OBIIEPOCCUIMCKHNH COI03 OBILIECTBEHHBIX
OBFBEJIUHEHUN
ACCOIIMAIIAS OHKOJIOTOB POCCHUH

INPOEKT

KiimHnyeckue pekoMeHAAIUM 110 JTMATHOCTHKE U JIeYeHUI0
aerel, 00JIbHBIX HEHPO00JIaCTOMOM

KoJjsiekTuB aBTOpPOB (B 2/1()aBUTHOM NOPAIKE):
boituenko E.U., I'nexo U.B., Kazanues A.Il., Kankosa O.A., Kepumos I1I.A., Heuymku-

na U.B., Pybauckuii M.A., Pybanckas M.B., PrioakoBa /I.B.. CycyieBa H.A.

MockBa 2014



Onpenenenue nonsaTus. Heiipodnactoma (HB) — 3mokauecTBeHHas onyxoJib, KOTOpasi pa3BuBa-

eTcs U3 IMOPUOHATBHBIX HEHPOOIACTOB CHMITATUYECKOW HEPBHOU CHCTEMBI.

nuaemuosiorus. OnHa u3 Hanboiee YacTo BCTPEUAIOLINXCS OMyXO0Jel JETCKOTO BO3pacTa.
Cpenu neteit 1o 1 roma 3aboneBaemocth Hb coctaBmsier 38% Bcex omyxoneii y neteit 1o 1 roxa.
B 90% cnyuaeB HeipobiacToMa AMArHOCTUPYETCS B BO3pacTe 10 S JeT, T.€., 10 BPeMEHHU OKOH-
4aTeabHOro (JOPMUPOBAHUS cCUMIATHUECKUX ranriueB. B 70% ciydaeB yxe npu ycTaHOBIICHUU

NEPBUYHOIO AXMArHo3a BBIABJIAIOTCA OTAAJICHHBIC MCTACTA3bl.

ITHOJIOTHS ¥ IATOreHe3

VYcnoBust UIsl BOSHUKHOBEHMSI OIYXOJIEBOI Mposudepanuy 00ycIoBIeHbl 00O UHTEHCHB-
HOCTHIO U HaIPSLDKEHHOCTBIO MPOLIECCA POCTA M PAa3BUTHUSI CUMITATUYECKONW HEPBHOM CUCTEMBI Y
muiazenieB. CpbIB mpouecca Ju(epeHIIMPOBKH MOKET MPOU3OUTH B PE3YIbTATE BO3JICHCTBHS
KaKk »SHJOICHHBIX, TaK M OK30reHHbIX (akropoB. lLluToreHeTnueckue U MOJEKYJSPHO-
IeHETUYECKHEe AaHOMAJIUU B OITyXOJIEBBIX KJIETKaX (M3MEHEHUE IUIOMIHOCTH, JeIeLns KOPOTKOro
ieya XpoMocoMsl 1, ammudukanus rera N-myC) MOTyT IpUBECTH K HAPYIICHUIO PETYIISIHNA U
NOTEpE PAaBHOBECHUS MEKy F€HAMH, OCYLIECTBIISIOIIMMU OHKOCYIPECCOPHYIO (PYHKIIUIO.

Hb oranuaer psa yepT e€ OMOJIOrMUYECKOro IMOBEJIEHHs, HE CBOMCTBEHHBIX JIPYTMM 3JI0Kaye-
CTBEHHBIM OITYXOJIIM: CHOCOOHOCTh K CIIOHTaHHOW perpeccuu (Hambosee 4acTo MOJBEPKEHbI
oOpatHoMy passutuio Hb y nereil mepBoro roga >Ku3HM) U COCOOHOCTH K AUPPEpEHIHPOBKE
— CO3pPEBaHHI0 M NPEBPAIICHUI0O B JOOPOKAUECTBEHHYIO OIyXOJb. YKa3aHHbIE OCOOEHHOCTH
TEUEHUs OITyXOJIEBOrO Mpoliecca OOBIACHAIOT PAIOM MPUYUH: UMMYHOJIOIMUECKUMHM, peakiuen

OpraHu3Ma Ha OlEepallMOHHYIO TPaBMY, TOPMOHAIBHBIMU (haKTOpaMH, HHPEKIHEH U JIp.

