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Jinmcbanrvonenommomaros:
pekomenaauuu EBponenckoro
pecnMpaTopHoOro ooujecrsa
no AMArHOCTUKE U NeYeHHUIo

B 2010 r. B EBponeiickomM pecnnpatopHOM XypHane ony6-
NMKoBaHO PykoBOACTBO NO AMarHOCTUKE 1 neveHnio nuMmdaH-
ruoneriommomarto3sa (JIAM), nogroToBieHHOE rpynnown aKc-
nepToB MO MHUUMATNBE EBpOMNEnckoro pecnmpaTopHoro o6-
wectea (EPO).

JIAM - pepkoe 3aboneBaHue nerkux, KOTopoe MOXeT pas-
BUTbLCS 6€3 SIBHOM NPUYMHBI UK B paMKax HacNefCcTBEHHOIO
3aboneBaHua — Ty6epo3Horo cknepo3a (TC). PacnpocTpa-
HeHHocTb JIAM cocTtaBnseT 1 cnyyait Ha 400 Thbic. B3pOC/bIX
XeHwwuH. Cpeau nuu, ¢ TC JIAM obHapyxmsaioT B 30-40% cny-
yaeB. OnucaHbl eaguHnyHbIe cnydam JIAM, accoumMmpoBaHHOro
¢ TC, y MyX4/H 1 oeTeil.

JIAM nposiBnsieTcs NPOrpeccupytoLLen OAbILLKONM, MOBTOP-
HbIMW MHEBMOTOPaKCaMu, HaKOMNEHWEM XUNE3HOMO BbINOTa B
naeBpasbHON NOMOCTU U PEaKMMM 3NM304aMU KPOBOXapka-
Hbsl. BHeneroyHas numdaneHonaTna n pa3pactaHns KUCTO3-
HbIX MacC, KOTOPbIE NMPUHSATO Ha3blBaTb IMMQaHroNENoOMMO-
MaMmu, MOTYT MPVBOAMTb K HAPYLLEHUIO LIMPKYNSLMA TUMOb! B
GPIOLLIHOI NONOCTU 1 Ta30BbIX OpraHax. Y 60mbHbIx JJAM yacto
BCTPEYAOTCA aHrMONMNOMbI MOYEK U MEHWHIMOMBI. [posiBne-
Hust JTAM v TeMnbl IPOrpeccrpoBaHNs 3HAUYNTENBHO BapbUpY-
10T, YTO 3aTPYLHSIET ONpefieneHne NporHo3a 3abonesaHms.

[lnarHos ycTaHaBnnBaOT Ha OCHOBaHWUMW pe3ynkTaToB 61o-
NCUN NErkMx, BHENErOYHbIX TMMbATUYECKMX Y3N0B 1 TUMPaH-
rMONenoMMOM MIIN COYETaHNS XapakTepHbIX NPOsSiBNeHUiA 60-
NE3HV U U3MEHEHWUI B NIErkMx Npu KOMMbIOTEPHOW TOMOrpa-
Gbun BbicOkoro paspeluexuns (KTBP). M'mctonornyeckuii gua-
FHO3 OCHOBLIBAETCS Ha XapakTepHOM MopdOoNiorMm KieTok
JIAM n pesynbtaTax UMMYHOrMCTOXUMUYECKUX WCCNeLoBa-
HUIN: NONOXWUTENBHON Peakuuy Ha akTVH MagkuxX MblLUL, U aH-
Tutena HMB45. Y naumeHToB C MHOXECTBEHHBIMU KMCTaMu
Nerknx yctaHoBneHve gmarHosa JIAM TObkO Ha OCHOBaHUM
KapTuHbl KTBP co3naeT puck AMarHoCTUYecKmx oLLmnbok.

B cBs13u ¢ peakocTtbio JTAM KOHTpOAMpyeMble UccneaoBa-
HUS 3DEKTUBHOCTU NeyeHnst 3aboneBaHnst He NPOBOANNCS.
MopnepxvBaioLlias Tepanus GPOHXONMTUKAMU U KUCIOPOLOM
HarnpaefieHa Ha YMeHbLUeHne BPOHXMaIbHON 0BCTPYKLWN U T1-
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nokcemuun. [ns ycTpaHeHWsi MHEBMOTOPAKCca M XWUnoTopakca,
yoaneHus 06pa3oBaHuii B MoYKax UCMosb3YIOT XMPYpPryeckme
BMeLUaTeNbCTBa. YMEHbLUEHUS BbIPaBOTKU SCTPOreHOB AOCTM-
raloT yaaneHneM SMYHNKOB, NPUMEHEHEM TaMOKCUdeHa, Npo-
recTepoHa 1 roHagoTPONUH-PUNM3UHI ropmoHa (MPI), oaHako
[lokasartenbHas 6a3a /15 Takoro sie4eHns oTcyTCcTByeT. Hepag-
Hee OTKpbITME aHoManuii reHoB TC, NPUBOASALLMX K KOHCTUTY-
TUBHOM aKTMBaumn knHasbl mTOR (MuULeHn panamuumyHa mne-
KOMMTAIOLWYIX), NOCAYXMNO0 0BG0CHOBAHMEM ANl MPUMEHEHUS Y
naumeHToB ¢ JJAM v aHrnomuonunomon nHrnéutopos mTOR.

Llenbto rpynnel akcneptos EPO 6bina paspaboTtka corna-
CUTENIbHOr0 PYKOBOACTBA MO 06CNEf0BAHMIO U NIEYEHMIO Na-
uneHToB ¢ JTAM, 0CHOBAHHOMO Ha NPUHLMNAX MEANLMHBI 4,0-
Ka3atenbcTB. PaboTy no BbIpaboTke CornalleHnsi NPOBOAMIN
4 kommccuM 3KCMepToB Npv CrnoHcopckorn noaaepxke EPO.
Mpouecc pa3paboTkM PyKOBOACTBA MPOXOAMST MO3TAMHO:
1) noctaHoBka Bonpoca; 2) c6op cBeaeHwuid; 3) oLeHka goka-
3aTeNbHOCTM PEeKOMEHZAUMA C UCMOMb30BaHNEM CUCTEMBbI
OLLEHKM 11 3ApaBOOXPaHEHNS U HAYKM, padpaboTaHHo Ame-
PUKAHCKON Konneruer TtopakanbHbix Bpauvein B 2004 r;
4) dopmanbHas OLeHKa CornalleHns 1 NpeanoXeHnii No Moam-
duKaumm ¢ ICNONb30BaHNEM CTATUCTUYECKON LKabl JTnkepTa;
5) nHTErpaums npenoxeHwin; 6) nocnepyowye NOBTOPHbIE
OLLEHKW COrnaLLeHns; 7) 3ak/oHUTENbHbI NepecMoTp.

OKOHYaTenNbHbI BapuaHT PeKOMEeHAALLMIA YYUTLIBAS OLLeH-
Ky aoka3arenbHoctu (Ol) — oT MakcumanbHoi (A) o Heco-
cToaTenbHOM (1), a Takxe Ka4eCTBO 4oKa3aTebCTBa, ero rnosib-
3y U CTEMEHb COrNnacusi SKCNepToB (CBEAEHUS OOCTYMHbI B
opuruHane). MNonHas Bepcus CornalleHns HaxoauTcs Ha cai-
Te EPO (www.ersnet.org).

OnpepeneHus

N puarHocTu4eckue noaxoabl

AnarHocTuyeckue Kputepum

OueHka ToYHoCTU amarHocTuku JTAM 6e3 6uoncum nerko-
ro He NpoBoamnack. MNprBeAeHHbIE KPUTEPUM OCHOBBLIBAIOTCS

Ha pesynbTaTax psiaa MCCNeaoBaHUiA i MHEHUM SKCNEPTOB.

OnpeaeneHHbit JIAM:

e xapaktepHas unu cxogHas ¢ JIAM kapTuHa M3MEHEHWI B
nerkux Ha KTBP 1 ceoncTtBeHHasa JIAM naTonormyeckas kap-
TUHa B BuonTarte nerkoro, uam

e XapakTepHas KapTuHa n3ameHeHwui B nerkmx Ha KTBP B coye-
TaHWM C OOHUM U3 CReayoLLMX NPU3HAKOB: aHrMOMUOANMO-



MO B MOYKaX, XWe3HbIM BbLINOTOM B MEBPaNbHON WK
OpIOLLHON NOAOCTH, MMMbAHTMONEAOMUOMOI UK Nopaxe-
HueMm JIAM numdaTnyeckmnx y3nos, OnpeaeneHHbIM 1imn Be-
posiTHbiM TC.

