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®dotorpadust 00ILHOTO

\

¢ Y 4-x nernero adpo-aMepHKaHCKOTO peOeHKa
0OJIBLHOr0 aCTMOM B TeueHue 4 Henenb
HAOIFOaeTCsl YBEIUICHUE TIEPHOPOUTATBHBIX
OTEKOB .

'YBenuuenue Beca 3a cuet: 10% 3aaepKKu BOJIBI B
TKaHsx; CHmwkeHus quypesa [ HaGmogaercst
TTOHOC.

¢ OreHka JaHHBIX

+ Benenune

ConepmaHHe JICKIIMH

CoBpeMeHHBIE JOCTHXKEHUSI.

Kimmangeckue 0coOeHHOCTH.

Benenue.

(D CnoKHEHMS.

[Tarorenes.

TeueHue u UCXOJI.

DoKyCHPOBAHHBII CETMEHTUPOBAHHBIN TIIOMEPYIOCKIEPO3.

Htoru u BEIOABL.

MHKpOC KoTms: MUHNMAaIbLHBIC
N3MCHCHHMU.




CXeMaTrmaecKoe N300paKCHIC

HOPMAaJIbHOM TJIOMEPYJIBL. DIIEKTPOHHAs MUKPOCKOIIUS

HOPMaJIbHOW TIIOMEPYJIBI.

DJEKTPOHHA MUKPOCKOIINS: Omnpenenenue.

CrinaxuBaHHE MaJIBIX OTpPOCT
+ B TepMuH nauonatudeckuii HehpoTHYECKUI

IIOJOLUTOB.
cunzipoM (MHC) BXOAAT ClieyrOIINe CUMITTOMBI:
* [Iporennypusi (MIPEeUMyIIIECTBEHHO
aNbOYMUHYPHS)
* ['unoans0yMuHEMUSI
* ['unepiunuaemMus

e O1ékn

Joctmxenus: 1960-2002

CHHOHHMBEI.

Knunnueckue. H3BecTHa npupoaa 3a001eBaHus

- Jlunonaneii HEDPO3. CHIwKeHHe 3a00J1eBaeMOCTH U CMEPTHOCTH

Mopdosoruueckue. PazpaboTaHbl MPUHILIUIIEI JI€UEHUS

Hedponatusi ¢ MUHUMAaJIbHBIMUA U3MEHECHUSIMUA
l P o ¢ Pacrno3HaHbI COBPEMEHHBIC TCHACHIINN
nim HC(l)pOTH‘{CCKHH CUHAPOM C MUHUMAJIbHBIMU

HU3MCHCHHUAMMU. Bo Bcém MHUPE IMPHU3HaHA 3HAYUMOCTD JIOKaJIbHOT'O
_ Bonesnp Ha. TJIOMEPYJIOCKIIEpO3a.
— Bone3nb ManbIX OTPOCTKOB IOJIOLUTOB. PaspaboTaHbl AWATK3 U TPAHCIUIAHTAT




Knuanyeckue XapaKTepHCTHKH JIMHUYCCKasA KapTHUHaA.

Knaccuuecknii 60JIBHOM: HCTOpHH
— «Tunuunelii»: 2-4 roja ¢ KOBAPHO IOJCTYIUBIINMU

reHepai30BaHHBIMI OTEKAMU — Aneprusi B aHaMHE3€ -

3a6oneBaemocThb 2-7/100000 HaceneHus Hél’KIIC—yMCpCHHHe TEHECPAIM30BaHHBIC OTEKH
P'iCl'IpOCTp'lHéHHQUTb 15.7/100000 npe,‘iLLleC'lB /FOLIHME BOCIIAJICHUST MOYEBBIX ITY’ TeH ¥
a D DA S,/ JUUU
UMMYHHU3AIHUA.

