l 1 |
v v v
HBV DNA HBV DNA HBV DNA HBV DNA HBV DNA
>20,000 ME/mn <20,000 ME/mn >20,000 ME/mn <20,000 ME/mn >20,000 ME/mn
\ 4 v v v \
daza daza NcKntounTb HBeAg-HeraTuBHbIN
. HeakTnsHoe o o
MMMYHONOTUYECKOM MMMYHOI0TMYECKOM apyrue XPOHUYECKUM
TONIePaHTHOCTH HOCUTENIBCTBO AKTUBHOCTM 3aboneBaHuA renaTtut
P BMONCKUA NEYEHN <
|
v v
HeBblparkeHHoe YMepeHHoe 1 Taxenoe
BocnaneHune/punbpos (Ishak 1/2) BocnaneHune/punbpos (Ishak 3/6)
v HeT - f L
JanbHelwee ! CemenHbIN aHamHes3 Aa i Tepanus
HabaogeHMe 18 no UK ' P
A \ 4
IFN-a
fa ¥
YBO
Tenofovir HeT

(nnu entecavir 216)

BospacTt 212 net |«

vV

| I armivmidina?

L—l RA>snAarr #19 nar L—

AHanoru HYKneo3nagos

A




CXEMA YBE/IUMEHUA ®PUBPO3UPOBAHUA B NEYEHU MNMPU
XPOHWUYECKOM TENATUTE

* A - pacwmpeHue
NMOPTa/IbHbIX TPAKTOB

e BuC-centanbHbin
dunbpos

e D - nonHas

LMppOTHUYECKan
nepecTponKa




MOHUTOPUHT BUPYCOTOTNMYECKOTO OTBETA NPU UCNOJZIb3OBAHUU
PA3/IN4HbIX CXEM TEPANMUUN XPOHUYECKOIO FTENATUTACY AETEU

% PEROMBMHAHTHBIA MHTEPOEPOH ANbDA-2a

8 PEHOMBMHAHTHBIA MHTEPDEPOH ANbDA-2a U
PEKOMBWHAHTHBIA MHTEPNEWKKMH-2

= NEFMAUMPOBAHHLIR MHTEPGEPOH ANbDA-2b W
PUBABMPKH

nep

l:l"iﬁn 10% 20% 3!2;'95 M';ﬁﬁ EE.H'G 60% 70% 80 S0 100%
feHotun 1 HCV lfeHoTun 2/3 HCV

(+]

36% 40%




YYEC(TENTEMBHOCTh

BIMNEPBbLIE B MEOAUATPUU YCTAHOBJ/IEHDBI MPEAUKTOPDI
NMONOXUTE/IbHOIO OTBETA HA UHTEP®EPOHOTEPANMUIO
XPOHWUYECKOTO FEMNATUTA C Y AETEW

NMporHo3upoBaHue 3PpPeKTUBHOCTU

NMporHo3upoBaHue 3pPeKTUBHOCTU KombuHuposaHHou Tepanuu peglFNa-2b u
KoMmbuHuposaHHoM Tepanum peglFNa-2b u pnbaBupuHOMm B 3aBUCMMOCTU OT YPOBHSA
pnbaBupuHOM B 3aBUCMMOCTM OT BO3pacTa, abconoTHOro yncna HenTpodpmunos Kposu (B
Mmaccbl Tena, pocrta, yposHA IFN cbiBOpOTKM. MKJ/1) HA MOMEHT Haya/ia Tepanuu.

Pe3synbratbl ROC-aHanusa Pe3synbratbl ROC-aHanusa.
I{DEIEL]E Roo K]]I-IE-HG ROC
10
FETOTIETE KR Im i
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Mazzareie
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=
-
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1 - Cremprdierasioc s 1 - Comgpnlmaane ik