BeposiTHbiii JIAM:

XapakTepHas kapTuHa u3meHeHuii B nerkux Ha KTBP n tu-
NUYHOE KIIMHUYECKOE Te4eHre 6ONesHn nnm

cxopHas ¢ JTJAM kapTuHa nameHexmin B nerkux Ha KTBP B co-
YeTaHU C OOHUM U3 Cnepyowmx NpU3HakoB: aHr MOMUONN-
NMOMOI B MOYKaX, XMNE3HbIM BbIMOTOM B MAEBPANBLHON MK
OPIOLLHOW MOOCTHU.

Bo3moXxHbIii JIAM:
xapakTepHas uam cxogHaa ¢ JIAM kapTuHa U3MeHeHuin B
nerkmx Ha KTBP.

3ameyvaHus:

1) B cnyyaax Hanmumsa TC y naumeHToB JIAM pacLeHnBaioT
Kak aCCOLMUPOBAHHBIV C HM, B NPOYMX CNyYasx — Kak cropa-
ONYeCKnii;

2) npuBeaeHHble anarHoctTuyeckme kputepum JIAM npu-
MEHVIMbI TOJTbKO Y XXEHLLMH. Y MY>XU41H aCCOLMMPOBAHHbIN ¢ TC
n, Tem Gonee, cnopagmyeckuii JJAM kpaitHe pefok, Mo3aTomy
Takow AyarHo3 MOXeT ObITb YCTAHOBJIEH TO/IbKO HA OCHOBaHUM
COYETAHUS XapaKTEPHOWM Unm cxodHol ¢ JIAM kapTuHbl n3me-
HeHun B nerkmx Ha KTBP u ceoicTBeHHoM JIAM naTtonoruyec-
KOV KapTuHbI B BruonTarte Nerkoro;

3) anarHo3 JIAM, 0coBGeHHO B ciyyasix, Koraa oH BeposTeH
UM BO3MOXEH, TPEOYET NCKOYEHUS aNbTepHaTUBHLIX 3a60-
NEeBaHUIA, XapaKTEPUIYIOLMXCSH KUCTO3HBIMU U3MEHEHWSIMU B
Nerkux.

McTonornyeckue kputepumn

JIAM xapakTtepusyetcs ABYMS TUNaMN MU3MEHEHWIA: KCTa-
MW 1 MHOXECTBEHHOW Y3e/1KOBOW nponndepauymen Hespesnbix
rMaaKOMBILLEYHbIX KNETOK U MEePUBACKYASPHO PACMONOXEHHbIX
anuTennouaHbIX knetok (puc. 1). Oba Tuna n3mMeHeHun coye-
TaloTCS B Pa3/IM4HOM COOTHOLLEHWM 1 HA PaHHEN cTaamm 3a60-
neBaHns MOryT ObITb Mano3ameTHbIMK. [pu 06HapyXeHun Tn-
nMYHOV Nponndepaumny He3penbiX FMaaKOMbILLEYHbIX 1 anuTe-
NMONIHBIX KIIETOK BHE HOPMasIbHbBIX MbILLEYHBIX CTPYKTYP, CO-
yeTalowencs ¢ GopMmpoBaHMEM KUCT, BKYMNeE C XapakTepHbIMU
cumMmnTomamm 1 KapTuHon KTBP gns yctaHoBneHus gmarHosa
00bI4HO OblBaeT [AOCTATOYHO PYTUHHOW OKpacky npenapaTos
reMaToKCUIMHOM ¥ 303MHOM.

MNIMMYHOrMCTOXMMUYECKNE NCCNELOBAHNS HA aKTWH rMaj-
KX MbILWL, gecmntd n HMB45 patoT LeHHy0 LONONHUTENbHYIO
nHbopmaumio, 0cobeHHO BaxHylo nNpu pabote ¢ mMartepua-
NOM, NOJTy4EeHHbIM NpU TpaHCOPOHXManbHo Guoncun. B pea-
Knx cnydasx peakums Ha HMB45 moxeT GbiTb oTpuuaTesb-
HOW, HO HaNn4mne xapakTepHbIX MMCTOOMMYECKNX NPU3HAKOoB
[laeT OCHOBaHMWe yCTaHOBUTb avarHo3 JIAM. B nopgo6HbIx cny-
yasx KOPPEeNaumsa ¢ KIMHUYECKMMU NPOSIBAEHNSIMU 1 KapTu-
Hon KTBP noBsbilwaeT LOCTOBEPHOCTL AnarHo3a. NprMepHo B
NoJSIOBUHE CNy4YaeB VMMYHOTUCTOXUMUYECKME METOLbl MO03-
BOJIFIOT BbISIBUTb PELLENTOPbI K 3CTPOreHaM 1/unv nporecte-

POHy.

Puc. 1. M'mcTonormnyeckuii npenapar 6uonTtarta fIerkoro na-
LMEHTKN co cnopaguyeckum JIAM.

"

Puc. 2. ®parmeHTt KT nerkux naumeHTkn co crnopagmyec-
KM JTAM, OCNOXHEHHBIM XMNOTOPaKCOM.

PekomeHpauum (OueHKa A0Ka3aTeNbHOCTH — 3KCNEePTHOE
MHeHue/A):

1) B cnyyasx, nogosputenbHblix Ha JIAM (nnv gpyroe ond-
(y3HOEe NapeHxMmaTo3Hoe 3a60eBaHNe Nerkmx), U3y4eHnem
MaTonorMyeckoro martepvana OOKEH 3aHMMaTbCsl cneupa-
JINCT, UMEIOLLIMIA ONbIT paboTsl ¢ JIAM;

2) npepnonoxeHune o JIAM LOMKHO BO3HUKATL B Clydasx
npeo6nagaHns KCT M MHOXECTBEHHOI y3EKOBOW nponnde-
pauuy He3PENbIX MaAKOMbILLEYHbIX KIETOK 1 MEPUBACKYNSPHO
PacnoOXEHHbIX 3NUTENNOUAHBIX KNETOK;

3) UMMYHOTMCTOXMMUWYECKME WCCNEN0BaHNS Ha aKTUH
rnagkmx Mol 1 HMB45 cnenyeT BeINOMHATL B CAiydasx, Kor-
[a rMCTONOrMyeckas KapTMHa He MO3BONSIET C YBEPEHHOCTHIO
CyanTb O AmarHose. MIMMYHOrMCTOXMMUYECKOE BhISIBNIEHNE
PeLenTopoB K 3CTPOreHam 1 NporectTepoHy NOMoraeT B Ava-
rHocTuke JIAM.

PeHTreHonornyeckue Kputepum

XapakTtepHbie npu3Haku JIAM Ha KTBP nerkux

KTBP pekomeHayeTcs Kak METOZ, ly4EBOV ANArHOCTUKA 1
MOHWTOPVHra M3mMeHeHui npu Andody3Hbix 3aboneBaHnsx
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nerkux, sknoyas JIAM. KUCTO3HbIe U3MEHEHUS B NIErKUX TU-
nuyHbl ans JIAM 1 nMmeloTcs y BCex naumeHToB (puc. 2). Ux
dopma, pazmepbl U KOHTYpPbl MOTYT BapbupoBaTb. O6bIYHbIN
OramMeTp KUCT COCTaBnsieT 2-5 MM, HO MOXET AOCTUraTh 1
30 MM. Knctbl 06bI4HO MMEIOT OKPYryto GOpPMY 1 paBHOMEP-
HO pacnpenensioTcs B HOPMasbHOW NapeHxnme nerkux. Ton-
LLIMHA CTEHOK KMCT 0ObIYHO He MpPeBbILAeT 2 MM, HO MOXET
[0X0ONTb [0 4 MM.

PekomeHnpauum (O[ - A):

1) npyn nogo3peHun Ha JIAM cnepyet BoinonHaTe KTBP
NIErKNX C UCMOMb30BAHNEM TOHKOrO My4yka KOAMMaLMmn 1 Bbl-
COKOro anroputMa NPOCTPAHCTBEHHOM PEKOHCTPYKLMY;

2) nccnepoBaHNe MOXET ObiTb BbIMOMHEHO NyTEM Mocne-
[0BaTENbHOrO0 CKaHMPOBaHWSA (CPesbl TOAWMHON 1 MM yepes
Kaxzable 1 CM) UM HWM3KOL030BOrO CMMPANbHOrO MynbTUAe-
TEKTOPHOrO CKAHNMPOBAHMS.

3ameuaHusq:

1) xapaktepHbiMu npusHakammn JIAM npu KTBP cnyxat
MHOXECTBEHHbIE (>10) TOHKOCTEHHbLIE OKPYIIIblE YETKO OYeEpP-
YEHHbIe BO3AYLLHbIE KACTbI PV HOPMANbHOM UM YBEIMYEHHOM
obbeme Nerkvx 1 OTCYTCTBUM APYIMX 3HAYUTENbHBIX 3MEHe-
HWI CO CTOPOHbI Nerkmx (0CO6eHHO MPU3HAKOB MHTEPCTULM-
anbHOro 3a60neBaHNs, 3a UCKIIOHEHNEM MHOXECTBEHHOW MeJT-
KOY3€eJIKOBOV rmnepnnasum NHeBMOLMTOB y NaumeHToB ¢ TC);

2) KTBP-kapTuHa cxogHa ¢ JIAM, ecnv npucyTcTByeT ma-
110€ Konm4ecTBo (0T 2 8o 10) BbILLEONUCAHHBIX KUCT.