Kaunnveckas KapTuHa

[TepBonavansHbie cumnToMbl Hb He nMerOT crienuuyHOCTH U MOTYT UMUTHUPOBATh Pa3InYHbIC
neAnaTpuvecKkue 3a00eBaHus. ITO OOBSICHIETCS, BO-TIEPBBIX, BOZMOXKHOCTHIO MOPAKEHUS OITy-
XOJIBI0 M MeTacTa3aMH HECKOJBKUX 30H OpraHu3Ma peOeHKa, a Takke MEeTa0OIHMIECKUMH Hapy-
HIEHUSIMH, O0YCIOBIEHHBIMU POCTOM 3THX OIYXOJIEBBIX o4aroB. bonu, muxopajka, morepst mac-
CBI TeJla MOTYT OBITh Y 1/3 GonbHBIX. B psne cinydaeB oTMedaeTcs Auapesi BCIEACTBHE CEKPelun
OITYXOJIbI0 BO3OMHTECTHHAIBHBIX MENTHAOB. B TeueHHe ATUTENHHOTO BPEMEHU MOXKET OBITH U
OECCUMIITOMHOE TE€UEHNE MIIH UMETHh MECTO «MaJIbIe OITYXOJICBBIC IIPHU3HAKW) - CHUXKCHHUEC allllcC-
TUTa, IOTEPs Beca, cyodeOprbHas Temneparypa, HeoObIUHAs BSJIOCTh, HApYyIICHUE CHA, OJieI-
HOCTB KOJKHBIX ITOKPOBOB, NCPUOJUYICCKHUC 60HI/I B JXUBOTC, TIOHOC U pBOTa 663 BUIUMBIX IIpHU-

YHH, 3a110pkl, 00 B KOHEYHOCTSX. PacTyiias nHQUIbTpupyromas omyxoiib, pacrnoararnasics


http://prizvanie.su/?p=1929
http://prizvanie.su/?p=3393

Ha Iee, B TPYIHOM KileTKe, OpPIONIHON M Ta30BBIX IMOJIOCTSIX, MOXKET, IMpopacTasl U CHaBIUBas
OKpY’KalolIMe ee CTPYKTYpHI, JaBaTh COOTBETCTBYIOIIUI cMMITOMOKOMIUIEKC. [Ipu jokanusa-
IIUM B 00JIACTH TOJIOBBI U IIIEH MEPBBIMU CHMIITOMAaMHU MOTYT OBITH MOSIBIICHHE MAIbIIUPYEMBIX
OIMYXOJIEBBIX Y3JI0B M pa3Butue cunapoma ['opHepa. PerpoOynbOapHas nokamu3anus OMyXoJd
MOJKET MPOSIBUTHCS CUMIITOMOM «OYKOB» C 3K30(TasibMOM. Pa3BuBasch B Ipy/IHOI KileTKe, OHA
MOYET CTaTh NPUYMHON HApyIICHUs AbIXaHus, qucdaruu, ciasieHus BeH. [Ipu pacmonoxeHun
OIyXOJIM B 33/IHEM CPEJIOCTCHUU TOSBJISIOTCS HABA3UMBBIA Kalllesb, JbIXaTEIbHbIE PacCTpOi-
CTBa, Aucdarus, 4acTble CpbIrMBaHMUS U Jedopmanus TpyaHoi cTeHku. IlepBbIM curhamsom
HAJIMYUS OIYyXOJIM B OPIOUTHON MOJIOCTU MOXKET OBITh HAIMYUE B HEH MalbIIUPYEMBIX OIyXOJie-
BBIX Macc, B TO BpeMsl Kak HOBOOOPa30BaHMUs Ta3a MOTYT MPOSBIATHCS HAPYIICHHEM aKkTa nede-
Kaluy 1 Moueuciyckanus. [Ipu nokanu3ammu ormyxoiu B 3a0pIOIMIMHHOM MPOCTPAHCTBE MOTYT
OBITH OOJM B KUBOTE, HE CBSA3aHHBIC C MPUEMOM MHILIHM, CHIDKeHUE anmneTuTta. [Ipu nanenanuu
JKUBOTA OMpEENIeTCs B JIEBOM Mojapedephe, MHOTA B SMUracTpUu IUIOTHAsI, Oyrpucras, Hemo-
JIB)KHAs ONyXOJb, MEpEeXoidiias cpeauHHyro JmHuio. HB, mpopacraromme udepe3 MexBep-
TeOpalIbHbIe OTBEPCTHS CO CIABJICHHWEM CIMHHOTO MO3ra (OMyXOJH B BHJE «TAHTEIHN)), BBI3bI-
BalOT XapaKTepHbIE HEBPOJOTUYECKHE CUMIITOMBI, K KOTOPBIM MOKHO OTHECTH TaKHe, KaK BSJIbIN
napanud KOHEYHOCTEH /MU HapyIIEHHUE MOYEHUCITYCKAaHUSl C HANpsSHKEHHBIM MOYEBBIM IY3bI-
pem. KinmHn4eckne cuMIITOMBI, 00YCIIOBIEHHBIE METACTa3aMU TaK)K€ BeCbMa MHOTO00Opa3HbBI. Y
HOBOPOXKJICHHBIX TEPBBIM MPU3HAKOM Pa3BUTHSI METACTA30B SBISETCS OBICTPOE YBEIHMUCHHE TIe-
YeHHU, HHOT/Ia CONPOBOXKAarolIeecss 00pa30oBaHUEM Ha KOXe Y3JIOB IoJyOOBaTOro IBETa U Mopa-
KEHHEM KOCTHOIro Mo3sra. ¥ nerel Ooiiee crapliero Bo3pacTa pa3BUTHE METACTa30B MOXET BbI-
3BaTh OOJM B KOCTSIX U yBeJIMYeHHE JTuMpaTuyeckux y3ioB. MHorna 3a0osneBaHue MMeeT Ipu-
3HAKH, XapaKTepHBIC Ul JIEMKEeMHH, T. €. Y JIeTeH Pa3BUBAIOTCS aHEMUS M KPOBOM3IUSHUS Ha
CJIM3UCTBIX O0OJOYKaX M KOXKe, YTO OOyCIaBJIEHO MAHLUUTONEHHEH, BBI3BAaHHON MOpaKeHHEM
KOCTHOro Mo3ra kjaerkamu HbB. BonbmmHCTBO omyxoneil mokanu3yercss 3a0pIOIIMHHO B HAAMO-
yeyHuke - 32%, BHEOpraHHO MmapaBepTedOpanbHo — 28%; cpemoctennn — 15%, B o0acTu Ta3a —
5,6%, Ha mee — 2%. Yucino HEYCTaHOBIEHHBIX 30H IEPBUYHOTO PA3BUTHS OIYXOJH — OKOJIO
17%. Hb uMeeT TEHIEHLIMIO K METAacTa3MpPOBAHUIO B ONPE/IEICHHBIE 30HBI: KOCTHBIM MO3I —