I.B.BonbiHey, T.A.CKBOpLOBa



OETN C XPOHUYECKNM FEMNATUTOM C

AJITOPUTM NOABEOPA UHAUBUAYA/IN3UPOBAHHOM
TEPANWUU XPOHUYECKOIO FENATUTA CY AETEN

-iFO-Fl no Metavir}—

-i F2 no Metavir

-;FS-F4 no Metavir)—

—‘ rIFNa-2a u rll-2

peglFNo-2b +
prnbaBvpuH

rIFNa-2a u rll-2

CTABUNbHbIA BUPYCONOTMMYECKUA

TEMATOTPOIMHASA
=  03roja  — TEPAMIS
JocTvkeHne NpeavkTopos
m 4-6 net — ENATOTRONHASA OTC!;SL%,’?;&?H@CH” MONOKNTENBHOMO = rIFNo-2au rll-2
BMPYCOM0OrM4ecKoro oTeeTa
FeHOTUN 1 HCV s p;?/.laigﬁbzmb;
1 [ocTvXeHve NpeavKTopoB
= CcTaplue 6 1eT = P PoAr MONOXUTENLHOMO peglFNo-2b +
| BMPYCO0rM4ecKoro oTeeta I S R R S R R pMﬁaBVIpVIH
[eHoTnn 2/3 HCV
“““““““ riFNa-2a v rll-2
FEMATOTPOTHAS
FO-F2 no Desmet s TEPANUS
BNOTCNA
= 03rog;a = [Euern
F3-F4 no Desmet === rIFNa-2au rll-2
,D,OCTVI)K&HM& npeankTopoB
FO-F2 no Desmet == rEn_ArEgXﬁal;HAﬂ MOMOXKMTEIbHOIO
BUPYCOOMMYECKOro oTeeTa
p— 4-6 net | BILI/IISHHE%VII/IQ riIFNa-2au rll-2
; eHotun 1 HCV
peglFNa-2b +
F3-F4 no Desmet PuGaBMpUH
MeHoTn 2/3 HCV === rIFNa-2aurll-2
JocTuxXeHWe NpeanKTopoB
FO-F2 no Desmet rEn{?Eg,IﬁagHAﬂ MONOXKNTENILHOTO
BMNOMNCcma BMPYCO/I0rM4ecKoro oTeeta
—  CTAPLLE 6 NIET == MEYEHN e
—d PEgIFNa-
F3-F4 no Desmet pUBABMPIH
e 0-3roga = rIFNa-2aunrll-2
peglFNa-2b +
= [eHOTUN 1 HCV == pGaBIpHIH
- 4-6 net =
— TeHoT/N 2/3HCV == rIFNa-2a v ril-2 OTBET NOJIYMEH BOJIEE HEM
(o)
— [eHoTVN 1 HCV ===  PEgIFN0-2b + B 83/) C/NTIYYAEB
pubaBnpuH
= CTapLue 6 net =
= ["eHOTVN 2/3 HCV === rIFNa-2aun rll-2

I.B.BonbiHey, T.A.CKBOpLOBa




70%

60%

50%

40%

30%

20%

10%

0%

AYTOMMMYHHbIWU FENATUT.

Bbnoxmmunueckme nokasartenm B
peblote 3abonesBaHun

| 57% 58%

60%

43% 43%

40%

34%
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20%
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T T 1
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45%
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45%

YpoBeHb IgG cbIBOPOTKM KPOBU

I

40%

39%

35% -
30% -
25%

24%

20%

15%
10% -
5%

0%

27%
] I
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AYTOUMMYHHDbI TrENATUT. WHAEKC KHOAENS

% :
AYTOaHTUTENA U UHAEKC ey o928 41%

rMCTONOrMYeCKOM aKTUBHOCTU 35% -
30%

25% -

YACTOTA BbIABJIEHNA AYTOAHTUTEN 20%

15% - T -
ANA 59% 10% -
5%
0% . . .
ASMA MWH HW3KAS YMEPEH BbICOKAA 0
Desmet (BAJ1/1bl) 4
50% §
p-ANCA S
40% b
g
AMA 30% Ig
N
20% =
LKM-1 10%
' 0% -

0% 20% 40% 60% 80% 1 5 2 i



ANATHOCTUKA TMKOTEHOBBIX BONE3HEWU, TUN 1-15 METO40M
CEKBEHUPOBAHUA HOBOIO NMNOKOJIEHUA (NGS)