PeHTreHognarHocTmka

a6aomMuHanbHbIX Nposienexuii JIAM

KomnbloTepHasa Ttomorpadpusa (KT) OprowHoli nonocTu
MOXET ObITb 1CMONb30BaHA A5 BLISBIEHWS aHTMOMUONTIOM,
NMMOAHroNenoMmMom unn numdaneHonaTum ¢ Lenbio ava-
FHOCTVKW, OnpeneneHns neyedHon TakTUKM 1 MOHUTOPMPOBa-
HUs ayHamuku. MaTonornyeckne obpasoBaHusi B GPIOLLHONA
nosiocT 1 Tady 0OHapYXMBAKOTCS Y OBYX TPeTein BG0sbHbIX
JIAM. KT 60onee 4yBCTBUTENBHA U CneuMduryHa, YeM ynbTpa-
3BYKOBOE UCCNeloBaHMeE, U CNOCOOHA BbISIBUTL OMyX0au auna-
meTpom <1 cMm. B cnyyasix, korga npoTMBONoKa3aHo NpuMeHe-
HVe NOACOAEPXALLMX KOHTPACTHbIX BELLECTB, OJ151 BbISIBNEHNS
XMPOBbLIX OMyXOfei MOXET OblTb MCMOMb30BaHA MarHUTHO-
pe3oHaHcHas Tomorpadusa (MPT).

Pekomenpauum (O[], - C):

1) Bcem naumentam ¢ JIAM unu npu nogospexHun Ha JIAM
cnenyet BbiNnonHATb KT opraHoB GpioLwHOM NONOCTM 1 Ta3a ans
BbISIBJIEHWS| @HTUOMMOM 1 APYrx 06pa3oBaHNii;

2) uccnenoBaHvie GPIOLLHO NMOMOCTM HYXHO NPOBOANTb C
warom He 6onee 3 MM [10 1 NOCNE BHYTPUBEHHOIO BBEAEHUS
HEMOHHOr0 KOHTPACTa;

3) obcnenoBath NALMEHTOB 15 BbiSIBNIEHWSs 6ECCUMNTOM-
HO npoTekarLWmx MMMdaHrMonenoMmomM Ha NPoTsxXeHnn 60-
JIE3HU HE HYXHO, NOCKOJbKY HAa CErOAHS HE CYLLLECTBYET METO-
[10B MX KOHCEPBATMBHOIO JIEYEHUS;

4) nauyneHTam C Halmynem abaoMMHANbHLIX CUMMTOMOB
cneayet npoeogntb KT ans BbisBAeEHUs numdageHonatum m
JIMMbAHI0NIENOMUOM.

=]
www.atmosphere-ph.ru

BbigsBNneHne MeHUHruom Yy nauyneHToB

co cnopaguyeckum JIAM

Y naupeHToB ¢ JIAM NoBbILEH PUCK Pa3BUTUA MEHWUHINO-
Mbl, POCTY KOTOPOW MOXeT Cnoco6CTBOBATb MPOreCTepoH.
Monck MEHUHTMOM HeOOX0AMM, 0COOEHHO Y NaLMEHTOB, MO-
NyYaroLLmMX NPorecTepoH. JlyueBoe nccnenoBaHye roloBHOro
Mo3ra y naumeHToB ¢ JIAM uenecoobpasHo NpoBOAUTL AJ1st
BbisiBNIeHust TC.

PekomeHnpauum:

1) MPT ronoBHOro moara, BbINojHeHHas B Havane Habnio-
OeHvd, naet nHdopmMaumio Ans nocnenyoLmx CpaBHeH1n, ee
cnepnyeT NPOBOAUTL MPY HAMYMN BO3MOXHbIX CUMMTOMOB Me-
HUHrnomsl (O - C);

2) MPT ronoBHOro mosra cinegyeT npoBOANTb XEHLUMHaM
¢ JJAM, nonyyaroLimMm nporecTareHsbl, U KOTOPbIM NaaHnpy-
0T Ux Ha3HaumTb (O - B).

Boigasnenue TC y naumenTos ¢ JIAM

Y naumeHToB ¢ siBHbIM crniopagauyeckumM JIAM MoxeT BbiTb
BbisiBnieH TC. Mockonbky dpeHotn TC o4eHb BaprabeneH 1 B
2/3 cny4aeB BO3HUKAET B Pe3y/bTaTe CMOHTAHHbIX MyTauui,
3aboneBaHve 4acTo He amarHocTupyetcs. [ns nckmoveHms
TC Heobxoamm TwaTenbHbIi cOop aHaMHe3a 1 nosHoe obcne-
[OBaHME MauMeHTOB. B COMHUTENbHbIX Chyyasx TpebyeTtcs
KOHCY/bTaLLMS KIIMHUYECKOro reHeTrKa.

UccnepoBaHue GyHKLUM AbIXaHUS

Ob6bem GOpPCMPOBAHHOIO BbIAOXa 3a 1-10 cekyHay
(O®PB,) 1 ondpdysmnorHHas cnocobHOCTb nerknx (Di,,) npw
JIAM koppenvpyloT ¢ kapTuHoit KT u ructonornyeckumm
N3MEHEHNAMW B NErkuX, U3MEHSSICb N0 Mepe Mporpeccu-
posaHua 3a6onesaHuns. CHuxeHne D, BbisBnsetca y 60b-
Len yacTu nauneHToB, Yem nageHne ODB,, n cnyxut 6onee
YYBCTBUTENbHBIM WMHAMKATOPOM 3a00NeBaHNS Ha paHHen
cTagmun. HarpysouHble Npobbl NS OLEHKM NEroYHol 1 cep-
OeYHON GYHKUMM MOTYT AaTb NOJIe3HY0 MHdOopMaumio, 0Co-
OEeHHO Y MaUMEHTOB C NerkumMmn ctagmsimm 3aboneBaHus, HO
CNOXHO [00UTbCA MX YOOBNETBOPUTENBHOW BOCMPOW3BO-
ammoctn. Temnbl cHkenns Dy, v OB, wwupoko Bapma-
6ebHbl y OTAENbHBIX MALMEHTOB U HE MOTYT ObiTb MCMOMbL30-
BaHbl OJi9 NMPOrHO3MPOBAHUS KJIMHUYECKOrO TeYeHus 3a-
6oneeaHus. He onpepeneHa onTvmanbHas 4YacTota QyHK-
UMOHaNbHbLIX MccnefoBaHuii. B GoNblUMHCTBE Cnyvaes
CTaHOapTHoe (YHKUMOHANbHOE UCCNeAoBaHME MOBTOPSIOT
Kaxzable 3-6 mec. Y nauMeHToB co CTabuibHbIM TeyeHneM 60-
Ne3HN NHTEPBaN MeXAy UCCNeL0BaHNSIMU MOXET ObITb yBeE-
nnyeH oo 1 roaa.

PekomeHnpauum:

1) cnupomeTpuio, BPOHXOAMNATALMOHHBIA TECT M Onpe-
nenenvie D, cnenyet BbINOAHATL B XOL4€ MEPBOHAYANbHOTO
obcnenoBaHus y naumeHToB ¢ JIAM, Bkntoyas JIJAM npu TC
(OA -B);

2) nccneposarve O®PB; u D, cneayeT NOBTOPSATL AN
OLIEHKWN MPOrpeccupoBaHnsi 3ab0NeBaHnst N Pe3ynbTaToB fe-
yeHua (O - B);



3) uccnenosaHne GYHKUMM OblXaHWS cnefyeT NoBTOPSTb
Kaxable 3-6 Mec y naumeHToB ¢ nporpeccuposaHmemM JIAM n
Kaxable 6—12 Mec npy cTabUnbHOM TEYEHWUM HA NPOTSXKEHUN
1 ropa Habnopenna (O - C).

WUccnepoBaHue rasoBoro coctaBa

apTepuanbHOW KPOBU

ApTepuranbHas rmnokcemMus 4acto Bctpeyaetcs npu JIAM.
AHann3 ra3oBoro coctaea apTepunanbHOM KPOBM Y NaLMEHTOB
C NNErkUM 1 CpeaHETSXENbIM 3a00n1eBaHNeEM He 10OaBNSET no-
NEe3HOM MHdOopMaLMN K JAaHHLIM MYNbCOKCUMETPUN. Tem He
MeHee pesynbTaTtbl, NONYyYEHHbIE NMPW MepBOHAYasbHOM UC-
cnepoBaHnM, MOTYT CYXWTb NS OLEHKM pa3BuTus 3aboneBa-
HWSI, ONpPeaeneHns NokasaHuin 4ns KucnopoaoTepanum n 0co-
GEHHO OLLEHKU DYHKLIMM TpaHCnaHTara.