81%, xoctu — 69%, mumdaTtudeckue y3ibl — 65%, nedenb — 19%, nerkue — 10%, [THC — 8%.

Juarnoctuka Hb Bkitouaer B ceOa Hapsqy ¢ aHAMHECTUYECKUMHU JAaHHBIMU U (PU3UKAJIbHBIM
oOciezioBaHNEM Ja00paTOpPHbIE U HMHCTPYMEHTAIbHbBIE METO/IbI UCCIICIOBAHMUS.
B o0mem aHaamM3e KpOBH — runoxpomHas anemus, ysenndenue COD. [Ipu meracrtase B KOCT-

HBIM MO3T — KapTHHA MUENOAENPECCUH, HAXOKICHHE HeHPOOIacToB.


http://prizvanie.su/?p=7562
http://prizvanie.su/?p=4057
http://prizvanie.su/?p=8019
http://prizvanie.su/?p=4527

OpnHUM U3 OCHOBHBIX TUarHoctudeckux tectoB Hb siBnsieTcs onpeneneHne cyTouHOM SKCKpennun
C MOYOM KaTeXOJIAMUHOB, X IMPEAIIECTBEHHUKOB U META0O0JUTOB (BaHWIMHUHIAIBHON U TOMO-
BaHWJIMHOBOHM KkucioT). Y gereld ¢ Hb, B oTiimune OT Apyrux OIyxoJield, HaOJII01aeTcsi pe3Koe
MOBBIIICHUE SKCKPELUHU YKa3aHHbIX BellecTB nouTu B 85% ciyuaeB. Kpome Toro, B kpoBu nin
Moue OOJILHOTO OMpPEAEIAIOTCS U APYTUe OIMyXOJeBble MapKephl: HeHpoHCcHeprIecKas 3Hoa-
3a (HCD), xoTopas BblAenseTCs HEMPOIHIOKPUHHBIMU KJIETKaMH OIIYXOJM U BBICOKUI YpPOBEHb
€€ CBHJICTENBCTBYET O OOJIBIION pacpoCTPaHEHHOCTH MpoLecca. ITO HeCTIEUPHUECKUI TeCT U
MO’KeT OBITh MOBBIIIEH Mpu capkome HOunra, mumdome, capkome MATKUX TKaHel, Hedpobiia-
CTOMeE, JIeiKo3ax. YBenudeHue ypoBHs jnaktaraeruaporenassl (JIJAI') u deppuruna. Haubomee
BEpOSATHAs NPUYMHA MOBBILIEHUS (EPPUTHHA CBSA3aHA C YBEJIMUYEHUEM €0 CUHTE3a OIyXOJIEBBI-
MU KJIETKaMH € HOCJeAyIoUeil cekpenueil U B mua3Mmy. ['aHrinocaiiipl — 370 MeMOpaHOCBsA3aH-
HBIE TIIMKOJIUIMUIBI, IPUCYTCTBYIOININE B TUIa3Me OOIBIIMHCTBA 00NBHBIX HelpobmacTomoil. [lpu
HAJIMYUU aKTUBHO-PACTYIIEH OMyXOJIHM KOHIEHTpalus uX Bo3pacTtaeT B 50 pa3 Mo CpaBHEHHIO C
HOpMaJlbHBIM ypoBHeM. Crneunduueckum mapkepom Hb sBisiercss n3MeHeHHe reHoma - aMIUIH-
¢ukanysa B OIyXOJIEBBIX KJIETKaxX MNpoTooHKoreHa N-myC, KoTtopas ompelensiercs pa3inyHbIMU
METOJIaMH, Yaille Bcero npumensiercss peakuus FISH. /lannas reHetnueckas aHoMmanusi HMeeET
0oJbIIOE TMPOTHOCTUYECKOE 3HAYEHHWE U YYUTHIBAGTCS IMPH BHIOOpPE TAKTHKU JICUYCHUS.
Jns yTouHEeHMs JIOKaIM3alMi U paclpOCTPAHEHHOCTH OITyXOJIEBOIO IMpoliecca MCHOIb3YIOTCS