[
Pa3paboTaHa AMarHOCTMKA MUKOreHoBbIX 6bone3Hen, Tun 1-15, ocHoBaHHaA Ha aHaNM3e reHoB

GYS1, GYS2, G6PC, SLC37A4, LAMP2, AGL, GBE1, PYGM, PYGL, PFKM, PHKA1,

PHKAZ2,PHKB,PHKG2, PGAM_2, LDHA, LDHB, ENO3, GYG1, ALDOA u PGM1 metoaom

s

-

CeKBEHMPOBAaHUA HOBOIO NOKOIEHUA )
B 2016 roay B NMAOTHbIN NPOEKT NIAHUPYETCA BKAKOUMTb 48 AeTen, HaXOAALLMXCA Ha
rocnutanmsauum 8 ProHY HU3/ ¢ KAIMHUYECKMMM NPOABAEHUSAMU [JIMKOTEHOBbLIX bone3Hewn,

T™mn 1-15




ANATHOCTUKA PEAKUX HACNEACTBEHHbIX 3AB0/IEBAHUM
METOA0OM NMNPAMOIO ABTOMATUYECKOIO CEKBEHUPOBAHUA

B IABOPATOPUWN MOJIEKYNAPHOU FrEHETUKW N KNETOYHOW EMONOIMNU PA3PABOTAHA
AUATHOCTUKA BOJIEE 200 HAC/IEACTBEHHbIX 3AEO/IEBAHUI, B TOM YUC/IE U TAKUX
3ABOJIEBAHWIA, BCTPEYAIOLLMXCA B OTAE/IEHUU TACTPOIHTEPO/IOTUN, KAK:

HeA0CTaToYHOCTb anbda-1-aHTUTPUNCUHA,
deHoTMNMYECKaA auapen, TN 5, ¥
rnuKkoreHosaa 6onesHb, TMN 1-6,

bone3Hb BunbcoHa,

cuHgpom Hunobepa,

BHYTPUNEUYEHOUYHbIN Xonecras, Tunbl 1, 2, 3,
6onesHb HummaHa-Muka, TMN A, b,

6one3Hb BoabmaHa,

6onesHb lowe,

TUPO3UHEMMUSA,

OPHUTUHTPAHCKapbomMmmnasbl HEJOCTAaTOUHOCTD,
HeAO0CTaTOYHOCTb apruHasbl,

e 60ne3Hb "KNeHoBOro cmpona" moum
) iy

BbIAIBJIEHA 121 NATOTEHHAA MYTALUMUA, 3HAYMMAA A1 PASBUTUA STUX 3AEOJIEBAHUI

\, J
- N
[ANA NPEAOTBPALLEHUA MOBTOPHbIX C/IYYAEB HAC/IEACTBEHHBIX BONE3HEA B CEMbAX C OTATOWEHHOA |
HACNEACTBEHHOCTbIO MPOBOAUTCA MOJIEKYNAPHO-TEHETUYECKAA AUATHOCTUKA POOUTE/NEN U BIN3KUX
POACTBEHHMKOB EO/IbHbIX MALMEHTOB, YTO MOET CYUTATbCA CEPbE3HBIM MPO®UIAKTUYECKUM

CPEACTBOM B BOPbBE C HACIEACTBEHHbIMW 3ABO/IEBAHUAMMW. )
.




ANATHOCTUKA BOJIE3SHU BUJIbCOHA

LLEPY/IONA3MMWH CHUMXEeHune

JKCKpeuusa meam ¢ MO4oU

MeHee 20 mr/an

Hopma 0o 50 mkz/cym
noBblleHne

JKCKpeuuns meam ¢ Mo4oun
Ha ¢oHe -neHnumnnammHa

noBbilWeHne

OdTanbmonorn4yeckmm
OCMOTP

Meab B nevyeHwU

[eH ATP/B

Lenesasa NamMmna
Hopma 0o 50 mKe/2

NnoBbilleHne

MyTaLUn

Hopma 0o 600-800 mke/cym

Bonee 100 mKr/cyT

bonee
1600 mKr/cyT

Konbua
Kansepa-dnenwepa

Bonee 250 mKr/r

rOMO3UTOTa
KOMMNayHAOreTepo3nroTa




OCOBEHHOCTU MOP®OIOMMYECKUX U3MEHEHWIA
NEYEHU (N=64)

