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BBenenmue.

Heporuuecknit CHH/IPOM — 3T0 COCTOfHYIE, XapaKTepu2yioneany
NIPOTEUHYpreH (Bbite 40 Mr/M2/4), THIIONPOTEHHEMHEH, THIIepXoiecTepuHeMuett
1 otexkamu. CyIlecTBYIOT Cliemyromime Mopgororudeckne Gopmel, KOTOPbIe
ABIITIOTCS HaMOOIee 9acTol NprunHOi passutus HC: GonesHs MUHHMAITEHBIX
M3MEHEHHUH, HOKaITbHO-CerMeHTapHbIH TTIOMEPYIIOCKIEPO3 U nu(y3HELI
Me3aHTHoNpoudepaTrBHEI romepynoHeput. B 76,6% cirydaes NIPAYAHOM
pasBUTHA nepBrudHOro HC sBnseTcs 6oe3sHs MUHUMAIBHEIX H3MEHEHHME,

bonesHs MUHUMATBLHBIX W3MeHeHmiH (BMM) - 510 HEnponubeparnsHas
TIIOMEpYIIonaTys, He MMEroIlas HUIKaKUX MOP(HOIOIHYeCKIX KPUTEPHEB MTPH
CBETOBO¥ MUKPOCKOIIUH, 00YCIIOBICHHAS MOBPEXIEHUEM (MMMYHHBIM HJTH
HEMMMYHHbIM) [TOZIOIIUTOB, KOTOPOE AUATHOCTHPYETCS MCKIIOUUTENHHO IPU
YIBETPaCTpyKTypHOM aHAIIU3€ B BUIE TU(D(Y3HOTO CIUSIHUSI HOKKOBEIX OTPOCTKOB
nonouuToB. IloBpexnenue noxomuTa onpenenser (bopMupoBaHuE B KIMHIKe
3aboneBaHMs HE(POTHIECKOTO CHHJpOMA.

* HauGonbmas Bcrpedaemocts y nereit paHHEero Bo3pacra.

* BMM yame ormeuaercs Y MaJIBYUKOB, B COOTHOIIIEeHUH 2:1.

* BosMoxHEI ceMelinbie hopMbI, 06yCIIOBNEHEEIE MY TalASIMHA T€HOB

CTPYKTYPHBIX O€IIKOB IOAOLXTA.



Knaccuduxanus. dtnonorus.

Ilepeuunas (uouonamuyeckan) BMH.

OcHoBoii passuTHs HnHomaTHueckoro HC y Jeren siBnseTcs qucyHkus T-
KJIE€TOYHOTO 3B€HAa UMMYHHOM CHUCTEMBI UJTH T€HETHYE CKO MyTtamuu. BMU moxer
OBITh ACCOLMMPOBAHA C MHOMKECTBOM APYIHX IIaTOJIOTHYECKUIN COCTOSHUM, TaKHX
KaK aJlIeprus, OHKOIIaTOIOI|s, JIEKAPCTBEHHEIE BO3IEACTRISL.

I enemuuecku o6ycnoenennas EMH.:

v I{eneBoii quatbparMe! ¥ HUTOCKENETa IOOMHOTOB;
v ®ochonumnazsr;

v I'momepymnsipHO¥ 6a3ansHOM MeMOpaHkI;

v DakTOpPOB TPAHCKPUIILIUH;

v JIn30COMHBIX 6eTKOB;

v MuToxoHIpHATEHEIX GETKOB.
Cocmosnus, accoyuuposannvie ¢ MU

v' Anneprus(mbuisia, TPUOBI, KOPOBBE MOJIOKO, JOMAIITHSS MbLTh 1 Ip.)

v JlekapcTBEHHEIE npenapars! (HIIBC, aMnuumigg, ipenapars! 30510Ta,
JHTHS, PTyThCOMEPIKAIIUE TpeTIapaTsl)

v’ 370KadecTBEHHEIE 3260 BAHTS (6one3Hs XOmKXKHUHA, HEXOIKKHHCKAS
TUM(OMA; paK TOJICTON KHIIKH; KapIImHOMA JIETKUX)

v BupycHble uHpeKImm;

v" Bonesus Kumypsr.