V3BT, PKT, MPT, PUJI ny1st ycTaHOBIIEHHSI METACTATHYECKOTO MTOPAKEHUSI KOCTEH C MCIIONIB30-
BaHMeM paanoakTHBHOro TexHenus (99 mTc ). OgHuM K3 BaKHEHIINX METOJOB JUArHOCTUKU
Hb sBnsercs cuunturpadus ¢ 131 I meraiton6ensunryanuguaom (MIBG). Otot uzoron u3du-
paTelbHO HAKaIlJIMBAeTCsl HAa KaTeXOJIAMUHOBBIX PELENTOpax HEHpoOIacTOMbl. DTUM METOAOM
MO’KHO BBISIBUTB NEPBUYHBIN OYar U METAcTa3bl, a TAKXKE OCTATOUYHYIO M PELIUIUBHYIO OIYXOJIb.
Jlmarnoctuueckas 1eHHOCTh MeTojia cocTaBiseT 6onee ueM 90%. KocTHO-MO3roByto MyHKITUIO
WIN TPENaHOOWOINCHIO TPYIUHBI MM Kpblila MMO/IB3I0IIHON KOCTH (HE MeHee ueM U3 3 30H) OT-
HOCSIT K 00513aTEJIbHBIM JUarHOCTHYECKUM mporenypaM. [lonydeHHble acnupatsl Wik OWONTaThI
U3YYalOT IUTOJIOTMYECKH, UMMYHOJOTUYECKH WM C MOMOIIbIO MPOTOYHON HUTOMETpPHH. 3a-
KJIFOUUTENbHBINA 3Tan KIMHUYECKON JUAarHOCTUKHU 3a00JIeBaHUs — aclUpallMOHHAs WM JIanapo-
CKOMHYecKast OMOINCHS C IUTOIOTMYECKHM, UIMMYHOJIIOTHYECKUM M MOJIEKYJISIPHO-TEHETUYECKUM

HCCIICJOBAHUEM ITOJTYUCHHOT'O MaT€purajia.

JudpdepenunanbHas AMarHocTuka. Hb nmpuHauieskuT K MEJIKO-KPYITHOKIJIETOYHBIM OIIYyXOJISIM.
B cBs3u ¢ MophonoruueckuM CXOJICTBOM JIaHHOW OMYyXOJH € pabIoMHOCAPKOMOM, capKoMoin

FOunra, PNET, 3mokauecTBeHHON TUM(OMON U MHEIOMOHOIIUTAPHBIM JIEHKO30M HE0OXOAMMO



MPOBEJCHNE HMMMYHOTUCTOXUMHYECKOro wuccienoanus. [uddepeHmanbayio AMarHOCTUKY

IPOBOJIAT TaKXKe ¢ HEPPoOIACTOMOI, TEPATOUTHBIMHU OIYXOJISIMH.

CragupoBanue

CramupoBanue Hb ocymiectBisiercs mo kpurepusMm MexayHapoanon cuctemsl (INSS), koTopas

YUUTBIBACT JAHHBIC OIICPATUBHOI'O BMECIIATCIILCTBA.

CragupoBanue HeiipodaacTombl o cucreme INSS

Cragus

PaCHpOCTpaHeHHOCTB OITyXOJICBOI'O IMponecca

Jlokann3oBaHHAas OIyXO0JIb C BO3MOXKHOCTBIO IIOJTHOW Pe3eKLnH (C UIu
0€3 MUKPOCKOIIMUECKUX PE3UIyalbHbIX O4aroB OIyXOJH; B TUMpaTrie-
CKHX y3J1aX TOM K€ CTOPOHBI [P MUKPOCKOITMYECKOM HCCIIEJOBAaHUH
OITyXOJIEBbIE KJIETKH HE OOHAPYKUBAIOTCS; IMM(OY3IIbl, IPUIISKAIIHNE K
MIEPBUYHOM OIYXOJIU U yJAJISIEMbIE BMECTE C HEIO, MOTYT COJIEPKaTh
OIyXOJICBbIE KJIETKH)