UTA no Knodell (makc 18 6annos) Npeo6napanme

BocnanutenbHblie nameHeHUA otcyrcreosanu — 6(9,4% MWHWUMA/IbHOU 1
Yy )

MUHUManbHbI UTA (1-3 6anna) — 27 (42,2%) Hu3KOH
Huskwii UTA (4-8 6annos) — 24 (37,5%) BocnanutenbHom
YmepeHHbIn 1 Bbicoknin UTA (9-18 6annos) — 7(10,9%) aKTMBHOCTA
79,7%
'MC no Desmet (makc 4 6anna)
MuHuMmanbHbI Gnbpos — 13 (22,4%) BbIPayKEHHbIE
YmepeHHbIn — 19 (32,8%) ¢$unbpoTrueckmne npouecchbl
BbipakeHHbiit - 15 (27,3%) y 48,2% 6-x

Uuppo3 — 11 (20,9%)



3OPEKTUBHOCTb NATONEHETUYECKOWU TEPANUU TUPO3UHEMUMU

Maun 2011 mapt 2012 ceHTAb6pbL 2012 asrycrt 2013
20 Kr 36 Kr 46 Kr 56 Kr

A®M 450...900 Hr/mn

- TnposuH < 500 mM/n
' ﬂ CYKUMHMNALETOH
0,02 MM/M KpeaTuHuHa

Bbipoc Ha 36 cm 3a 3
~ roga




NMPUHLUMUINDbI TEPATTUU TEMOXPOMATO3A

1. CHuKeHume 2. YpaneHue nonasLiero
apcopbuum Fe m]:> B OpraHuU3Mm enesa
neta
dneboTtommn
AHTaUMAbI
— Xenatopbl

D NI ¥esnesa

3. CumnTomaTUyecKana U natoreHeTu4YecKan Tepanuma

AHTUOKCUAOQHTHI

AHTUPUBpOTHUECKana TepanuA
HenueroHHbie (YOAXK u ap.)
[enaTonpoTeKkTOpbI



NOKA3AHUA K TPAHCNNIAHTALMM NEYEHW Y OAETEN

LN smupycHo
atmonorun; 2%

C-M ANaxKuns, TMPO3MHemus,
renatobnacroma; 5%

A i ] . GO,
c-m Kpurnepa-Hanspa | tuna; 5% LMChYHKUMS

TpaHcnnaHTaTta; 7%
c-m bagna Kunapn; 4% ™ rUK
Mncx; 6%

m c-m Kpurnepa-Haiiapa | Tuna

@ OnchyHKUMA TpaHcnaHTaTa
m c-m bagaa Kuapu
mMCX

m BununapHan atpesus

6-Hb BunbcoHa; 43%

wiivi'a'pl-i'aﬁ_i'lé_q_&l:.l-haéﬁa; 9% BununapHas atpesus; 65% m 6-Hb Kaponu

m 6-Hb balinepa

6-Hb balinepa; 13%

@ bunmnapHaa runonnasusa
6-b Kaponu; 1 @ 6-Hb BuabcoHa
B C-M ANnaxuns, TMpo3nHemus, renatobnacroma

@ LN BupycHoi aTnonormum

NEPBbLIE 2 TOAA U3HU

2-15 NNET

M BpoKAEHHbIE HapyLUeHUA
meTabonusma

M [Mpoune

16%

W M HepesekTabenbHble onyxonu

8% --3%-. neyeHu
M Lnppos neyeHu (noboi
3TUONIOTUK)