PekomeHnpauum (O[] - skcnepTHoe MHeHNe/A):

1) uccnepgosaHvie ra3aoBOro CocTaBa apTepuanbHON KPOBU
MOXET ObITb BbIMOJHEHO NPY NEPBOHAYaNbHOM 06CNen0BaHNN
60/bHbIX JJAM o8 Noay4eHns MCXOAHBIX AAHHbIX U Y NauneH-
TOB C TShKeNbiM 3a60NeBaHMEM, B YACTHOCTM Nepes, Hanpasne-
HMEeM Ha TpaHcnnaHTauuto nerkux (TJ1);

2) nccnepoBaHMe ra3oBoro CoCcTasa apTepuasnbHOM KpoBY
HeobxoaMMo A1t ONpefieNneHuns nokasaHuii K KucnopogoTepa-
MWK Y NALMEHTOB C PA3BEPHYTHIM 3a601EBAHNEM.

Harpy3ou4Hblie npo6bl

[epeHocMoCTb GU3MYECKMX HArpy30K U MakCcuMasbHOe
noTpebneHne KMCNopoaa CHMXATCA y naumeHToB ¢ JIAM.
TecT ¢ 6-MUHYTHOI x0abOOI NONE3EH ANS OLEHKN NEPEHOCK-
MOCTM GUBNYECKOW HArpy3KHM.

PekomeHpauun:

1) OUEHKa NIero4YHOM U CepaeyHOn GYHKLUN C MOMOLLLIO
Harpy304HbIX NPO06 AAET AOMONHUTENbHYI0 MHDOPMALMIO Y Na-
LMEHTOB C Hannydnem cumntomos JIAM (O[1 - C);

2) TecT ¢ 6-MMHYTHOIN X0bOOWM MOXET MCMONbL30BaTHCS
0191 OLLEHKM MepPeHOCMMOCTN GU3NYECKONM HAarpy3Kku, MPOrpec-
CMpOoBaHNsa OONE3HW 1 OTBETA Ha JIeYeHNEe Yy NAUMEHTOB C Ha-
nnynem cumntomoB (O] — akcnepTHOE MHeHKe/B).

BbigBneHue n1ero4yHoi runepTeHsum

JleroyHas rvnepTeH3nst HewacTo HabmoaaeTcs y naumneH-
ToB ¢ JIAM. [laHHble 06 apdEKTUBHOCTN NEYEHNS NEroYHOM
runepteH3un npu JJAM OTCyTCTBYIOT.

PekomeHnpauum:

1) y nauneHToB ¢ HeTskenbiM JTAM HET HeoOGX0AMMOCTU
AKTUBHO BbISIBAATb IErOYHYI0 runepTteHauto (O - 1);

2) axokapamnorpaduyeckoe onpeneneHne 4aBneHns B ne-
rOYHOW apTEPUM MOXET ObITh BBIMOIHEHO Y NALMEHTOB C TSXeE-
NbIM 32601€BaHNEM, HYXAAIOLLMXCS B AJIUTENBHON OKCUTrEHO-
Tepanuu. IamepeHune naBneHnsi B N1ero4Hol apTepmm Heobxo-
omMo kaHaupatam Ha TJ1 (04, - C).

Boigsenenue JIAM B rpynnax pucka
ﬂ,J'IVITeJ'IbeIVI nepunoa Mexany nosgsneHnem rnepsbix cUmmn-
TOMOB W YCTaHOBJIEHMEM [OuarHo3a Mno3BOJsideT npepgnona-
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ratb, YTO BO MHOrux cny4vasx JIJAM nubo He anarHocTupyeTcs,
nmnbo owmbOoYHO paclieHMBaeTca kak apyroe 3aboneBaHue.
[ns naumeHToB MOXeT ObiTb Mone3eH psan NpocTbiX Mep,
BK/OYAs MHOOPMUPOBAHNE O CMMMTOMAx MHEBMOTOPaKCa,
0TKa3 OT UCNONb30BAHUS SCTPOrEHCOAEPXKALLMX NPENapaTos,
BaKLMHALMIO NPOTUB BMPYCa rpunna 1 MHEBMOKOKKA, 0TKas3 0T
KypeHus.

Moka3zaHa nu KT xeHwmHam

CO CMOHTAHHbIM nHEBMOTOpaKCOM?

Manas pacnpoctpaHeHHoCTb JTAM He faet 0CHOBaHuA pe-
komeHzoBatb KT nerkux nocne nepeoro anvu3ona nHeBMoTo-
pakca. KT MOXHO BbIMOAHMTL MOC/Ie BTOPOro ann3ona n 06s-
3aTenbHO — NOC/e TPETLErO 1 NOCNEYIOLLMX SNN30408B MHEB-
MOTOpaKca, 0COBEHHO Y HEKYPALLYMX XEHLLMH U B CAly4ae Hanm-
4mMa OAbILLKM IO PA3BUTUS MHEBMOTOPAKCA.

PekomeHpauun:

1) KT nerkmx o6bl4HO He TpebyeTcs noce nepBoro anm3o-
na nHesmoTopakca (04, - 1);

2) KT nerkmx MoxeT noTpeboBaThCsl B Clyvasix noA03PEHNS
Ha JIAM, KOTOpOe BO3HMKAET Ha OCHOBaHUMN CUMMITOMOB, HO HE
noaTeepxpaeTcs pedynstatamu peHtreHorpadum (0L, - C);

3) Komuccus He [OCTUIA Cornacus no BONpocy 0 Heobxo-
nmmoctu npoeefeHust KT y naunMeHTok C NOBTOPHBLIMU MHEB-
MOTOpakcamm, COXPaHSIOLLENCS HErepPMETUYHOCTLIO JIErKOro
nnn nnaHmpyemblix Ha onepauuto (O - 1).

HyxHa nu KTBP xeHwuHam ¢ TC

ong Boigssnexna JIAM?

Cpegam Bcex xeHwyH ¢ TC y 26-39% MMEIOTCS KUCTO3HbIE
N3MEHEHUs NEerkux, cBOMCTBEHHbIE JIAM. Y 6onblumMHCTBA U3
HWX OTCYTCTBYIOT CUMMTOMbI IEFrOYHOr0 3a00NEBAHNS U aHAM-
He3 JIAM. TMockonbky BpayebHbI OCMOTP, PeHTreHorpadus
rPYAHON KNETKN 1 nccnegoBaHne GyHKUUM OblXaHWs MOryT He
BbISBUTbL natonorun, KTBP cnyxuT metogom Buibopa asi Bbl-
sBneHns JJAM y 37011 kateropum GOMbHBbIX.

PekomeHpauun:

1) xeHwmHam ¢ TC nokasaHo nposeaerHve KTBP rpyaHoi
knetkun ans BoiseneHuns JIAM B 18-netHem Bo3pacTe, a B Cy-
yae OTCYTCTBUSI MATONOMMYECKMX U3MEHEHUA — MOBTOPHO B
Bo3pacTe 30-40 net (0L, - C);

2) KTBP cnepyeT noBTOPUTL B C/ly4ae NOSIBAEHNS CTOMKUX
pecnupatopHbix cumntomoB (O - C);

3) xeHwwmHam ¢ TC nokasarna KTBP rpyaHon knetku npu
NOSIBNIEHUM PECNUPATOPHbIX CUMMTOMOB, MPUPOAA KOTOPbIX
HesicHa (O - B).

Cnepyet nu npoeoautb KTBP myxuuHam ¢ TC

ongq BoigsneHna JIAM?

JIAM MOXeT BO3HMKHYTb Yy MyX4mnH ¢ TC, HO KpainHe peako.
MocKoNbKY MYXUMHbI 0BLIYHO HE MOMYyYaloT NIEYEHNSI ACTPOre-
Hamu, paHHee pa3sutue JIAM y HUX ManoBEPOSITHO.

PekomeHpauun:

1) MyXumnHbl ¢ TC, y KOTOPbIX MO HEW3BECTHOW MPUYMHE
BO3HMKAIOT PECNMPATOPHbLIE CUMMTOMbI, HYXAAKTCS B 06Cne-
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[0BaHUK, KOTOPoe MOXeT Bktoyatb U KTBP rpyaHon knetku
(OA-C);

2) npy OTCYTCTBMM pecnupaTopHbix cumntomoB KTBP ang
BbifiBneHus JIAM myxudmHam ¢ TC He nokasdaHa (O - D).

HyxeH nu ckpuHUHT Ha JIAM XeHwmHam

CO Crnopaau4yeckoi aHrMoMMonMNoOMon?