HA

Jlokanmm3oBanHas OITyXO0JIb, MAKPOCKOIMUYCCKHU IMOJHOCTBIO HE yAaJIAC-
Masi, B J'II/IM(i)Oy&HaX TOM Xe CTOPOHBI, HC ITPUMBIKAIOIIUX K OITYXOJIH, [TPpU
MHUKPOCKOIMNUYCCKOM HCCIICAOBAHNU OITYXOJICBBIC KJICTKH HE 06Hap}I)KI/I-
BaroTCsa

1B

Jlokanmm3oBanHas OITYyXOJIb C BO3MOXHOCTBIO MaKpOCKOHHHGCKOﬁ TIOJIHOM
HJIH YaCTHYHOMH PE3CKIUHN; B J'II/IM(bOy&HaX TOM ke CTOPOHBI, HC ITPUMBbI-
KaromuXx K OITyXOJIH, OIIPCACIIAIOTCA OIMYXOJICBBIC KIICTKH. VBenuueHHEIC
J'II/IM(i)Oy'SJ'ILI Ha HpOTHBOHOJ’IO)KHOﬁ CTOPOHC HC COACPKAT OITYXOJICBBIX
KJICTOK

Jlokanu3oBaHHas OIYXOJb ¢ BO3MOXHOCTBIO MAKPOCKOIMUYECKON MOTHON
WM YaCTUYHOM pe3eKy; B TMMdoy3nax TO! ke CTOPOHBI, HE IPUMBI-
KAIOIIKX K OIyXOJIH, OTPEAEISAIOTCS OMYX0JIEBbI€ KJIETKU. Y BEIMUEHHbIE
JTUMQOY3IIbl Ha TPOTUBOIOJIOKHOM CTOPOHE HE COJIepKAT OMYyXOJIEBBIX
KJIETOK

JIro6ast mepBUYHAs OMYXOJIb C MOPAKEHUEM OTATICHHBIX TUMpaTuye-
CKHX Yy3JI0B, KOCTEH CKeJieTa, KOCTHOT'O MO3Ta, IEYeHH, KOKU W/UIU JAPY-
T'HX OPraHoB (32 HCKJIFYEHHEM OpraHoB, 0003HaYCHHBIX B cTaauu 1VS)

IVS

Jlokanu3oBaHHas iepBUYHast OmyxoJjb (kak npu craausx |, 1A wiu 11B)

C TMCCMHHAIMEN B KOXY, ICUCHb U/HIH KOCTHBIN MO3T (cmpoz2o y demetl
00 1 200a)

Onenka rucronornyeckux tunoB Hb Takux kxak, pa3BUTHE CTPOMBI, CTENEHb AU(PHEpEHINPOB-

KH, UHACKC MUTO3-KapHUOPCKCUC (MK'), OHpCHeHHCMLIﬁ KaK KOJIMYECTBO ACIIAIIUXCA U paclia-

JaroImuXcCsa KJICTOK Ha 5000 OIYXOJICBBIX KJICTOK B CHy‘{aI‘;IHLIX IOoJIAX B COIIOCTABJICHHUU C BO3-

pactom Jiexwut B ocHoBe kinaccudukanuu Hb mo H. Shimada ¢ coaBropamu.

Kaaccudpuxanus Heiipodnacromsl mo ¢ H. Shimada ¢ coasT.

Tun "eilipoOnacTuyeckoit

OITYXOJIN

biraronpusTHbIM
TUCTOJIOTMYECKUNA TUII

HebnaronpustHbiit
TMCTOJIOTHYECKUH THIT

A) Heiipobnacroma, 6oraras
CTPOMOM, BO3pacT < 5 JIeT

0) Heiipobnactoma, 6orarast
CTpOMOH, Xopoio auddepeH-
LUPOBAHHBIN NOATHIL;

a) HeiipoGmactoma, GoraTast
CTPOMOM, y3710BOM MOATHUIT
(Bce BO3pacThI)




B) CMenIaHHbINA TOATHIT

b) Hetipobnactoma, 6emHas ctp

OMOM

Bo3spact < 1,5 ner

MKI < 200

MKI > 200

Bo3zpacr 1,5—5 ner

Bo3zpacr 1,5—5 ner

MKI > 100 nnu
HenupdepeHunpoBaHHas

Bospact > 5 ner

Her

Bce

B nocnennne HECKOIBKO JIET HOSBUINCH MapKEphbl, ONIPCACIIAOIINC ouoor NYCCKYIO XapaKTCPU-

ctuky u noBeaenue HB, a Taxoke npornos 3aboneBanus. Cpeny HHUX: TUIOUTHOCTH OIMYXOJIEBOM

wietkn - DNA unnexc (DNA), umcino konuii IPOTOOHKOT€Ha B I'€HOME OIyXOJICBOIl KIIETKU