M MNpoune 3aboneBaHmn
i XonecTtatnyeckune

33601eBaHuS I XonecTtaTuyeckme 3aboneBaHun



YACTOTA ®OPMUPOBAHUA LN B UCXOAE
XPOHUYECKOIO BUPYCHOI'O r'ENATUTA

100%
90%
80%
70%
60%
50%
40%
30%
20%
10% 5%

0% -

M Lnppos mXr

74%

1%

XIB Xrb Xrc



PE3Y/1IbTATbI OTI1 NPU BONE3HUN BU/IbCOHA

Bpems npoLueaiee nocsie TpaHcnaaHTaumm, Mmecsi,

o 3aKOH4YeHHble Hab o aAeHNA

+ He3aKoH4YeHHble Ha6raeHUS

Brnoxmmmnyeckne nokasarenu o OTI Mocne OTI P
ANT, Ea/n 49,0 [34,0; 89,5] 26,5 [19,0; 44,0] <0,05
ACT, Eg/n 78,0[60,2; 145,0] 24,0 [18,0; 28,5] <0,05
T, En/n 59,5 [36,6; 101,5] 29,4 [27,0; 42,5] <0,05
ANbOYMUH, 1/n 26,0[22,4; 34,8] 42,2 [39,0; 45,0] <0,05
MNTn, % 50,0 [32,6; 56,3] 80,7 [75,5; 82,5] <0,05
FeMornobuH, r/n 107 [86,0; 124,0] 122,0 [115,0;126,5] <0,05
NelikounTtbl (x10%/n) 2,5[2,0; 3,9] 5,5[4,1; 5,8] <0,05
TpombouunTbl (x10%/n) 57,0 [42,0; 66,0] 167,0 [148,0; 179,0] <0,05
LiepynonnasmuH, mr/an 6,9[5,4; 9,8] 20 [15,0; 21,0 ] <0,05
091 ®——l—l HeBponormnyeckaa cumntomaTuKka — 4 geten
o [ 16 peteii
é 06| [NebtoT — 11,4%3,01 net
§ Zj : [narHocTuKa - 13,8+1,9 net
a i OTN —14,8%2,5 net
o 1-neTHAA BbIXKMBaemMoCTb— 95%
T m s as s 7r s s s 1zo D-J/IETHAA BblXKMBaemocTb— 80%




PASPABOTAHbI BAJ/1/IbHbIE CUCTEMDI
ONPEAENEHUA CTENEHUN HAPYLLUEHUA CTPYKTYPbI U
OYHKUWUU NEYEHU

ONPEAENEHA X 3HAYMMOCTb B ONPEAENEHUN NOKA3AHUU K
TPAHCNNAHTAUUU NEYEHU

[AunarHoctMyeckas 3HAUMMOCTb 6anNbHOM cUCTEMDbI
OLLeHKU CTeNeHU HapyLLeHUA CTPYKTYPbl NeYeHn u
Bblpa*KeHHOCTU NOPTANbHOM rMNEepPTEH3UN B
onpeaeneHUu NoKasaHUii K nposeaeHUo
TPaHcNNAHTauuu neyeHn y getent (ROC-aHanms).

[OwnarHocTnyeckaa 3HaUMMOCTb 6annbHOM cucTtembl
OLLEHKM cTeneHu HapylweHUa GYHKLMU NeYyeHU Npu
onpepgeneHnn NOKasaHU K NnposegeHuto
TpaHcNAaHTauum nedyeHun y geteir (ROC-aHanus).
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PA3SBUTUE NO/TMOPTAHHOIO NOPAXKEHUA HA MPUMEPE
AYTOUMMYHHOTIO TENATUTA (AUT)

FEMATOPEHAJ/IbHbIN,
FEMATONY/IbMOHA/IbHbIN
CUHAPOM

CEPAEYHO-
COCYAUCTBIE

HAPYLUEHWS
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LLUKNTMYECKUU XAPAKTEP 3AMOPOB Y OETEU

bonesHeHHan
nedexkauus
« | Bepablit» CcTyn

lNoBLilWeHHan Crtpax nepepg
peaGcoplbuwns Boabl nedekaunei

3apepxka cryna

NopasneHue nosbiBa
Ha aedexkauuio




OTAANEHHDIE PE3Y/1bTATbl IEHEHUA
XPOHUYECKUX 3ANOPOB

100-
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6e3 neyeHns noaaep>kmBaroLas
Tepanus
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MOP®OMETPUYECKAA XAPAKTEPUCTUKA C/IU3UCTOM
OB0/I0YKN TOHKOM KULLKK B 3ABUCMMOCTU OT CTPOTOCTU
COBNIOAEHUA BE3MMIOTEHOBOW AUETDI
MOKAS3ATE/Ib DETW, CTPOTO AETW, HE CTPOTO AETW, HE