Ilo Teuenuro:

v OcTpoe;
v PermuBupyroiee;
v Yacto permausupyroee.

ITo OoTHOIMIEHHIO K CTEPOUTHOH Teparu:

v Crepon 1y BCTBUTENBHAS;
v CrepounzaBucumas;
v CrepoumpesncrenTHas.



ITaToreunes.

1. HIMMyHOOTOCpE0BAHHEL MEXaHM3M Pa3BUTHY,

3a cuer BEicoKoif aKTUBHOCTH T-mumbonutoB B orBer Ha AHTUTE€HHYIO
CTAMYIAIMIO NPOUCXORUT Mupbepermmpposka T-KIeTok ¢ IIPEUMYIIEe CTBEHHBIM
obpasoBanuem Th2, SKCIpeccupyommx unTepneiikun-4 (MUI-4) u WJI-13.

AxTuBarus NFkB (YHUBEpCaIBHBIH (akTop TPaHCKPHIILUHY,
KOHTPOTMPYFOLIUH SKCIIPECCHIO [€HOB HMMYHHOTO OTBETA, aIloIT03a U KIETOYHOro
IHMKIIa) HabronaeTcs mpy Beex Clydasx penuausoB HC mpu BMU.

Antaromrcrom NFKB semsercs kB (GemkoBEIi  dakTop TPaHCKPHUIIIINK),
KOHIICHTPAITHs KOTOPOIO IO BIUSHUEM [TIFOKOKOPTUKOCTEPOUIOB YBEIIHIHBAETCSI.

2. HenMMyHHBI MexanmsMm pa3BUTHS.

CTpykTypa momomura mameHsercs s PE3YIIbTaTe M3MEHEHHS CTPYKTYPHBIX
0EKOB TOOIUTOB, 00y CIIOBIIEHHOTO MyTanuei reHoB. Jlo 66% cirygyaeB HC Ha
IICPBOM TOIy XU3HH Y JIeTell COCTABIAET FeHeTHIECKH oOycnosnennsrit HC.

Heuvmynnsrit Xapaktep ¢opMmupoBanus BMU ONpEeNeNIsIeT pa3BUTHE

CTEPOUAPE3UCTEHTHOU hopmel BMU.



Knuamyeckasn kapruna.

OCHOBHEIM KIMHIYeCKHM crHapoMoM bMU sBgetcy ruenammn
Pa3BUBLINICS HedpoTHYeCKmi cHEIpOM.

Tpurepupivu GaxTopamu kax TIPABHIIO SIBIISIOTCS PECTTHPATOPHBIE BUPYCHBIE
MHQEKIY, TeTCKHe HHDEKIHH, aToMAYecKie PEaKIINH.

ApTepuanbHas TUIepTeH3 s OTMEIaeTCs He BO BCEX CIIyJasX U
XapaKTepU3yeTCs KPAaTKOBPEMEHHOCTEIO. [[0BEIIIeHIe AJl npu BMU cBsizano ¢
KOMIIEHCATOPHEIM MEXaHHU3MOM C 3a/epIKKOM HaTPHs B OTBET HA BEIPAKEHHYIO
THIIOBOJIEMHIO.

IIpy pe3Koif rUMOBOIEMHIH BO3MOKHO PasBHUTHE HE(PPOTHIECKOTO KpH3a ¢
0OJIAMH B XKHUBOTE, KOXKHOR SPUTEMOM, CEPAETHO-COCYTUCTHIM LIIOKOM C

HHpKYHﬂTOpHOﬁ HEOOCTAaTOYHOCTHIO.



Jnaramocruka.

Awarzo3 BMU yCcTaHaBIHBACTCH Ha OCHORAHWM KITHHILO-TI00 0pOropres:
kaptune! HC ( mporeunypus 6omee 40 MI/M2/9; THTOATEGYMUHEHUS HIKe 25 T/1I;
THTICPIHIAAEMUS) ¥ GBICTPOTO MONOXHUTENBHOTO OTBETA Ha CTEPOMIIHYIO TEPAIIHIO.

