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Onpenesenne

Jlanreprancokierounsiii ructuonuto3 (JIKI') oTHOCHTCS K rpymme omyxojei THCTHOIUTapHO-
MakpogaraibHOil CHCTEMBI M XapaKTepPHU3yeTCs TeTEPOTreHHON KIMHUYECKOH KapTHHOM: OT
€AMHUYHOTO OIyXO0JIEBOI'O Oyara C JJIUTEbHbIM aHAMHE30M 3a00JIeBaHUS JI0 MOJMCHUCTEMHOTO
MOpaXCHHsI ¢ OBICTPON JMCCEMHUHAIIMEH W YacThIM PEIUANBUPOBAHUEM (OCOOEHHO y Jerei
paHHEro BO3pacTa).

DMUAEMHOJIOTUA

Esxxeronno peructpupyercst — 3-5 ciyqaeB JIKI™ Ha 1 MitH AeTCKOTO HACEJICHUS B TO/I.

JIlmarHocTtuka

B ocnoBe matorenesa JIKI' nexxut HekoHTponupyemas mponudeparus kinerok Jlanreprauca,
[UTOrCHETHUECKUX aHOMalIWidi He oOHapykeHO. VIMMYHOTMCTOXMMHUYECKH OMpeAeseTCs
skcnpeccust S100, CDla, BumenTrHa U naHrepuHa. [Ipu 3IeKTPOHHONH MHUKPOCKOIUU B KJIETKaX
JIKT BoisiBisitoT rpanyiisl bup6eka. BozmosxHbl MmyTanuu npotroonkoreHa BRAF.

KIIACCUOUKAIIUA

e MoHocuctemnas popma.

O EnvHuYHOE mnopakeHHWe OJHOW aHAaTOMUYECKOM obnactu (oauH JuUMQaTudeckuil ysen,
KOXa, JIETKOE, THIo(u3, KOCTh).
¢ MHOXeCTBEHHOE MOPaKEHNE OJHOW aHATOMUYECKON 007acTh (HECKOIBKO JIMM(pATHUECKIX
y3JI0B, O4aru B KOCTSX).
e MynbTucuctemMtas ¢popma.
O BoBneueHnue qByx u Oosiee opraHoB 0€3 NPU3HAKOB OPTaHHOM IUCHYHKIUY.
¢ BoBneuenue AByx U Oosiee OpraHoOB ¢ MPU3HAKAMHU OPTaHHOM TUCHYHKIUH.

® Bbicokuii puck (HEOJIarompusATHBIA MPOTHO3): BOBJIEYEHHE OAHOIO U 0OJee OpraHoB
pucCKa (TeueHb, JIETKUE, CEJIE3€HKA, KOCTHBIN MO3T).
® Huskuit puck (61aronpusaTHBINA IPOrHO3): BOBJICUEHHE IPYTHX OPTaHOB.

Tepanust JIKI™ npoBoautcst mo mpotokonam LCH-1, Il u Il TIporokon LCH-IIl mpennonaraer
paszeneHre OOJIbHBIX Ha TepareBTUYECKHE IPYTIIbL:

['pynmna 1 (MynbTucucTeMHasi popma, BHICOKHI pUCK)
®a3za 1

e Bunbnactua 6 mr/m” B CYTKM BHYTPUBEHHO CcTpyWHO B 1 mensp 1,2,3,4,5,6 Henenu Tepanuu
nepeJl BBEACHUEM METOTPEKCaTa.

e Merotpekcar 500 Mr/m? B CYTKH, BHYTpUBEHHas uWH(py3us B Ttedenue 24 4, B 1 gens 1,3,5
Henenu tepanuu. Ha 48-it u 54-i1 yac ONPEJIEIAIOT KOHIEHTPAlMIO METOTPEKCATa B IUIasMe
KPOBH U BBOJAT KaNbIus ponmHaT 12 Mr/m”.

o [Ipeanuzonon 40 Mr/M° B CYTKH BHYTpb B JHU 1-28 ¢ mocTeneHHoi 0TMEHOM.

B cnywsae poctmxeHuss monHoro s@dexra MpoBOAUTCS MojjaepxkuBaromiee jedeHue. [Ipu
COXpaHEHHUU 0YaroB MopaxeHus — ¢aza 2

®aza 2



e BunGnacru 6 Mr/m* B CYTKH BHYTPUBEHHO cTpyitHO B | nenp 7,8,9,10,11,12 Henenu Tepanuu
nepes BBeJICHUEM METOTpeKcara.

® Merorpekcar 500 Mr/mM® B CyTKH, BHyTpHBeHHas HH(Y3us B Tedenue 24 4, B 1 nens 7,9,11
Henenu tepanuu. Ha 48-ii u 54-i1 yac onpenenstoT KOHILEHTPAIMI0O METOTPEKcaTa B IUIa3Me
KPOBH ¥ BBOJAT KauIbIiist hormuat 12 mMr/m.

® [Ipennuzonon 40 Mr/m° B CYTKH BHYTpb ¢ 7 110 12 Hezenu tepanuu.