YacToTa BbISIBIEHUS aHrMOMMONMNOM metogom KT npu
crnopaaunyeckom JIAM - 40-50%, npu TC - okono 80%. Mpwu
TC aHrmomMmonunomsl KpyrnHee, yaille ObiBalOT ABYCTOPOHHU-
MU 1 6onee NPeapacnonoXeHsbl K KOOBOTEHEHUSIM.

Pekomenpauum (O[] - B):

1) y naumeHToK ¢ 0AHOCTOPOHHEN aHrMOMUONUMNOMOW, OT-
CYTCTBMEM KJIMHMYECKMX npuaHakoB TC u cumntomoB JIAM
MOXHO npoBoanTb KT ans Boisienexus JIAM;

2) nmaumeHTkam C [ABYCTOPOHHUMK aHrMOMMOAUMOMaMu
HeobxoaMMo obcnenoBaHue pns BoiseieHns TC, a B cnyyae
ero obHapyxeHus — ob6cnenosarme Ha JTAM.

MporHos

OnpeaeneHune NporHosa

OnpegenexHve nNporHo3a y KOHKPETHOro naumeHTa -
CNnoxHas 3agada. CTeneHb BbIPXEHHOCTY MMCTONOMMYECKNX
N3MEHEHWIN B JIENKNX N HEKOTOPLIX QYHKLIMOHASIBbHBIX NOKa3a-
Tenel Ha MOMEHT YCTaHOBNEHUS! AMarHo3a MoryT ObiTb WH-
(GOopMaTNBHLI OTHOCUTENBHO BbIXXMBAHWS MALMEHTOB U TEM-
noB yxyaLleHns GyHkumy asixaHus. JJAM npu TC o6bl4HO Xa-
PAKTEPU3YETCS MEHbLUEN TAXECTblO, YeM Cnopaamyeckui
JIAM. NpepykTopsl TedeHnst JIAM rnaBHbiM 06pa3om oTpaxa-
0T CTEMNEHb BbIPAXEHHOCTN M3MEHEHWI HA MOMEHT YCTaHOB-
JIeHVa amarHosa, KoTopas v OnpenenseTr nponomKuTesb-
HOCTb XM3HM NaUMEHTOB. JIydLMMU TEKYLLIMMI NOKa3aTeNsIMn
nporpeccrpoBaHns 3ab0NeBaHNS U NPeAUKTOPaMM BbXMBa-
emocTu cnyxat Di, u OPB;.

PekomeHpauun:

1) Gruoncms nerkoro He AaeT NPOrHOCTUYECKOW MHpOPMa-
LK, 1 ee He CNeayeT BbINOHATL TONbKO ¢ 3Tol Lenbto (O - D).

2) Temnbl NporpeccupoBaHust 3abonieBaHNs MOryT ObiTb
OLEHEHbI Ha OCHOBaHWUW Pe3ynbTaToB MYHKLUMOHANbHBLIX UCCNe-
[0BaHWIA, NOBTOPSIEMBIX Kaxkable 3—6 MeC Ha MPOTSXXEHNUM Nep-
BOr0 rofia HabnoaeH1s 1 B nocneapyowem — kaxable 3—12 mec
B 3aBMCUMOCTM OT TSKECTW U BblCTPOTLI NPOrpeccupoBaHns
JIAM (O, - C).

HaGniopenue nauneHtos ¢ TC-JIAM

6e3 pecnupaTopHbIX CUMNTOMOB

Y naumeHToB ¢ nporpeccupyowmmM TeueHrem TC-JIAM pe-
rynsipHoe HabnoAeHNe 1 MOHUTOPUHI nokasatenein GyHKUMn
[blXaHns HeoBXOAMMbl OIS CBOEBPEMEHHOMO BbISIBNEHUS 13-
MEHEHWI, TPeByIoLLMX BMELLATENLCTBA. Y NALMEHTOB C MUHK-
MaJsbHO BbIPaXXEHHbIMY CUMNTOMamMu puck Taxenoro JIAM 3Ha-
UMTENbHO MEHBLLE, YEM NPU CNOPaANYECKOM 3a060NEBaHUN.

Pekomenpauum (O[], - akcnepTtHoe mHeHune/C):

1) naumeHTbl ¢ TC-JIAM 1 n3HavanbHO HOPMasbHOM YHK-
LMeN Nerkunx nocne Nnepeoro rofa HabnaeHrs He HyXXaalTces
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B PErynsipHomM HabnoaeHUU MynbMOHOMIOra Y MOHUTOPUHIE
dYHKUMOHaNbHBIX NokasaTeneitl. Takas HeOOXOOMMOCTb BO3-
HMKAET NPK NOSIBNEHMN PECAMPATOPHBLIX CUMMITOMOB;

2) Bpaun, Habnogaowwme nauneHTos ¢ TC, 1 camu naum-
€HTbl 10JIXHbI OblTb MHHOPMMPOBAHLI O HEOOXOAUMOCTM 00-
pPaTUTLCS K MyAbMOHOMONY MPY MOSIBAEHUN PecnupaTopHbIX
CYMMNTOMOB.

JleyeHue

0O6Lwwme nonoxeHus

MauveHToB ¢ JIAM Heo6x0AnMO MOTUMBUPOBATL K NOAAEP-
XaHUKO HOPMaJbHOM Macchbl Tefla U 0Tkady OT KypeHus. [dna-
rHO3 peakoro 3ab0f1eBaHNS U ero NocNeACTBUS YacTO Bbi3bl-
BAIOT Y NALMEHTOB OLLyLLeHNe n3onsaumm. O6beanHeHne naum-
€HTOB B pynrbl MOMOraeT pPeLwmnTb MHOIEe BOMpPOCHI.

WudopmuposaHue o pucke nHEBMOTOpakca

Mpn JIAM noBbILWEH PUCK Pa3BUTKS NMHEBMOTOPAKCA: Npu-
MepHo y 40% nauueHToB 3TO NEPBOE NPosiB/EHNe 3aboneBa-
HUS, 1 B 66% CnyyaeB NHEBMOTOPAKC BOSHWUKAET HA NPOTSXeE-
HUK 3aboneBaHus. YactoTa peumavea NHEBMOTOPaKca nocne
nepeoro anunsoga npu JIAM coctasnsiet okono 75%.

PekomeHnpaumun: naumeHTok ¢ JIJAM (kak co cnopagmnyec-
kM, Tak 1 npu TC), faxe ¢ OTCYTCTBMEM CMMMTOMOB, CNeay-
eT npeaynpexaatb 0 BOSMOXHOCTV BO3HUKHOBEHUSI MHEBMO-
TOpakca U 0 HeOOXOAMMOCTU CPOYHO 0OpaTUTLCS 3a Meau-
LIMHCKOW MOMOLLbIO MpY NosiBNEHUM ero npusHakos (O, — A).

PekomeHpauum oTHOCUTENIbHO OepeMeHHOCTH

BepemeHHocTb Npr JIAM co34aeT NOBbLILLEHHBIN PUCK pas-
BUTUSI MHEBMOTOPAKCA M XMIOTOPAKCA, a TakkKe MOXET YCKO-
pATb NageHne QyHKUMK Nerkmx. MauneHTsl ¢ M3HA4YanbHO HU3-
KMMW nokasaTensMm IEro4Hor GYHKLUMM MOTYT He MepPeHecTU
MHEBMOTOPAKC WM XMAOTOPAKC NPW UX BOSHWKHOBEHWW BO
BpemMsi 6epemeHHOCTU. Bo Bpems 6epeMeHHOCTU Takxe NoBbI-
LLIAETCS PUCK KPOBOTEYEHMS U3 @aHTUOMUOUMOM.

PekomeHpauun:

1) npaBo pelleHns Bonpoca o 6epeMeHHOCTN npuHagsie-
XuUT nauperTke. OQHAKO BCEX MALMEHTOK, BKIOYAs TEX, Y KOrO
CUMMTOMbI OTCYTCTBYIOT UM BbIPQXEHBI MUHUMANBHO, HE0OXO-
VMO MHDOPMUPOBATL O MOBBILLEHHOM PUCKE Pa3BUTUS MHEB-
MoTOpakca 1 xunotopakca B nepuop 6epemeHHocTu. Maum-
€HTKM, Y KOTOPbIX MOBTOPHbIE MHEBMOTOPAKCHI 1 NIEBPAbHbIN
BbIMOT UMENN MeCTO A0 GepPeMEHHOCTH, a TakkKe Yy KOTOPbIX
3HAYNTENIbHO CHVKEHBI MOKasaTenn QyHKLUM Nerkmnx, Noasep-
XeHbl 6onblueMy pucky B nepuon 6epemenHocTn (OL, — akc-
nepTtHoe MHeHne/B);

2) XeHwyH ¢ JTAM eLwe 00 1 HaCKObKO BO3MOXHO PaHo
nocne HacTyniaeHnus 6epeMEHHOCTU HYXHO MHPOPMUPOBATbL O
MOBbLILLEHHOM PUCKE Pa3BUTUS MHEBMOTOPAKCA, XMIoTopakca
N KPOBOTEYEHMS M3 aHrmommonunom (O, — akcnepTHoe MHe-
Hue/B);

3) naumeHtkam ¢ TC nepen NpuHATUEM peLLeHust 0 bepe-
MEHHOCTU HE0OX0AMMO MOJYYUTb FEHETUYECKYIO KOHCYMbTa-
umio (O - A);



4) Bo BpeMst 6epeMeHHOCTN NaLMeHTKM HyXJalTcs B Ha-
OMI0AEHNM MyNIbMOHOJIOrA U akyllepa, 3HaKOMOro ¢ 0Co6eH-
HocTamu JIAM (Of1 - B);

5) naumMeHTOoK ¢ TsxeNbiM 3a00N1EBaHEM XenaTeNlbHO yoe-
InTb He 6epemereTb (O - B).