COB/IIOJAIOLLMUE COB/IIOAAIOLLME COB/IIOOAIOLLME
BE3I/IIOTEHOBYIO | BE3MMIOTEHOBYIO | BE3MIIOTEHOBYIO

AUETY AVETY AOVETY

TONNLMHA COTK 519,9+17,6 517,0+14,8 516,7+20,5
(MKM)

BbICOTA BOPCUH 314,8+16,1 311,6+17,8 160,6+31,9
(MKM)

MYBUHA KPUNT 194,1+8,0 204,5+9,2 310,7+£28,2
(MKM)

OTHOLUEHWE 1,7+0,1 1,610,1 0,9+0,2
BOPCUHKA/KPUNTA

M3/ (%) 23,8+2,8 44,313,0 80,0+6,0

0O.B.[ly6ueHKo, B.K.TatoueHko, K.C.Jlapoao, U..MakcumoBa, E.A.PocnaBueBa,
H.A.ABepKuHa, A.C.lNotanos, T.2.boposuk, H0.A.J/IbicuKkos



BocnanutenbHblie 3abonesaHnA KMLLIEYHUKA
(B3K)

XPOHNYECKNE
peunanBupyoLme
nporpeccupytoLine
MMMYHHO-0OMocpeaoBaHHble 3a00/1eBaHNS
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Bone3Hb KpoHa A3BEHHbIN KONT




OJIUTENIbHOCTb BOJIE3HW 10 NOCTAHOBKU AUATHO3A
(QAHHbIE HL3A)

70% —

= HAK

60% - = BK
50% -
40% -
30% ~
20%
10% -
0% -

1-12 mec 1-3 ropa bonee 3-x

ner

OnntenbHocTb 601€3HM A0 NOCTAHOBKM AMArHo3a 3a pybexkom B
cpegHem 3 mecAaua

Ghione S et al. JCC 8(4):S399 - 2014



TOHKMU KnLevYHUK npu 6onesHn KpoHa
BugeoKancysibHaa SHAOCKONUA

A3BEHHbIE
AedeKTbl



COBEPLUEHCTBYHOTCA METOADbI
ANATHOCTUKU B3K

—I.ﬂ / =
AUC=0 T4T
N il Y,
YposeHb C-peakTMBHOro YposeHb dekanbHoro YPOBECHb remMaToNOMMYCCKMX
6enka. KRNGNPOTeKTHHE. noKazaTenci.
Peaynetatel ROC-anannia PesynbTaTtel ROC-aHanm3a.

Pesynbtatel ROC-ananmnia



KOH®OKANbHAA SHAOMUKPOCKONUA
CNU3UCTOU OBOZTOYKU
BHYTPEHHUX OPTAHOB

e NONYYUTD
MCTO/NONMNM4YECKUE
M3O0BPAXKEHUA BO

BPEMA

. 9HAOCKOMNUYECKOIO
HOBbIN METO/, WUCCNEAOBAHMSA,

BU3YA/IM3ALIMK, |* OUEHMTb COCTOSHME
’ MUTENUANIBHOIO

NO3BONAIOLLUNA: cnoAau
MWKPOCOCYAUCTOE
PYCNO CIN3UCTOM

OBOJ/I0YKMN.