Bo3spactaoe pacnpenenenue
Bbomu B *kuBOTE, TOHOC — PeaKo pBOoTa
— <1 roza: Bpox1€HHbIil He)POTHUECKHUIT CHHIPOM
— 2-4 roza: nuk 3a001€BaEMOCTH Kimanueckoe OﬁCIIC,E[OBHHHe
TH J1eT: Heponarns ¢ MUHMMAIbHBIME H3MEHEHUSMHU HE

— Otéku, nudexnus, He THorIHOe Al
JIOMHUHHMPYET B 3TOM BO3PacTe

JlabopaTopHbIe HAXOIKH Benenue

IporenHypHst — HU3KOIO MOJIEKYJISIPHOTO Beca (HaIpHMep.
raMMa-rI00yInH U TpaHcd 1H) onpezienieHa Kak: >300Mr/1eHb nim » .
OTHOIICHHE TIPOTEHH/KPEATHHHH >2 B 00BIYHON MOYe. FOCHIITHHHKQHH}II TonpKo ecnu TSHKENas OTEIHOCTb,

['unoansOymuHemust ( [01), rHIepIUIHAEMHST — 0COOCHHO TsKEMAs HHQCKITNA MITH THITCPTOHMS

X ).‘leCTGPHH
A30T MOYEBHHBI KPOBH — HOPMAJIBHBIH; KPEATUHHH — HOPMaJIbHBbIH, Jleyenne aHTHONOTHKAMMY: cueuu(l)mecr\‘oe H
€CITH HeT MOBPEskKIEHHUs TIOUKH NpOQHIAKTHIECKOE
rosiorust: [ rema l'()l\'pll T — OTPAXKACT FTCMOKOHICHT p'dLlHK): (]
Ouenka Tyoep: 3HOro craryca ITIT/]
, CL, CO2 <, Na— MoryT J0XHO Ka3aTbest [n 0
wra3mMeHHsIX aunuaos; 0 COD — He cnienuuaeckuii mokasarens; C — Jleuenune CTEPOUIAMH: IT
HOPM., €CJIU HET aTUIINK; mr/nesbp — MAX

Benenue B octpom nepuoje 3Hauenue panHeil pexunn MBI
[CocruTanu3upoBaHHbii 6OILHOM (2) 334 bosbHbIX

¢ Jluera: OrpaHuueHUE CONU B OTEUHOM MEPHOJIE

(eciu coJM CIMIIKOM MaJo, 1T He OyayT eCTh) (92%) (8%)

o ‘ Pannss peakuus
¢ Jluyperuxu: BozaeiictByromue Ha nemio I'enne —
®dypocemua u Meta3onoH — Mcnonb30BaTh ¢

OCTOPOXHOCTBIO

40.8% 4.7%
Her 2 Her peaxuun
Hewvacteie 20.1% Peakuus
¢ Kanuii coxpansronye npenaparsl iReiais
Yacreie peruausel  28.1%
* BﬁB — AnpOyMuH: BBOJUTCS 3’KOHOEIHO, ll"/KF./.,EleHb. Her peakusmi 5 3%
00513aTeIbHO MEJICHHO, YTOOBI M30eXKaTh OTEK HocETyIomeM

JIETKUX




_ HewacTsie peuuauss:

3HAYMMOCTh HAYaJIbHOI'O JICUCHHUS

¢ «VHTEHCUBHOCTH HAYaJIbHOU Teparuu Npu
He(pOIaTu ¢ MUHUMAaJIbHBIMHA U3MEHEHUSIMA
OTIPEeIIseT YaCTOTy MOCIEAYIOINX PELUANBOB 1
BEPOSTHOCTH ISl peOEHKA MPUOOPECTH 4acTo
peunauBHpylonee 3a00IeBaHNE)

gman: KI: 1999 (B u U 0 MCIUIIUHE OBAaHHOM Ha
JI0Ka3aTenbCTBax)

CTATUCTHUYECKUE TTPUEMEI B
MEJIUIIMHE (2)

¢ OreHovHast cucTeMa st
peKOMeH/TaIHii

1-i1 ypoBeHb UCCIIEIOBAHUI

2- ypoBeHb HCCIENOBAHUIT

3-if ypoBeHb

Hixe, gem 3-ii ypoBens —
BKJTFOYCHO MHEHHE CIICIUAINCTa

lopoBas Kinaccudukanus B
COOTBETCTBHH C PEAKIUEH Ha JIeUeHHNE

§ L]
Year 1 Year 2 Year 3 Year 4 Year 5 Year 6 Year

ENonrelapser Oln uent relapser @Frequent relapser MO ther

actsie pewnumsl [ Apyrme |

CTATUCTUYECKUE ITTPUEMbI B
MEJUIIUHE (1)
CraTuCTUYECKU aHAIN3 TTPOBEJIEHHOTO JIEYEeHUs

¢ IIpoussonsHo-KOHTpOaKpyeMslil Meton (ITKM), koTopsiii
JAEMOHCTPUPYET CTATUCTUYECKU JOCTOBEPHYIO PasHULLY