Mopdonorudeckas quartnoctuka sBisercs PEe3ePBHBIM METOZIOM MpH

ATHUITHMYHOM KIIMHHUYECKOM OTBETE HA TEPAaITHIO.

v" CBeToBas MAKDPOCKOIHSL.
KiyGouex BHIISIUT HEMOBpeX IeHHEIM, HHOT/Ia MOXET IIPUCYTCTBOBATh
MHUHUMAJIbHAS ME3aHTHANbHAs IPOTHdepartys (10 3 KIeToK).
Y mereii ¢ gacto pennnuBupytonieit BMU HexoTopsie Kiy6ouku MOTYT OBITH
HUHBOIIIOTUPOBAHEL.
Knerku kanansues MHOUIBTPEPOBAHbI GeTKaMH H JTUMHIAMI H3-3a

YBEIIMYCHHOH peabcopOIuy.

v" IMMyHOTHCTOXMMUIS.
IIpy IMMYHOTHCTOXMMHYECKOM HCCITeI0BAHME OTMEIAeTCs OTCYTCTBHE

OTJIOXKE€HUA HMMYHOT: JIO6YJII/IHOB H KOMIIOHCHTAa KOMILJIEMEHTA.

v’ DIeXTPOHHAS MHKPOCKOMHSI.
AuddysHoe crnaxuBanue HOXEK TIOXOLMTOB ABITETCS [HCTONOI IS CKIM
MapkepoM BMU 1pu coueTanuy ¢ BHIMIEN3I0KeHHBIMEI IIPU3HAKaMU CBETOBOM

MUKPOCKOIIUH C HMMYHOTHCTOXUMHYECKUM HUCCIIEJOBaHHUEM.

Wnnonaruueckas BMU passupaercs y neteit PaHHErO ¥ IOMIKOJILHOIO
BO3pACTa, IIpY HATMYMH B aHAMHE3€E COCTOSHME, aCCOIMUPOBAHHEIX ¢ BMI.
PasBuTHe Ha MepBOM IOy KHU3HM U B HOAPOCTKOBOM BO3pacTe MO3BOJISIET

AyMarTh B II0B3y TeHETUYECKU 00yciorierHoro HC.



Jledenmue,

Koprukocreponnmas Tepanus (LpeHI30/I0H) Ha3HAYAeTCy HA IIePHOT He

MeHee 12 Heners.

Ipenuwzomnon BHYTPb B IO3UPOBKE HAYaIBbHOI 6() MI/M2/cyT mmu 2 MI/KT/CyT
(MakcuMansHO 10 60 MI/CyT).

Ilpenapar Hasnauaercy II0 TaHHOU cxeMe exenHeBHO BHYTDPE B TedeHue 4-6
HEJIeNb, natee nepexon Ha mpuem Ipenapara gepes nens (aBTepHUpyOIHiL
NIPHEM), Ha9HHas ¢ 10361 40 Mr/aD U 1,5 Mr/kr (Makcumym 40 mr 4depes3 IeHs) B

OIHH IIpHeM B TeueHwue 2-5 MecAneB ¢ IIOCTENEHHBIM CHHXX€HHUEM TO3bI.

Jeuenue peuuousupyroweii dopmer HC npu BMH.

Ipenuuzomon 60 MI/M2/CYT umi 2 Mr/kr/cyT B | UK 2 IpueMa 110 Tex nop
TI0Ka He GyAeT KOHCTAaTHPOBaHa MOMHas pPeMHCCHs B Teuenne 3 mHeit.

Iocne noctmxerus PeMuCCHY NpeTHU301I0H B 03¢ 40 MI/M2 v 1,5 mr/kr
(MakcuMyM 40 mr 4epes JeHb).

Jleuenue yacmo peyuousupyroweii hopmur u cmepoudzasucumoii dopme
CIMepouduyecmeumenvrozo Heppomuueckozo cunopoma ( npu pazeumuu
nob6ounbIX Ihhexmoe Kopmuxocmepouonoii mepanuu.

uxmodochamur 2 MI/KL/cyT 8-12 Henmens (MaxcuManbeHag 1o3a 168 Mmr/kr) /

Xnopambymn 0,1-0,2 MI/KI/cyT 8 HeJlellb;

JleBammzomn 2.5 mMr/kr 9depes neHs 12 Hemens;

Huknocmopun A 4-5 mMr/cyT g 2 npuema / Takponumyc 0,1 mr/xr/cyT 12
MECSIIIEB.