(>1 umm =1), a Taxxe ammunpukanus rena N-myc (ects unn Het). CodeTraHue dTHX MPU3HAKOB

¢ Bo3pacroM, cramuedt INSS, rucronorndeckux tumos o H. Shimada (6naronpustHblil u He-

0J1aronpuATHBINA) ONpeeIseT MPOrHOCTUUECKHUE TPYIIIbI JUIsl IJIaHUPOBAHUS MIPOTPAMMBI CIie-

OUaJIbHOI'O JICUCHU .

Omnpenesenne rpynnbl pucKa 1Jis1 00J1bHBIX B Bo3pacTe 10 21 roaa

Bo3zpacr

<12 mec

>12 mec

Amrumukanus Her

reda N-myc

€CTh

HET €CTh

T'ucronorus mo

H. Shimada

HeOJ1ar.

HeOJar

HeOJ1ar. HeOJ1ar.

DNA

Cramgus |

Cramgus I1A-11B

Cramus Il

Cranus IV

Cramgusa IVS

HU3KHUN

]

cpeaHui

Bricokuit




Jleuenne. Y nereit ¢ Hb nmpumMenstoT koMOMHMpOBaHHOE JiedeHne. BeiOop cTparernu jeueHus
3aBHCHT OT OIPEIEIICHUS I'PYIIIbI PUCKA U OTBETA OIIyXOJIU Ha JICYCHHUE.

Ha nepBom 3Tarne 60JIbHBIM BBIIOIHIETCS OTIEPATUBHOE BMEIIATEIBCTBO, LIEIbIO KOTOPOTO SBIIS-
€TCS YCTAaHOBJICHHE IMArHO3a, YAaJeHHE NEPBUYHOM OMYyXOJM WJIM MaKCHMaJIbHOTO 00beMa
OIlyXO0JIeBOW TKaHU. Bo Bpems onepanuy ycTaHaBIMBAETCs BOBJICUEHUE B OIYXOJIEBBIHM IIPOLIECC
IUM(ATHYECKUX Y3JI0B, YTO HEOOXOAUMO Ui cTaaupoBaHus 6one3Hu. Kpome 3toro, 3abupaercs
OIlyXOJieBasl TKaHb JJIS MOJIEKYJISIPHO-TEHETUYECKOr0 MccienoBanus. Ecim onyxosb npHU3HaHa
HEepe3eKTa0eIbHON, TO BBIMOTHACTCS €€ OMOTICHS IS TMCTOJIOTUYECKOTO MCCIIeIOBAHMUS, OIpe-
nenenus reHa N-myc craryca v IJIOMIHOCTH € TOMOIBIO MaJOUMHBAa3UBHOU xupypruu. Ilanuen-
TaM C MHTPaaypajbHbIM IOPAKEHUEM U HEBPOJOTMYECKOW CHMIITOMAaTUKON BO3MOXKHO HA4aTb
JeYeHHe ¢ XUMuoTepanuu (4ToObl M30eKaTh JTAMUHAKTOMHUH), OAHAKO, NEpPBUYHASA OUONCUS U
MOCJIEAYIOLIEE ONEPATUBHOE BMEILATENBCTBO ISl YCTAHOBJIEHUS MOP(OJIOTHYECKOro AUarHo3a
JIOJKHBI OBITh BBIITOJIHEHBI B TeueHne 96 gacos. Jern muammie 2 mecsue ¢ 1V/ VS cragusvu
HPEICTABISAIOT OCOOBIH PUCK JJIsl BBIMOJIHEHUS XUPYPrUYECKOro BMELIAaTeIbCTBA U3-3a Irenaro-
Meranuu ¢ uiau 0e3 koaryjonaTuu. B Takux ciaydasx Juist OMONCUM HEOOXOAMMO HCCIIE0BaTh
AKCTpaadAOMUHAIbHBIE YIACTKH OMYXOJIEBOTO MOPakeHUs (TIOJKOKHbBIE Y3JIbl WM JUMpaTHye-
CKHE Y3JIbl), €CJTU OHH CYIIECTBYIOT, WJIH OUOIICHIO KOCTHOTO MO3Ta (€CJIH OH MOPAKEH).

ITpr BO3MOXKHOCTHU BBINOJHSETCA PAJUKAIBbHOE yIAJE€HUE ONYyXOJU. BOJIBHBIM, OTHOCAIMMCS K
IPyIIE HU3KOTO PUCKA, B CIy4ae BBINOIHEHMS PAJIUKAIBHON ONEepalii WINA YAAJIECHUS OIyXOJIn
6onee 50% nmanbHeiiiee JedeHre He MpoBoauTcsa. B cimydae ymanenust omyxonu menee 50%
npoBoautca xumuorepanus (XT). Ilocne 3aBepuienust kypcoB (XT Bo3MOXHO yaalieHue ocra-
TOYHOM ONYXOJIU.