TTIKM, KOTOpEIif HE COOTBETCTBYET KPUTEPUSIM 1-TO
YPOBHsI

He npon3BosbHO KOHTPOIMPYEMBIH METOJ C
COBPEMEHHBIM KOHTPOJIEM

Tlepen-nocine u3y4eHne WM cepuu 3a601eBaHHi
Cepuu 3a0071eBanuit 6€3 KOHTPOIA

CooO1eHue 0 3a00JIeBaHUAX

CTATUCTUYECKUE [TPUEMBI B
MEJIULINHE(3)

¢ Jleuenue 1-ii aTTaku

— -5 pexomenarms: 60Mr/M2/neHb IpeHN30Ha — (MaKC.
80) x 4-6 Henenp

¢ Jleucnue peuuauBOB

— 2-s1 pexomergarmsi: 60 mr/M2/nens (Makce. 80 Mr) 10
MCUE3HOBEHHUs Oeska B Moue, 3areM 40mr/M2/
TCUCHHUEC 4-x HEACIIb

Oxuaemast peaxifusl Ha JICUCHUE
HAJONIATHYECKOT0 HEQPOTHIECKEOTO
cunapoma (MHC)

¢ Pazpemienne nH}peKyy, €CIM IPUCYTCTBYET

¢ Pazpemienne otéka u mpoTEMHYpPHUU

¢ Brmucka u3 cranmonapa yepes 1 Hen. — 10gueit
¢ BosBpar Kk HOpMaIbHOH KU3HEHHON aKTHBHOCTH

¢ Hopmanuzauuts OMOXMMHYECKUX MTOKa3aTeIeH K
6-11 Henene




NccnenoBanne 0TCyTCTBUSI pEAKIINN Ha
CTep UaHast TCpMI’lH JIOT U CTGpOHﬂ,HOG JICUCHHUC

+ Crepoup 4yBCTBUTEIBHBII
HeanexBaTHas 103a
- beictpas pemuccus
¢ Crepoup-saBucHMbIii HeanexBaTHas sxelly 1049HO-KumedHas abcopouus (? OTéx
s+ Apyrue CUMITOMBI BO3HUKAIOT CO KKT)

YacTo penuanBUpyOIIHi SIBHAs MM CKpBITast HHOEKIHS
_ 2 peunauBa/6 MecsueB
— Crepous10 ycToiunBBIit CemeiiHas peIpacroiokeHHOCTh
= an)TCIIHy us + Ap. CHUMIITOMBI OCTAFOTCS HECMOTPs Ha
6-8 HeJIeNb CTEPOMIHON Teparii Jlexanas B OCHOBE IOYEYHAs NATOJIOT Ul

Metun-npeHu30510H

- Wuorma HUCMOJIB3YETCsA, €CIIM KIMHUYECKask KapTbUHA
TI0X0Xa Ha HC(l)pOHﬂTlIIO C MUHUMAaJIbHBIMY U3MCHCHUSIMH,
HO HE ITOJ1/1d ETCSI ICYCHHTO

(OcnoxxHEeHUs! HePOTUIECKOTO CUHAP
1M0OOYHBIE JEHCTBUS CTEPOUIOB

Arunuunele cBoricTBa. [lokazaHus K
HPE3KOKHOM IMOYeYHOU OMOIICHU

HHbeKnn: 1epuTOHNTSI, LIEJUTIOINTHI, THEBMOHUS
Jletu B Bo3pacte < lroza umu >12net I'nepkoarynsTopHble OCIOKHEHHSA: TPOMOOIMOOIN3M
_ IIlox - BropudHO K MAaCCHBHOMY JMYpE3y, FaCTPOIHTEPHTY
T'unepronus, ceinb, XpOHUUECKUE 3200/1€BaHNUS ~ o >
ITy6epraTHbIif mEpHO/T - HU3KUH POCT M O3KHPEHHE
A30TeMus 6€3 OJUrypUH CrepouiHas TOKCHYHOCTD - OKMPEHUE, THPCYTH3M, TUIIEPTEH3HUS,
OTCTaBaHUE B POCTE, IEMUHEPAIU3ALMA KOCTEN