OTKa3 OT 3CTPOreHoB

MpreM 3CTPOreHoB, BKKOYAsS KOHTPALLENTUBLI U 3aMECTU-
TeJIbHYI0 FOPMOHOTEPAnMio, MOXET BbI3BaTb NMPOrPeCccUpoBa-
Hue JTAM B nerkux no KpanHei mepe y 4acTtu 60JbHbIX.

PekomeHpauuu: xeHwpmHam ¢ JTAM cnepyet usberatb
npuema 3CTPOreHoB, BK/IOYAsh KOMOUHUPOBAHHbIE OpasibHbIE
KOHTPALIENTMBbI 1 3aMeCTUTESbHYI0 ropmoHoTepanuto (O - C).

UudopmuposaHue 06 aBuanepenerax

Coo6LeHns 0 pa3BUTUN MHEBMOTOPAKCOB BO BPEMSI aBMa-
nepeneTta gaBany OCHOBaHME PEKOMEHAOBATb XEHLUMHaM C
JIAM He nyTewecTBoBaTth N0 BO34yXy. O4HaKo naumeHTkam c
JIAM (cnopagmyeckum nnmn accoummnpoBaHHsiM ¢ TC) ¢ xopo-
e PyHKUMEen Nerkmx Bo3ayLUHbIE NepeneTsl He NPOTUBOMNO-
Ka3aHbl 1 crieumanbHbIX Mep NPeaoCTOPOXHOCTM He TpebyeT-
cs1. MaumneHTkam ¢ TsxensIM 3aboneBaHeM BO BPEMSI Nepere-
Ta MOXET NOHaR00bUTLCS KMCNIOPOAHAs NOAAEPXKA Ans npe-
[OTBPALLEHUS TUMOKCEMUU, @ TAKKE C Y4ETOM pUCKa Pa3BUTHS
nMHeBMOTOpPaKca.

PekomeHpauum:

1) naLMeHTKaM C MUHUMANbHO BbIPAXEHHLIMU CUMATOMA-
Mu cnopaauyeckoro unu TC-JTAM BO3ayLUHbIE NepeneTbl He
npoTuBoMnokasaHbl. IM cnepyeT BO3aepXmBaTbcs OT nepese-
TOB [0 OLEHKM CMEeLmManMcToM BHOBb NOSIBUBLLMXCS pecnvpa-
TopHbIX cumnTomos (O[, — C);

2) naumeHTKaMm ¢ BblpaxkeHHbIM JTAM cnenyeT onpeaenvTb
HeobXx0aAMMOCTb KMCIOPOHOM NOAAEPXKM BO BpEMS nepene-
Ta M NOCOBETOBATb BO3AEPXMBATLCS OT MEPENETOB A0 OLEHKM
CNeuyanncToM BHOBb MOSIBUBLLMXCS PECNNPATOPHBIX CUMMTO-
MOB. BONbHBIM, Y KOTOPbLIX MHEBMOTOPAKC MOXET UMETb CepPb-
€3Hble MOCNeACTBUS, CNeayeT UckaTb anbTepHATUBHBLIE CMO-
cobbl nytewectsus (O, - C);

3) naumeHTKam C HanM4ynem MHEBMOTOPAKCa UN NEPEHEC-
MM ero B TeYeHue Mpefblayllero Mecsua aBuanepeneTs
npoTtusonokasaxbl (O, - B).

JleroyHas peabunurauus

CneupanbHble nccnegoBaHnst POn Nero4Hon peabunmra-
uvm npu JJAM He NpoOBOAMANCH, TEM HE MEHEE MOXHO 3KCTpa-
NOIMPOBATb HA 3Ty NATONOTMI0 PE3YNbTaThl, NONYHEHHBIE MPU
Lpyrux 3ab6oneBaHnsx Nerkux.

PekomeHpauum: neroyHyo peabunutaumio MoXHO peko-
MeHZO0BaTb NaumeHTam ¢ oablwkoin (O, — akcnepTHOe MHe-
Hue/B).

BakuuHauusa npoTMB rpunna u NnHeBMOKOKKa

AddekT npodunakTMyeckon BakumHaumm npu JIAM He
n3yyancs, TeEM He MEHEE €€ MOXHO PEKOMEHA0BATb MaLMeEH-
Tam CO CHUXEHHOW DYHKUMEN NTErkumX.
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PekomeHnpauum: nauyeHtam ¢ JTJAM cnefyet npegnaratb
BaKLMHALMIO NPOTMB rpunna u nHeemokokka (O, - akcnepT-
Hoe MHeHne/B).

OueHka u ne4yeHue octeonoposa

Y 3HayuTenbHOM YacTu naumeHToB ¢ JIAM cHuxeHa MuHe-
panbHas NA0THOCTb KOCTHOW TkaHu (MIKT). YunTbiBas ObICT-
poe nagerve MIIKT nocne TJ1, naupeHtam ¢ JIAM, KOTOpbIM
MOXeT noTtpeboBatbest TJ1, peKoMeHIyeTCst paHHee Ha3Haye-
HWe arpeccMBHOW Tepanuu Nno MoBoAy OCTeonopo3a boit
noKanm3aumm.

PekomeHpauun:

1) y 6onbHbIx JTAM, ocoGeHHO B nepuop, MeHonay3bl U
nocTMeHonays3bl, cnegyet nepunogmnyeckn nceneposatb MMKT
(OA - B);

2) B cnyyasx BbIBIEHUS OCTEONOPO3a Ero CreayeT Ney4nTb
no cyLLecTBytoLWmMM cTaHgapTam (O[] - B).

WHransaumoHHble GPOHXONUTUKMN

YeTtBepTas yacTb naumeHToB ¢ JIAM oTBeYaeT Ha MHrans-
LMOHHbIE BPOHXONUTUKM NO CTaHAAPTHLIM 0ObEKTUBHBIM KPU-
Tepuam, a eule y 6onbluero Yncna 60sbHbIX MOXeT Habnto-
[aTbCs KNMHMYECKOe ynyylleHne. Y NauneHToB, OTBEHAIOLLIMX
Ha BPOHXONUTUKM, OOBIYHO UMEKOTCS HaPYLLEHUS MPOXOAMMO-
CTV GPOHXOB U BblILLEe Temnbl NageHns ODB;. Y HekoTopbIx Na-
uneHToB ¢ JIAM umeloTcs BOCNanuUTeNbHblE U3MEHEHUS B
OpoHxax, HO adEKT NHraNALUMOHHBIX TMIOKOKOPTUKOCTEPOU-
noB npu JJAM He nsyyancs.

PekomeHpauuu: naumeHtam ¢ GpoHXManbHoM 06CTpyK-
umelt nokasaHo npobHoe Ha3HauyeHue OGPOHXONUTUKOB, U B
Clyyqae HacTynneHuns addekra nx NpUMeHeHne crnemyet npo-
nomxuts (O - B).

FfopMmoHanbHas Tepanus: NPorecTepoH

HecmoTpsi Ha WMpokoe MCMoAb30BaHME MPOrecTepoHa
npu JIAM, paHOOMU3VMPOBaHHbIE MNALEOOKOHTPOANPYEMbIE
MCCNefoBaHNs Takoro IeYEHNS He NPOBOAMINCE. Pe3ynbrathl
psaa HabnaeHVn NO3BONSIOT NPeAnonaratb, Y4T0 Y HEKOTO-
pbIX MNAUMEHTOK Takoe fevyeHne ah@ekTMBHO. TeM He MeHee
[enatb BbIBOAbI HA OCHOBAHWU OTAENbHbIX KIIMHUYECKMX Ha-
OGMIOAEHNI HENb3S, NMOCKOJIbKY BEPOSTHOCTL NyGamKaumm co-
00LLEHNIA 06 YCMELLIHOM NIEYEHUN 3HAYUTENLHO BONbLLE, YEM O
HeaddeKkTMBHOM. [TpUMEHEHNE NPOrecTepoHa y NaLUMEHTOB C
ObICTPO MporpeccupylowyM 3aboneBaHneM, Kak MpaBuno,
Ob110 HEAPDEKTUBHBIM UM Aaxe NPUBOAMUNO K YXYALLEHUIO, U
TOMbKO B OQHOM HabMOAEHUM HE3HAYUTENBHO 3aMefIMI0Ch
nagexue Dig,.