[TognepxuBaroiiee JeucHUE

Crnenyer HaunHaTh Ha 1 aeHb 7 Hemenu y OOJBHBIX ¢ MOJHBIM 3(dekTom mnu Ha 1 neHp 13
Hellenu y OOJIBHBIX C TIOJIOKUTEIBHON JMHAMUKOW WU TOTHBIM 3()PEKTOM, MOITYISHHBIM TOCTe
dazsr 2.

e Bunb6nactun 6 Mr/m° B CYTKH BHYTPUBEHHO CTPYHHO B | ieHb Kaxkaple 3 Henenu 10 12 mec ot
Hayaja Tepanuu.

e Metotpekcar 20 Mr/M° B CYTKHM BHYTpb | pa3 B Hezento 0 12 Mec oT Havalia Tepanuu.

2
eMepkanTonypur 50 Mr/M” B CyTKH, BHYTpPb, €KEIHEBHO 10 12 Mec OT Havaja Tepanuu (He
3aIMBaTh MOJIOKOM).

e [Ipennuzonon 40 Mr/M° B cyTkH BHYTph B 1-5 muu xaxnaeie 3 Hemenu 10 12 Mec oT Hadana
Tepanuu.

['pynma 2 (MmynpTHCHCTEMHAst (hOpMa, HU3KHHA PHCK)

Pa3za 1

e BunGmactis 6 Mr/m® B CYTKHM BHYTPUBEHHO CTpyHHO B | nens 1,2,3,4,5,6 Henenu Tepanuu.
o [Ipennuzonon 40 Mr/m’ B CYTKHU BHYTPb B 1HU 1-28 ¢ mocTeneHHoi 0TMEHOM.

B ciydae poctmkeHus nosHOro s@dQexra HMpoBOAUTCA NOJJAepKuBarouiee JiedeHue. I[lpu
COXpaHEHHUHU 0YaroB MopaxeHus — ¢aza 2

®aza 2
e BunGmactis 6 Mr/m® B CYTKU BHYTPUBEHHO cTpy¥HoO B 1 nens 7,8,9,10,11,12 nenenu tepanum.

o [Ipennuzonon 40 Mr/m° B CYTKH BHYTpb ¢ 7 110 12 Hellenu tepanuu.

ITopnepxuBaroniee JeyeHue

Crnenyer HaunHaTh Ha 1 neHb 7 Henenu y OONBHBIX € MOJHBIM 3¢ddexkrom mnmm Ha 1 neHs 13
Heslenn y OOJIbHBIX € TOJO0XKHUTEIbHON TMHAMUKON MM MOJHBIM 3 (HEKTOM, TOTYYEHHBIM I1OCIE
dazsr 2.

e BunGmactis 6 Mr/m® B CYTKHM BHYTPUBEHHO CTPYHHO B | eHb Kaxkaple 3 Henenu 10 12 mec ot
Hayasa Tepanum.

o [Ipeauuzonon 40 Mr/m® B CYyTKM BHYTpb B 1-5 mqHU kaxaele 3 Henenu A0 12 mec oT Havaia
Tepanuu.

['pynmna 3 (MoHOCHCTEMHAs popMma)

@a3za 1

e Bun6nactun 6 Mr/m® B CYTKHM BHYTPHMBEHHO CTpyiiHO B 1 nensb 1,2,3,4,5,6 Henenu Tepanuu.
o Ipexumsomnon 40 Mr/mM® B CyTKH BHYTPb B THH 1-28 ¢ MOCTENEHHOI OTMEHOIH.

B cnyuae poctmkenuss mosHOro »¢dexTa NpOBOAUTCA TNOJjepkuBatoiiee Jjedenue. Ilpu
COXpPaHEHHMH 04YaroB MnopaxeHus — aza 2



®aza 2

e BunGnactus 6 Mr/mM> B CYTKHM BHYTPUBEHHO cTpyiHO B 1 nenb 7,8,9,10,11,12 Henenu tepanuu.

e [Ipennuzomnon 40 Mr/M° B CYTKH BHYTPb C 7 110 12 Hejenu Tepanuu.

ITonnepxuBaroiiee geyeHue

Crnenyer HaunHath Ha 1 neHb 7 Henmenu y OOJBHBIX C MONMHBIM 3¢ ¢dexkrom miu Ha 1 nenp 13

HEJIeTH y OOJIBHBIX C MOJIOKUTEIBHON TUHAMHUKOMH WU TTOTHBIM 3P )EKTOM, MOTYdSHHBIM M10CIIe
¢asser 2.

e BunGactus 6 Mr/m® B CYTKH BHYTPUBEHHO CTPYHHO B | JIeHb Kaxjple 3 Heaenu 10 6 Mec OT
Hayasa Tepanuu.

e [Ipennuzonon 40 mr/m B CYTKM BHYTpb B 1-5 nHu kaxzasle 3 Hexenu a0 6 Mec OT Haudaia
Teparuu.