3naunTenbHas remarypust; [1C3, [c4 TIcuxonorudyeckue

_ . OHMYECKas MO4YCYHas1 HEAOCTaTOYHOCTh
CTBHE PEAKLMU HA CTEPOUIHOE JieueHue (0OBIMHO 6-

8 HeJlenb €KEeTHEBHO)

JleBaMHU30I: IMMYH I\'IOI[y.HHp}IIOH_[HfI Teuenue u ucxon
arcHrT.

PennnuBupyromiee TeUeHUE B TCUCHHE JIET
CrepouiHasi 3aBUCHMOCTL/TOKCHYHOCTh

~ — Yacro
CoBpeMeHHBIE MCCIIeI0BAaHUS C UCIIOIb30BaHueM JleBaMu3oa ‘

l[epé'} JECHb C IMOCJIEAYHIIUMU 6—}0 HEeACIIsIMHA AHLTCPHaTHBHBIC Hpcnapa-[b]
©KETHEBHOTO 1 Yepe3 JACHb IIPHEMA CTEPOHIOB . = Vlonmmseronsiads Homme
Octpasi cMEpTHOCTb
Penko
PesynbraThr: A

. s 5 VYcroitunBast peMHCCHs
Cpennss yactora penuauBoB 0e3 aesumasonom 3.0 = 1.5/1et

¢ IeBHMa3omoM 0.9 BOBIIMHCTBO K HOPOCTKOBOMY BO3PACTY
I a30J

OcranpHble

CTBUE HECOJIArOIMPUATHBIX C(l)(l)eI\'TOB — BXopsT Bo B3pociioe cOCTOSHUE ¢

- Hedporrueckum cuHapoMom, TCII3 (TepMuHANBHAS CTAUS OY.
Kommerapun: otc < J

TMO3BOJISIET YMEHBIIUTD WA UCKIKOYATH CTEPOUIBI.

UMEHSFOTCS )



OUJIHASl YCTOMYUBOCTh U Onananpun &Hedporuaecknii CuHIAPOM
npoUIaKTHKA POTPECCUPOBAHUS (5 GoNBHBIX)

OcHoBa: YMeHbIIECHUE IPOTEHHYPUH U TUTICPIIUIL 1 Benok B Mmoye AJ‘IbﬁyMMH XonectepuH
3aMEJIJIACT MOBPEKIACHUE TTOYKH Bonbhoit  Mg/Kg/24 vaca
CranmapTsl BeAeHUS
P _ Moa => 0 2
a : Uuruburop Aurunotensus IpeBpamiatomiero
Duszuma (MAIID)

erHypuueckuii oG dexT 6e3 runoTeH3un
[J cCKOpOCTBIO TTIOMEPYIISPHON (PUIIbTpALUH (
.73 M2) tpebytotr MonuTopupoBanus K u

1
2
3
4
5

KpeaTHuHUHA
I'pynmna cratuna: 3¢ GeKTuBHBIC aHTH-XO, PHHOBBIE
ATCHTBI

FriomepynonaTis, CBI3aHHas €

0’KHPEHUEM
¢ IlaTorenes: HesCHbIH
¢ Pesynbrarsl o0cienoBaHus 7-Mu apo-aMEPHKAHCKHX
IIOAPOCTKOB

< 0> Cr, < 0> Alb, Oxonecrepus
Benok B moue: 1.9 - 4 1/ nens ( Hopma 330 mg WK MEHB Pathology
yaca)
IToueunas Guoncus: @CI'C (apyrue NMOKa3pIBAIOT PAHHNC
l'Jl()\IC]\}",flﬂI)HblC H'RI\ICHcHHﬂ)
Oskupenne (MHACKC Maccel Tera > 30 ), J, 0 oréxn
]\11()7](61' IIPHBSL'I'H K Iepl\ll‘lH'd.Vle()H CTaAuM MO4YCYHOI 0
3a0onesanus (TCII3)