\ /




COMOCTABNIEHUE KOH®OKANIbHOMN SHAOMUKPOCKOMUU
C MOPPONNONTMHYECKUMU NCCNEQOBAHUAMMU

BK BbicOKas
cTeneHb
aKTUBHOCTMU

bK cTagns
pemMumccum

YyBCTBUTENBHOCTL -97%, cneyndpnyHoCcTb — 63%

BeHeauktoBa M.M. n ap., 2014, aaHHbie HLU3
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3BonouUunAa B3rnaaos HA BONPOCbl AMATHOCTUKU U
NEYEHUA TACTPOIHTEPO/IOTMYECKOWU NATOIOTUUN Y AETEUN
WU NEPCNEKTUBbI UCCNEQOBAHUN

B 60-80-e roabl NpoLWoro BeKa * B cOOTBETCTBMU C HEA HA OCHOBAHUM COXPAHHOCTHU

XPOHNYECKMX 6one3Heln neyeHw, BblaenaAnnCbL ase d)Opl\ﬁbl: XPOHU4YeCKnu avKTMBHbIM
renatut U XpoHN4YeCKn1 nepCUCTUpyrowmn renaTtumr,

KOTOpble onpeaenanu tepaneBTUUYECKYIo TaKTUKY U
NPOrHos.

OCHOBaHHaA Ha
Mopdonormuecknx Kpurepusx.

BO rnasy bbinia nocrasseHa 3TMONOrMM 3aboneBaHnA U
C 90-x rog,08 20 BeKa NPUHATA CTaNun BbIAENATLCA XPOHUYECKME BUPYCHbIE renaTuThbl
B, C, 1, ayTOMMMYHHDbIU renaTtuT u apyrue, 4to
M3MEHW/I0 KAaYeCTBO U TAaKTUKY IeUeHUA.

Kl'IaCCVl(I)VI Kauuna XpoHN4YeCKunx
renatutos

* fle4yeHne XPOHUYECKUX BUPYCHbIX renaTUToB
NpPoBOAUTCA C UCNOZIb30BaHUEM PA3/IMYHbIX CXEM
cpE JTPCHb 06bIYHbIX U NEerMIUPOBaAHHbIX UHTEP(PEPOHOB U
epanee E e NoAXoAk AHaNoOroB HYKNeo3uAoB.,

* UMMYHOCYNnpecCuBHaA Tepanna npumeHaeTca To/ibKO
-~ NpUN ayTOUMMYHHbIX renaTtuTtax,




3BonouUunAa B3rnaaos HA BONPOCbl AMATHOCTUKU U
NEYEHUA TACTPOIHTEPO/IOTMYECKOWU NATOIOTUUN Y AETEUN

C cepeauHbl 1 00 KOHLUA
NPOLUZIOro BEeKa

C KOHUa NpoLwnoro BeKa

WU NEPCNEKTUBbI UCCNEQOBAHUN

* Mpu neyeHnn cpopMMUpPOBaHHDbIX LUPPO3OB NeYeHn ans
NpeaoTBPALLEHUA KPOBOTEYEHUIA U3 BAPUKO3HO
pacWMpeHHbIX BeH NULLEBOAA U KOPPEKLMN ABNEHUN
runepcnieHn3ma LWMpoOKoe NpumeHeHue Haxoauna
CNNEH3KTOMMA C HAJIOXKEHUEM CNIEHOPEHa/bHbIX U
KaBame3eHTepuabHbIX aHACTOMO30B.

7\/7

* [lpnobpenu pacnpocrpaHeHMe opToTONUYECKUE

i

TPAHCNNAHTaLUM NeYeHU, KOTOpPbie NPUBOAAT K U3/IRUEHUIO
paHee HeKypabenbHbIX 60/IbHbIX C aTpe3nei NeYeHOUHbIX

NPOTOKOB, LUPPO30OM NeyeHu B ucxoge 6one3Hn BunbcoHa,
anbda-1-aHTUTPUNCMHOBOM HEJ0CTaTOYHOCTU U A PYIUX.

e bonblloe 3HaYeHUe B ANArHOCTUKE NAaTO/IONNU XKenyaka u
)Kel'l‘-leBbI,qel'IMTeanOﬁ CNcTtembl 3aHMMaNun
peHTreHonornyeckne metoagbl uccaegosaHuaA.