B ciygae sactsix perumuros, HECMOTPS Ha NIPUMEHEHHE ONTUMAIIBHELX
KOMOMHAIHH IPeIHH30I0H] 1 KOpTHKOCTepOuIcOeperaroIyx npenaparos, wiu
Pa3BUTHA CEPhE3HBIX MOGOYHEIX 3 (EKTOB HTOH TepalTiy IPUMEHATh PUTYKCHMAO.




Jeuenue cCmepouopesucmenmuoij dopmet HC npu BMH.

Onenka JeTeH co CTCPOUIPEIUCTEHTHRIM HC ACJIACTCA mocje [IPOBEeHHArRA
JICICHUA B TeueHne 8 Henep,

st onenkw nereit co cTepounpesucrentabiM HC tpeGyercs:
AHATrHOCTHYECKas OHOIICHS TIOYKH; OLICHKA (PYHKIIUH IOYeK 110 CKo;
KOTH4ECTBEHHAs OIleHKa 9KCKperuH Oemka.

Tepamus HHTHOUTOpaMH Kanbrunedipyuna (Luknocnopus /Takpomamyc) B
TCICHNE KaKk MHHUMYM 6 MeCSIIEB, eClTH He AOCTUTHYTa YaCTUIHAS WM [IOTHAS
pemuccus — otmera. Ipomomxars TEpammio B TeueHune 12 Mecsares, ecmu
PEMHCCHS XOTS OBl YaCTHYHO JMOCTHUTHYTA.

Ipw BEICOKOI aKTMBHOCTH crepounpesucrentaoro HC cnenyer nasmagars,
ITyTbC-TEPAIUIO METHIIIIPETHU3OIOHOM C HHKIOCTIOPHHOM 110 cxeMe Baiis .

Tabmuma. Cxema Bansgo

Henens MIT 30 mr/xr B/B Hpeann3zosnon uxaocnopun AT
1-2 3 pasa B Hezemo - -

3-8 1 pa3 B Henemo 2 MI/KT 4epes Jens 6 Mr/Kr/cyT

9-29 - 1 Mr/KT 9epes nens 3 Mr/kr/cyt

30-54 - 0,5 Mr/kr "9epes nens 3 Mr/kr/cyt j

Ecmu pemuccus me MOCTHIHYTa, HCIIOJIB30BATE CXEMY: Mpuxobenonara
MOMETHI, BEICOKHE 035 KOPTHKOCTEPOHIOB MITH KOMOMHAITHIO 3THX IIpENapaToB y
JEeTeH.




NGE RPN IR

IIpopunakruka.

Iepsranas npodunaxruka He IPOBOAUTCS.

IIpodmnakruka o6octpenms 3a6omenars

VY GoneHEIX ¢ yCTanosneHHbIM BMU B smunemuye cxmii NIEPUOJ IIPOBOAUTCS

npodunaxruxa OPBU ¢ HCIIONb30BaHUEM HEMEIMKAMEHTO3HbIX 1

MEMKaMEeHTO3HBIX METOI0B IpOQHUIAKTHKH (HD).

B cnyuae passuris OPBU y 6omsHOrO ¢ BMU Ha (bone npuema

HMMMYHOCYIIPECCUBHBIX IIPEMAPATOB C IIEJIbI0 MPOQHUIAKTHKH 060CTpeHHs

IIporecca PCKOMEHI0BAaHO HA3HAYATH aHTI/I6aKTCpI/IaJIBHYIO Tepariuro.

s ymenpmenus PHUCKa CepBE3HBIX HHpEKui y nereii ¢ CY BMU Clemyer:

v
v

NPOBOJUTH IETIM TIPOTHBOITHEBMOKOKKOBYIO BAKIIMHALIHIO;

TIPOBOAHTE BaKIMHALMIO IPOTHB IPHUIINA ©IKETOTHO JETSAM, U BCEM, KTO
IIPOXKMBACT C HUMH COBMECTHO;