PekomeHpauun:

1) NnporecTepoH (BHYTPb MM BHYTPUMBILLEYHO) HE Credy-
€T PYTUHHO NPUMEHATb Yy naumeHTos ¢ JIAM (O - 1);

2) B cnyyasx GbICTPOro yxyalweHns GYHKUMU NErkux unm
CMMMNTOMOB MOXET ObITb Ha3HaYeHa NPoOHas Tepanus npore-
CTEPOHOM BHYTpUMbILweyHo (O - C);

3) neyeHne NporecTePOHOM CReayeT npogomkaTb 12 mMec,
Kaxzable 3 Mec uccnegys GOyHKUMIO nerkux. Ecnv BbipaxeH-
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HOCTb CUMNTOMOB 1 TEMMbI Na4eHUdA d)yHKLI,VII/I Nerknx B teve-
HVEe rofa He YMeHbLUAlTCs, NleYeHne credyeT npekpaTtuTb
(O[], — akcnepTHOe MHeHne/C).

[Apyrue aHTU3CTPOreHHble CpeacTBa

[aHHble N0 NPUMEHEHNIO aHTUICTPOrEHHbIX CPEACTB ANS
neyenuns JTJAM orpaHuymBaloTcs psiaoM HabnooeH, B KOTO-
pbIX M3ydanncb 3bdekTbl 0BAPUIKTOMUM, TaMokcudbeHa U
aroHuncToB Pl Pe3ynbTathl HeAaBHO NPOBEAEHHOIO OTKPbLITO-
ro uccnefoBaHus, B KOTOpom y 11 naumeHToB ndyyanu gencT-
Bve aronucta ['PI" TpuntopennHa, nokasanu nosHoe OTCYTCT-
Bue apdekTa n cHmxerre MIMKT Ha PpoHe neveHuns.

PekomeHpauun: naupeHtam ¢ JIAM He noka3aHa kakas-
nmnbo ropMoHanbHas Tepanusi, kpome nporectepoHa (04 - 1).

WHru6mutopsl mTOR

Hacnenyemble myTaumm reHoB TSC-1 n TSC-2 Bbi3blBaloOT
TC, Torga kak NnpruobpeTeHHble (ComaTUYeckmne) MyTaummn ac-
coumnnpytotea co crnopagmyeckum JIAM. Mpu JTAM npowucxo-
OUT KOHCTMTYTUBHAA aktuBaums mTOR. B aByx npocnekTus-
HbIX OTKPbITbIX KIMHUYECKUX UCCNEN0BaHMAX OblN0 NOKa3aHo
yMeHblUeHne 06bema aHMMOMMUONMMOM MOJ BIUSHUEM WHIN-
6utopa mMTOR cuponmmyca, Ho Npy 3TOM HE OLEHMBANCS 3d-
dexT npenapara Ha KPOBOTEYEHUE 13 aHTMOMUOANMOM U He
CPaBHMBANIOCb COOTHOLLIEHME PUCK/NOMb3a C APYrMU BUAAMM
fleyeHns (kaTeTepHoi ambonmaaumeit U KOHCEPBATUBHOMN XU-
pyprueit). Jeiictere nHrnémutopos mTOR Ha GyHKUMIO nerkmx
He M3Y4eHO, M UX MPUMEHEHNE MOXET acCoLMMpPOBaTLCS C
HexenatenbHbIM1 addektamu. MHrmbrutopsl mTOR B Gyay-
LLEEM MOTYT HaWTV NpuMeHeHune B nedeHnn JIAM, Ho TpebytoT-
€S fanbHenwme nccnenoBaHus.

Pekomenpauum (O[] - C):

1) cMponumyc He cnegyet NPUMEHNATL Ans nedeHns JIAM
(3a UCKOYEHNEM KIMHMYECKMX mnccnedoBaHuii). Cnepyet
NOAAEPXUBATb XeNaHye NauMeHToB N0 BO3SMOXHOCTY MPUHK-
MaTb Y4aCTUE B KIMHUYECKMX UCTIbITAHKSIX;

2) nHrndbutopsl MTOR He aBAAOTCS NpenapaTammn NepBo-
ro Bbibopa npw aHroMmonunomMax novek. CMponnMMyc MoxHo
NPUMEHSTb B CMELMANN3MPOBAHHBIX KIIMHUKAX Y OTAENbHbIX
MaLUMEHTOB C BbIPAXEHHBIMW CUMMTOMAMW QHTMOMUOIUMOMbI
WIIN HANIMYMEM IMMPAHIMONENOMMOMATO3HbIX Y3/10B, HE NOJ-
Nexalmx ne4eHunto nyTem amoboamM3aLLmm Uam KOHCepPBaTUBHOW
XMpypruu;

3) yuuTtbiBasi BOSMOXHOCTb NMPAKTUYECKON NOMb3bl OT Ne-
YEHUS CUPOJSIMMYCOM, HECMOTPS Ha OTCYTCTBME HAYYHOrO
060CHOBaHUS €ro NPUMEHEHNS, BO3MOXHO Ha3Ha4YeHue npe-
napata OTAeNbHbIM NauueHTaM C ObICTPbIM YXYALIEHVEM
QYHKUMN NErkKnx UaM HapacTaHNeM BbIPAXEHHOCTU CUMMNTO-
MOB B CMeLMaNM3NPOBaHHbIX LEHTPax Nocne TLiaTeNbHON
OLIEHKN COOTHOLUEHMSI pucka v nonb3bl. B nepvon nevexus
CYPOIMMYCOM HEOBXOAMMO TLLATENbHO CNEANTL 3a NEPEHO-
CMMOCTbIO MpenapaTa 1 kaxzable 3 Mec KOHTPOAUPOBaTL MO-
KasaTenu GyHKUMM ablxaHus. Cpasy nocne BKAOYEHUS naum-
€HTa B IMCT oxuaanus TJ1 neyeHrne cuponmMycom Heobxoam-
MO NpPeKpaTuTb.
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OcnoxHeHus

JleyeHne nHeBMOTOpaKca

MHeBMOTOPAKC, BO3HMKAOLLMIA Y BOMbLUMHCTBA NALLUEHTOB,
CNYXUT NPUYUHON SNAUTENBHBIX FOCNUTANM3aLmnii U 4acTo peum-
amsupyer. MNpu KOHCEPBATVBHOM JIeHEHNN PELMANBELI MTHEBMO-
TOopakca pas3BMBAOTCS Yalle, Yem nocne nneespogesa. TpaHc-
nnaHTauma erkmx y naumeHToB, paHee NoaBeprasLLMXCs Topa-
KaJibHbIM OrepaLmsaM, CBA3aHa C TEXHUYECKMMU CIIOXHOCTAMU
1 6onee BbICOKMM PUCKOM KPOBOTEYEHNMS BO BPEMS ONepaLym.

Pekomenpauum (O[] - C):

1) neyeHue nHesmoTopakca npu JIAM LO0SIXHO NPOBOAUTL-
CSl COBMECTHBIMW YCUANSIMU MYSIbMOHOJI0ra U TOpPaKaibHOro
xupypra;

2) Np1 NepBOM NMHEBMOTOPAKCE MOXHO NPOBECTU XMMUYE-
Cknin nnespoges. launeHtam, He OTBeYaloLMM Ha HadvaToe
NneyeHne, BKJKOYas NIeBPOAE3, MOKa3aHO XUPYypruyeckoe
BMELLATENbCTBO C YYETOM UX KJIIMHUYECKOrO COCTOSIHUS;

3) naumeHTam C NOBTOPHLIM NMHEBMOTOPAKCOM MOKa3aHO
XMPYPruyeckoe BMELLATENbCTBO C YY4ETOM WX KIMHUYECKOrO
COCTOSIHUS;

4) TJ1y naumeHToB, NepeHecLUnX NNeBpoaAe3 Unm nieBpak-
TOMMIO, BO M30exaHne MneBPOreHHbIX OCIOXHEHUIA HYXHO
NPOU3BOAMUTHL B LEEHTPAX, UMEIOLLMX OMbIT paboThl ¢ JIAM;

5) paHee nepeHeCeHHbIe NNeBPOAE3 UM NIEBPIKTOMUS Y
nauneHToB ¢ JTAM He aBNSOTCS NpoTUBonokasaHnem gna TJ1.