B



3BonouUunAa B3rnaaos HA BONPOCbl AMATHOCTUKU U
NEYEHUA TACTPOIHTEPO/IOTMYECKOU NATOIOTUUN Y JETEN
WU NEPCNEKTUBbI UCCNEQOBAHUN

* LUMPOKOE pacnpocTpaHeHue NoAy4Yuau MmeToabl
Y/IbTPa3BYKOBOI ANArHOCTUKU, KOTOpaa N03BO/IMAA
pacMPUTb BO3MOXKHOCTU B AMArHOCTUKE

80-x roaos 20 BeKa $YHKLUMWOHANbHbIX HAPYLLEHUI1 OPraHoB
nULieBapeHus, COCTOAHUA KPOBOTOKa NO COCyAam,
BbifIB/1IeHUAA KOHKPEMEHTOB, UHPUNBTPATOB U T.4,

C cepeauHbl

3HauUUTEe/IbHOE paclIupeHne BO3MOXKHOCTEn
MeAUNLUHCKOMN BU3yannsauum u Bce bonee wmnpokKoe
npMMeHeHue HaxogAaAT MeToAbl MarHUTHO-
AecaATUneTme pPEe30HAHCHOW U KOMNbIOTEPHOU TOMOrpadum,
No3BO/IAKOLME NPOBOAUTD TOUHYIO TONMUYECKYIO
ANArHOCTUKY U3MEHEHUI CTPYKTYPbI, NpUYEM He
TO/IbKO NAaPEeHXMMATO3HbIX, HO U NO/IbIX OPraHoB.

B nocnepHee

B 60-80-x rr. 20 Beka
* B HacToALLEeE BpeMA MeToAbl S3HAOCKOMUM NONYUYMIN
dHAOCKONU4eckue LwMpovaiillee passuTHe.
nccneposaHuA ¢ [loABMANCb BO3MOXKHOCTb NpU NpoBeAeHUU
NPoOBOAUAUCL B 9HA0CKOMNUYECKOro UccieA0BaHUA NONYYaTb yBenYeHUue
noBepXHOCTU cansuctoii B x1000 pas
OorpaHn4eHHom e OgHUM U3 Hanbonee BbICOKOTEXHO/IOTMYHbIX UCCNIe,0BaHMIA
obbveme ' ABNAETCA BUOEOKaNCyNbHaA SHA0CKONUA.



3BonouUunAa B3rnaaos HA BONPOCbl AMATHOCTUKU U
NEYEHUA TACTPOIHTEPO/IOTMYECKOWU NATOIOTUUN Y AETEUN
WU NEPCNEKTUBbI UCCNEQOBAHUN

YBennueHne BO3MOXKHOCTEN U

3HAYUMMOCTU UMMYHOJZIOTUYECKUX n

reHeTUYeCKMX MeToa0B Uccaes0BaHUMN.

B nocneaHue roabl, 0cob6eHHO B
ANArHoCTUKe peaKkunx 6onesHen,

NPUMEHAIOTCA reHeTu4eCKne metoabl.

B npoLwiaom BeKe NpaKTUYECKU [o
2000-x ropoB BOCNanuTe/ibHble
3aboneBaHnA KULLEYHUKA ABNANAUCD
KpaiHe peaKoi natonorue.

NPU COXPaHEHUU U 3HAUYUTE/IbHOM YBE/IMYEHUU
o6bema 1 cKopocTu nposegeHUa 6UOXMMUUECKUX
aHaNN308B, KOTOpble A0NOAHUIUCb BO3MOXHOCTAMM
TaHAEMHOI MacC-CNEeKTPOMETPUUN, NPAKTUUECKU
napannenbHo CTaiu NPOBOAUTLCA UMMYHO/IOrMYecKas
U ceponoruyeckan AUarHoCTUKM.

* pa3paboraHa guarHocTuka 6onee 200
HacneacTBeHHbIX 3a6oneBaHUMN.

* NPUMEHEeHa BUAEOKANCY/IbHaA SHA0CKONUA y AeTeid;

* pa3paboraHa u aKTUBHO NpuMmeHsAeTcA KOHPOKaNbHasA
aHpockonua, MPT-gnarHocTuka,

* anpo6bupoBaHbl U LLMPOKO NPUMEHAIOTCA
6uonornyeckune npenapaTtbl, NPoBOAUTCA
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MATEHTbl HA USOBPETEHUA
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