Jlnst 6onpmmHCTBa 00MBbHBIX ¢ HB XT siBisieTcss OCHOBHBIM MeTOJIOM JieueHus. Hawnbosee
3¢ (deKTUBHBIMU XUMHOIIpenapaTaMH B HACTOSIIEE BpeMs SIBISIIOTCS LUKIopochaH, ToKcopyOu-
LIUH, 3TOMO3U]], Npenapatsl miaThuHbl. Pexxum XT 3aBUCHT OT TpynIbl pUcka U OLEHKH dPdek-
TUBHOCTH NTPOBOJUMON XUMHOTEPAIIHH.

Onenka s pextuBHOCTH XT:

B ponubiif orBer (IID) - ToTasbHOE MCUE3HOBEHHE OMYXOJIM C OTCYTCTBUEM IPOSBICHUI

00J1€3HH1; KaTeX0JIaMHUHbBI B MOYE B HOPME;

B BripaxkeHHbIH 3 dext (BD) - nepBuunas onyxons ymensumiack Ha 90-99%; net nposis-

JIEHUI CO CTOPOHBI METACTA30B; KaTEXOJIAMHUHBI B MOYE B HOPME; OTCYTCTBYIOT OCTaTOY-

HBIC IIOPAXKECHU KOCTHOT'O MO3ra,



yactTuuHblil 3pdext (UD) - ymenbiienue pasmepoB omyxonu Ha 50-90%; komudecTBO
METacTa3oB yMEeHbIIWIOCh >50% 1 Her 0ojee YeM OJHOro odara MopakeHUs KOCTHOTO
MO3ra;

cmemanHbii 3 dekt (CD) - HEeT HOBBIX MOPAKECHHUH; YMEHBIIICHHE ITIEPBUYHOMN OITYXOJIH
n Meracra3oB Ha 50-90%; yMmeHblIeHHEe MeTacTaTMueckux o4aroB <50%; yBennueHue
KOJIMYECTBA METACTaTUYECKUX ouaroB MeHee 25%;

orcyrctBue dddekra (HD) - HeT HOBbIX ovaroB mopaxkeHus. CokpalieHue pa3MepoB
nepBUYHOil onyxonu MeHee 50%; yBennueHnue meHee 25% 1000ro BUAUMOTO 04ara;
nporpeccupoBanue Oosie3uu (I1b) - mosiBeHNE HOBBIX 0YAroB MOPaXKEHUS; YBEIHMUCHUE
BUAMMBIX 04aroB 0ojiee yeM Ha 25%; MosiBIIEHNE HOBBIX METACcTa30B B KOCTHOM MO3Te€,

IIpu npoBenenun XT UCHONB3yHOTCS IBE CXEMBI JICUEHUS, PA3JIMYAIOIIAECS YUCIOM BBE-

JeHUil mpenaparoB. Y nereit B Bo3pacTe 70 1 rona u nmpu Bece MeHee 12 Kr, pacdeT XUMHUOIpe-

mapaToB IIPOU3BOAUTCA HA 1 xr Beca Tena IIannMcHTA.

XT npoBoautcs 4-Ms alnbTEPHUPYIOLIMMHI KypcaMu C UHTEpBaJIaMU 3 HEJEIIH.

XT mo 1 cxeme BKIIIOYAET CIEAYIOIINEe KOMOMHAIIMN XUMHOIIPEIIapaToB:

1. xapOoriaTuH + 3TOMO3U

2. xapOomatuH + nukinodocdan + 10KCOpyOULInH

3. mukinodocdaH + FTOMO3HT

4. xapOorutatvH + TOKCOPYOUIIMH + 3TOMO3U/T

XT no 2-i cxeme BKJII04aeT KOMOMHALUN XUMHOIIPENapaToB:

nukinodocdan + aTomno3umg

KapOorutatuH + mukaodpocdan + JOKCOPYOUITH

1
2
3. KapOoIUIaTHH + 3TONO3H]
4

nukiIopochan + 10KCoOpyOULIUH

IIporpamma XT

IIpenapatsl

Cxema 1 (1M nuKJjIa)

Cxema 2 (IHM IMKJIA)

Kap6orutatus, 560 Mr/M° wim
18 MI/KT, BHyTPUBEHHO

0,21,63

105, 126

Orono3ug, 120 Mr/M” w4
MT/KT, BHYTPUBEHHO

0,1, 2,42, 43, 44,64, 65

84, 85, 86, 126, 127, 128

[uxnodochamuz, 1000 mr/m° 21, 42 84, 105, 147
win 33 MI/Kr, BHYTPUBEHHO
Tlokcopy6urmH, 30 Mr/M° Hitm 21, 63 105, 147

1 MI/KT, BHyTPUBEHHO

BoabHBIM TpVYIIIEI HU3KOTO pucka U yaaneHuu menee 50% omyxomnu, mpoBoautcd X1 110
Yy Y. yX )

cxeMme 1 (4 anbTepHUPYIOIMUX UKIA) C JAIbHEHIIINM THHAMUYECKIM HAOIIOACHHUEM.