+ Jleuenue

CHuKkeHne Beca

¢ CrartyHbl
Modified from Adelman J Ped, 2001

[14Th OCHOBHBIX IPUYUH OCI'C u Heppomarus ¢ MUHUMAITEHBIMA
He()POTUYECKOr0 CUHJpOMA Y JACTeH W3MEHECHUSMU

Hedponarui ¢ MUHUMAIbHBIMH H3MEHEHHSIMI
Hedpornueckuii cunapom — ob6a
Hedponatuu ¢ MUHUMaILHBIMH M3MEHEHHAMH C
OTJIOKEHHEM HMMYHOTI00y THHA M HeBopiieuEHHBIE IIIOMEPYJIbI IPH (OKATEHOM CETMEHTHOM
. rinomepynockiepose (PCI'C) yacTo BHINIAAAT
. " e UJIEHTUYHBIMH C TAKOBBIMH NIPU HedponaTuu
DokanbHbIH cerMeHTHbIH riaoMepysnockiaepos3(PCI'C) . ) N P gt
’ MHHHMMaJbH 3MEHEHU
Mewm6panonponudeparuBusbiii rmomepyiaonedput (MIITH) I'momepyisipaast runeptpodust: pannuii npusnak @CI'C

OCI'C nocrne nepBoii GHONCUH TTOKA3bIBACT HE(PPOIIATUIO

Membpanosnas vedponarus (MH) MHHUMAJIbHBIX U3MEHEHUI

BonbHbIe MOTYT aBaTb PEMHUCCUIO HAa MPEIAHU30JI0HE

OCT'C npeBasupyeT 60JIbIIIe Y IBETHOIO HACETCHHS




MextyHapoIHOE U3yUeHHE MTOYETHBIX Bnusinue Bo3pacrta Ha mpeBaIMpOBaHUE
3aboneBanuil y nereit (MUII3/]) He(pOnaTud MUHUMAIbHBIX H3MEHEHHUN

Hauvanocs B 1970 r., BoBneuén 471 pe6EHOK ¢

HEJICYEHHBIM HC(])pOTH‘{CC]\'HM CUHAPOMOM TloBpexneHne 3 Mmec.- 6 et 6— 16 ner

MuHuMaIbHbIE
M3MEHEHHS 8 53 %
Bce netn moasepriick noueyHoi OMoONCHH,
MHTEPIPETUPOBAHHOM MAaTOIOT0AHATOMOM,
KOTOPBIi He UMEN KIMHHYECKON HH(POPMALIUH.

Jpyrue 3 47 %

ISKDC, Journal of Pediatrics, 1981

N3MeHeHNsT B TUCTOJIOTUM B IIOCJIEIHUE
Haxonxu B 1990 —x
JIECSITUIIETHS

Texas (N=105)
| . "
MuHHMaabHbIE H3MEHEHHST HAMMEHEE YacThIE BO ITopaxenue MM3III * (N=471) <1990 90

BCEX BO3PACTHBIX Ipymnmnax (1eTH)

MuHHUManbHbIE 84.5
VBeIMYMIIOCh PEBATMPOBAHNE (POKATLHOTO HOMCHCHHA
OCIc
[JIOMEpPYJIOCKIIEPO3a

MesanruanbHas
HBeTHLIe JAE€TU MOPAXKAIOTCA HEMPOMOPIITUOHAIIBHO nposmpepanus.

0oJIbIIe Jlpyrue

Churg 1970 (ISKDC) KI, 1999 ( Texas )

HedpoTtrueckuut cuuapoM:
THUCTOIATOJIOTUS
Pacnipeaenenne 1o stanunocty (Texac, USA)
ToBpexienne Ben Yépubie  Mcnanusl doxkanpHabI CerMeHTHBIH
I'momepynockiiepos

MuHuMaIbHbIE

W3menenus

OCI'c

Me3saHruanbHas
Ipomud.