JleyeHune xunortopakca

Xunotopakc npu JJAM MOxeT npoTekaTtb noyt 6eccumn-
TOMHO, HO MOXET M NMPUBOAMTL K BbIPaXKEHHO ofblLlke. MeTopg,
NeYeHVst XunoTopakca BbIGMPAOT C y4eTOM 06bema BbINOTa,
KIMHUYECKMX MPOSIBIEHWIA 1 COMYTCTBYIOLLMX 3a00NIEBAHWIA.
[ins yMeHbLIEHUS BbIPAOOTKM XME3HOW XUAKOCTU NauyeHTam
HasHa4alT 6e3XMPOoBYI0 AMETY (BO3MOXHO, C A0OaBNEHNEM
CpesHeLEenoYeyHbIX TPUIMLEPUAOB) 1 6E3XMPOBOE NapeH-
TepasnbHoe nuTaHre. B cnyyasx manoro o6bema BeinoTa noka-
3aHO HabnaeHNE UM TOPAKOLIEHTES.

PekomeHnpauum:

1) naumeHTam ¢ XMNOTOPakCOM HasHayaloT 6e3XMPOoBYIO
onety ¢ fobaBneHMeM CpefHeLEenoyeyHblX TPUMMLEPULOB
(0L, - akcnepTHoe MHeHne/C);

2) BbibOp BMellaTeNbCTBA ANS NEYeHUss MaHUPECTHOro
XunoTopakca NpOBOAST MHAMBUAYANBLHO C y4eTOM 06bema Bbi-
noTa, CKIOHHOCTU K PeuVAMBY, COCTOSHMS NauyeHTa 1 BO3-
MoxHocTu TJ1 B 6yaywem (OL, — skcnepTHoe MHeHne/B).

TpchnnaHTauvm JNIerkux

Mo nosoay JIAM nposoast 1,1% scex TJ1. JIAM aBnseTcs
6onee 6naronpuaTHLIM 3a60N1EBAHMEM MO CPABHEHMIO C APY-
rMMmu nokasanusmu ansa TJ1. B HelaBHEM MCCNefoBaHUN Bbl-
XMBaeMOCTb naumeHTos nocne TJ1 no nosogy JIAM coctasuna
86% yepes 1 roa, 76% — yepes 3 roga n 65% — yepes 5 net.

MokasaHusa K TJ1
OfHO3HaYHbIX peKOMeHZALNn oTHOCUTENBHO TJ1 He cy-
LLLECTBYET, YTO CBA3aHO C MasibiM KOJIMYECTBOM HabMoaeHWi



N 3HAYUTENbHOW BapMabenbHOCTLIO YXYALIEHWS NIerO4YHOWA
dyHKUMK. B HegaBHeEM UccnenoBaHumn y 60bLWIMHCTBA NaLm-
€HTOB, KOTOpLIM Npou3senu TJ1, uMenack Tsxenas 06CTpyk-
umsa 6poHxos, OPB,; coctaBnsn okono 25% OT OOMKHOO, a
Diy, — 27%. TJ1 nauveHTam cnegyeT niaHnpoBathb, KOraa OHu
pocturatot -1V dyHKuMoHanbHOro knacca no knaccuou-
kauum NYHA ¢ TaxxensimM HapyLueHrem GyHKUMK Ierkux 1 ne-
PEHOCMMOCTM Harpysku (MakcumanbHoe noTpebneHne Kuc-
nopoaa <50% oT A0MKHOro, rMNnoKcemMns B nokoe). Y naum-
eHTOB cTapwe 65 net TJ1 NpoM3BOASAT B MCKIOYMTENBHBIX
cnyyasx.

Pekomenpauum (O] — A): noTpebHocTb B TJ1 BO3HMKAET
y naumeHToB, koraa oHun gocturatoT lll unan IV dyHKumMoHanb-
Horo knacca no NYHA ¢ Hannmunem runokcemmm B nokoe, Ts-
XeblM HapyLweHrem GYHKUMN NErKMX U NePeHOCUMOCTU Ha-
rpy3km (makcumasnbHoe noTpebnexue kucnopoga <50% ot
OOJIKHOrO).

Kakoi Tun TJ1 nokasan npu JIAM?

Mpwn JIAM BbLINONMHAOT Nepecaaky 0AHOro nny 060ux (4a-
we) nerkux. Mocne oBYCTOPOHHeN TJ1 3HaUUTENbHEE Yny4Lla-
eTcs QYHKLMS NErkKnx 1 MEHEE BbliPAXEHbI OCNOXHEHNUS JIAM.
TeM He MeHee BbIXBAEMOCTb NaLMEeHTOB Nocse 060UX TUMOB
onepauuii oaMHakoBa.

ATMIOCEEPA

il d oL PIREEEE

nauneHToM.

BonesHb
|

PekomeHpauum: BbIGOP 04HO- UM ABYCTOPOHHEN TJ1 npu
JIAM onpegensietca $akTopammn XMpypruyeckom TEXHUKNU U
OOCTYMHOCTbIO OHOPCKMX opraHos (O[], — B).

Peuunpguebl JIAM nocne TJ1

Passutne JIAM B nepecaeHHOM Nerkom nocse 04HOCTO-
POHHE U ABYCTOPOHHEeN TJ1 NponcxoamnT peako v 0OblMHO
KNIMHMYecKn He nposienseTcs. Peunams JTAM BbISBASIIOT NMbo
npwv aytoncumn, nmbo B pesysbTate O1Moncun Nerkoro, BbINon-
HeHHO no noeoay Apyroro 3abonesaHus. Peuyane JIAM He
BNSIET HA BbXXKMBAEMOCTb nocse TJ1.

3akJitoueHue

[laHHOe pyKOBOACTBO SBASETCS NePBbIM MEXAYHAPOAHBIM
KMHUYeckuM pykosogcTteoM no JIAM. Ero cospaHue notpe-
60BaNO y4acTMsi MHOTMX CNEUMannCTOB M3 Pa3HbiX CTPaH.
B cBA3M C OTCYTCTBMEM A0CTATOYHOW [0OKa3aTesibHON 6adbl
NS BbIpaboTKM PYKOBOACTBA OblN MCMONL30BAH NMPUEM KOH-
CEHCYCa, OCHOBAHHbIM HA COYETaHUM AOKA3ATENbCTB U MHE-
HWI1 3KCNepToB. MMaBHas Lesb 3TOro AOKYMEHTa — MOMOYb Na-
LMEHTaM 3a CHET PaHHeN AMarHoCTUKL U ONTUMANIbHOO Nieye-
HMS B CTpaHax ¢ nobbiMK pecypcamu 30paBooXpaHeHunst. Py-
KOBOACTBO OyAET PerynsipHo nepecMaTpuBaTtbCs, U B HEro
OyLyT BK/IOYATLCS BCE HOBLIE CBEAEHUS. )

IIpononxaercsd moanuckKa
Ha Hay4YHO-NMPaKTUYEeCKUU KypHaa “Armoccepa.
IlynbMoOHOJIOTHS U ajajaeprojoruda’”

Moanucky MoXHO 0POPMUTL B IIOOOM oTaeneHnmn ceasu Poccun n CHI.
KypHan BbIxoauT 4 pasa B rog. CTOMMOCTb NOAMUCKN Ha Noaroga
no katanory areHtctea “Pocnevatb” — 100 py6., Ha oanH Homep — 50 pyo.

MoanucHon nHaekc 81166

HMypHan "ACTMA » ANNEPTUA" - 31O MYypHan gna Tex,
KTO GOMceT, U HE TONLKO QNA HUX.
Bcé o guixaHuUM 1 anneprumn

KypHan nonynspHbix 06paszoBaTesibHbIX MPOrpamMm B MysIbMOHOJIONMU 1 alIeprosiorvu.
B nepByto o4epenb, XypHas OPUEHTUPOBAH Ha MOMOLLb MPaKTUYECKM Bpadyam U Cpea-
HeMy MeanepcoHany B 00ydeHun nogen, boneoLyx 6poHxmanbHONn acTMON U APYrMMU
annepruyecknmMu 3abosneBaHNsSIMN, a Takke XPOHUYECKOW OBCTPYKTUBHOM GONE3HbIo
JIErKnx, APYruMn pecnmpaTopHbiMy natonorusamu. K coxaneHuio, OKTOp Aaneko He
BCerga MoXeT [0X0A4YMBO PacToIKOBaTb CBOEMY MaLMEHTY BCE AeTaliM U TOHKOCTU Me-
XaHN3MOB MPOVCXOXAEHNS U NEYEHUS aCTMbl W anneprun. BmecTe ¢ Tem ycnex nedeHnst
no6oro 3aboneBaHns HanNPsSIMylo 3aBUCUT OT B3aMMOMOHUMAHUS MeXAy OOKTOPOM U

>KypHan BbIxoguT 4 pasa B rog.
CTtoumocTb noanuckn Ha nonroga — 50 py6., Ha oanMH Homep — 25 pyo6.
MopnucHon nupekc 45967 B katanore “Pocnevyatn” B paspene “XXypHanbl Poccun™.
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