BonbHBIM IpyNIBI CPEAHETO PUCKA P ITOJHOM WIM YaCTUYHOM YIAJICHUH OIyXOJIH CBBILIE
50% npoBoautcst XT o 2 —m cxemam (1 u 2) (8 kypcoB).

st onenku 3gdexra o XT, BRIMOTHAETCS TOBTOPHBIN ONEPATUBHBIN 3Tal, MOCIEe KOTOPO-
ro pemraercs Borpoc o npoxonkernn X T mo cxemam 1 u 2 (8 kypcoB) u nydeBoii Teparuu (JIT)
WIN AUHAMHYECKOro HaOI0ACHNU .

[Ipu pa3BuTHH mporpeccHpoBaHus 3a00J€BaHMS Y MAIIMEHTOB HU3KOTO U CPETHETO PHUCKa,
npoBoasTcst XT mpoTHBOpEeLUIMBHBIMY aJIbTEPHUPYIOIUMH KypcaMu (0T 2 110 4 LUKIIOB B 3aBU-
CUMOCTH 0T 3(hdeKTa) o cxemam:

Cxema 1

Bunkpuctun 1,5 MI/M? 1,8,15 mam

Tonokcan 2 t/m* 1-5 nau

Tonotekan 1 Mr/m> 1-5 HA
Cxema 2

Bunkpucrun 1,5 MI/M? 1,8,15 nan

Sronosux 100 Mr/m? 1-5 nuu

Tonotexan 1 mr/m? 1-5 ITHA

bonbHBIM, OTHOCAIMXCSA K BBICOKOMY PUCKY IIPOBOJUTCS JICYEHUE C UCIIOIb30BAaHUEM BBICO-
kono3Hoit xumuotepanuu (BXT) u ¢ Tpancruantaiueir nepudepudeckux CTBOJOBBIX KJIETOK
(IICK). B xadyecTBe MHAYKTUBHOH IMOJIMXUMHOTEPANUU HCHOIb3YIOTCSI CXEMBbI, BKJIIOYAIOIINE
TOTMOTEKaH ¢ HUKIo(ochaMuIoM, a TaKKe 3TANO03U[, IUCIUIATUH, BAHKPUCTHH. JJOKCOPYOUIIUH.
Hcnonb3oBanue GMOTEpanuy PETUHOMIAHBIMM KUCIOTaMH, 1ocie (a3 MHAYKIUU U KOHCOJIUa-
L[UY, YJIyqlaeT Oe3peuauBHYI0 BBDKMBAEMOCTh. B cTanuu pa3pabOTKH HaxXOIUTCS UMMYHOTE-
panus IEHTPUTHBIMU BaKIIMHAMHU.

JIyueBoe JieueHre IPOBOANUTCS NPU HEPAJIUKAILHOM ONEPaTUBHOM YAAJIIEHUU NIEPBUYHON
onyxoinu U Manoi >pdexTuBHOCTH XT, MpU HAIMYMM MECTHO-PAcIpOCTPaHEHHOH Heorepa-
OeNbHOI MEepBUYHON WM METacTaTUYeCKOM OIyXOJH, HE pearupyrouieil Ha COBpEMEHHbIE XH-
MuoTepaneBTHUeckue npenapaTsl. Bonpoc o npumenenuu JIT 6onbabiM Hb crienyer pemats B
KaX/IOM ClIy4ae MHJIUBUAYaJIbHO, C YU€TOM BO3MOXKHOI'O HEMOCPEACTBEHHOIro deKTa Ha pac-
Tyu1yto omyxounb. Jlo3sl JIT 3aBUCAT OT Bo3pacTa peGeHKa U BETMUYMHBI OCTATOYHOI OMyXoiu (0T
21 o 40 I'p). CO/1 Ha mouky cocrasisiet He Oonee 12 ['p, meuens — He Gonee 20 ['p, merkoe - He
6onee 15 I'p.

IIporno3: Pesynbrathl 3-x JNeTHeW oOIIel BBDKMBAEMOCTH COBPEMEHHBIX MPOTpaMM JIEUCHUs

HB: mpu | u II ctanuu 3a6oneBanus — 95-99%, 11 —80-98% , IV — 60-76% u IVS — 75-89%.