DoKaILHBIA CETMEHTHBIN

DCI'C: Jleuenue

rnomepysnockiepo3 (PCI'C): ocobennoctn

JIxo60ii Bo3pacT

Crepou/ibl: OpaJIbHO MPEIHU30JI0H;

VBenuueHne B 4aCTOTe — DTHUYECKHE MEHBITHHCTBA ]'[yHLCOBOﬁ METO/I BBCIACHUA Hl)eﬂHII3OHOHa( B/B)

(1970 — no HacrosIero BpeMeH!)

JleMoHCTpanus ciydas: HeppoTnueckuii cuaapom, [ AL

Haxonxu B Moue: [Jmporennypus (mpor./kpear. > 4 );

SPUTPOIMTEI

CriBopotka: +[Kpear., *[Hect,Jrunoans0ymunemus

DFHHCP XOITUCTECPUHEMUSL U JIUTTATBI

¢ [luKIoCOpHH: pa3IMYHbIE 10361

¢ [uxnodochamua: OpabHO WK ITyJIHCOBBIM
meToaom(I.V.)
Cxewma sieyenus: 1.V. Metuit mpeTHU30JI0H ¢
IUKI0(HOCHAMHUIOM HITH XJIOPAMOYIIHIOM
[Trazmadepes: UCmonb3yercs Mpu PeruanBax >
TPaHCIUIAHTAT

OCI'C: IlynbcoBble CTEpOUIBI U

HMMYHOIIOIaBJICHUEC

Habmox  Yacrora
ABTOp K-Bo Anxunn (it peaxiun
Author Bonsusr  Pyfoumii  (mer)  Response
F Rate (%)
up (Yr)
Tune
Waldo

Tune

Hari

OCI'C: metr 1 B3pOCIIbIe

YacruyHas
Tlomnnas pemuccus
Kareropus PeMHCCHsI

1nTOTOKCHYHBIH
MCIMKAMCHT
CreponaHas
YCTOHYHMBOCTH
[uknocropux

OUYHUBOCTH

Korbet: JASN, 1998

[IporHo3 B COOTBETCTBUU C PEMUCCUEH

Tloueunas

HaGmo  Ilomnas
JneHue(n  peMuccus i Koy,
T'pynmna er) @ peakumit

Jetn b 0 37%

Bspoci.

Korbet: JASN, 1998

Mertun-IIpennuzonon ITynbcoBoit MmeTos
BBeaeHus: ®CI'C
N Prenisone
K-Bo
Peaxnuit
Ha JICYCHHUEC

Henens

od (uepe3
JICHB)
q :He,‘lc.\lb n(‘C TCIICHHOC
CHUIKEHHUE J103bI 10
0
19-50 30 mg/kg q 4uenens [Mocrenennoe
CHHUIKCHHMEC J103BI 10
HyIIst
gmum dosg for 1

mg
sone maximu:

JASN: Tune & Mend:




PesromMme u 3akimrouenue

¢ Hnuonarnuecknii HepOTHUESCKUI CHHAPOM SIBIISCTCS
YacTO MeIuaTpuueckoi maroaoruei

B Teuenue nocneHUX AECATUICTHN JOCTHIHYTHI
3HAYUTENbHBIC YCIIEXH B BBISIBICHUUH: TIPHPOIBI
3a00J1eBaHys, IATOrCHE3a, TATAHATOMHU U JICYCHUSL.
OcraloTcest B CHIIE Pa3HOTJIACHUS 10 TIOBOY
UIMOMIATHYECKOro HepoTuueckoro cuuapoma u ®CI'C

He6naronpusitasiii ncxox @CI'C npuBOAUT K TOMY YTO
HCIIONB3YIOTCS PA3INYHBIC CXEMBbI JICUCHUs (HET €ANHOTO
MHEHUS)

DoxkaabHBIN CErMEHTHBIN

TJIOMEPYJIOCKIEPO3

TepanepTuueckue NpoTUBOPEUHs

¢

[TynpcoBoii mpetHN30I0H uknocnopun
Db heKTHBHO Y HEKOTOPBIX

CrepongHast TOKCHYHOCTh [Tocrenennoe

CHIMYKEHHE JI03bI CTEPOUIOB

CrepongHas 3aBUCUMOCTh  L{uKkiocnopuH-

3aBHCHUMBIi

[To6GounbIe 3 HEKTHI,

TIOCIICACTBUSL TToueuynas TOKCUYHOCTb