OTIIOXUTH BAaKIIMHAIMIO XUBLIMU BaKI[HMHAMHN 710 TeX TOp, I0Ka 1034
IpeNHKU301I0HA He OyneT CHIkeHa 10 1 MI/ir/24q (<20 mMr/244) wnu no
2 Mr/kr 9epes mens (<40 mr 9epe3 JeHs);

AT YMCHBIICHHS PUCKA HHOUITMPOBAHUS eTei ¢ IIOIaBIIEHHBIMH
MMMYHHTETOM HMMYHH3HPOBATh 3A0POBBIX JIHII, IIPOXXUBAIOLIIAX
COBMECTHO C IETbMH XXHUBBIMH BaKIIMHAMH, HO 0OECIIEYUTE OTCYTCTBHe
KOHTaKTa NETEH C BEIICICHUSIMH MOYEBOMH, MUIIEBAPUTETHEHON 1
ObIXaTeJIbHON CUCTEM BaKIIMHUPOBAHHBIX JIMI] B TeYeHHE 3-6 Hemeb
IIOCIIe BaKIIUHAIUH;

IIPA KOHTAaKTe C BETPSHOH OCIIOH — He HPHUBATHIM JETAM, TOTyYaroUM
HMMYHOCYIIPECCaHTEI, P BO3MOKHOCTH Ha3HAYATE

IIPOTHBO30CTEPHBI HMMYHOIIIOGYITHH.
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Mucnancepnoe Ha0TI0ZeHHe

JmutensHOCTE HaGMmoneHH s He MECHEE J JICT.

Habmonenve nposomures YHaCTKOBEIM IIEIHATPOM 1 HehpoTOroMm.

C3 1012 mec. -1 pas/Mecsm
3arem 1 pas B 2-3 Mmec.
Hedponaor

1-p1it rom: 1 pas B 3 mec.
3arem 1-2 paza B roxg
CromaroJior

1 pa3 B 6 Mec.
Oronapunre.or

2 pasaBrog

aHaIM3bl Mo9H (AMOypaxe
i Heaunoperxko) 1 pas s 3-
6 mec.

v" CyTouHas Moua Ha
6ernox 1 pas B rox

v’ IIpo6a 3umuwmkoro 1
pa3 B 6 mec.

v' Tloces moun 1-2 paza B
rom

v' Anamms kposm
KimH9ecKkui 1 pas B rox

v' ®yBKIHOHATHHAS
ZUAarHOCTHKA (TIpoba
Pe6epra) mouernna
CBIBOPOTKH 1 pa3 B rog.

Wacmm 0CMOTpPOB HomonauTenbubIe METO/IbI OcHoBHEIE TyTH *’
CHICNHATNCTAME o0ciienoBanmns 03I0POBJICHHT
Meanarp v’ Anams mMoun Pexym: orparmaenmit
1-b1i rog; IlepBrie 6 Mec. - Ipa3 8 10-14 | neurarensrol aKTHBHOCTH
B neparie 3 mec. - 2 JHe#, 3ateM | pas B Mec. HEeT
pas/Mecs v" KonmmuecTrenHbIE Huera: THIIOAJIEpreHHast, ¢

HCKITIO9CHUEM 5KCTPATHBHBIX
BEIIECTB, U
cbanancupoBaHHAS 1O
Kalopaxy COIIacHO BO3pacTy;
Peabuimmranus B mectHOM
He(ponoruaeckom canaropum
(Anraiickuit Kpaii,
Benoxypruxa)

IIpu vHTEpKYppEHTHBIX
3a0oneBanmsIx
CHMIITOMAaTHY€ECKas TEPAITHS.
AHaIm3BI MOYH IIpH
3a00JIEBaHAH, BBI3OPOBICHAN
gepes 2-3 Mec.

Menumuscknit 0TBOT OT
IPHBHBOK Ha IO,

Cusatue ¢ yuera gepes 5 et momHoi PEeMHCCHUH MOCTIe 00CIIeTOBAaHUS B

He(prJIOI" HMYICCKOM CTaluoHape, CTallHOHape OMHOTO IHS, THArHOCTHYECKOM

LEHTPE.
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