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Heonnactnueckuni noTeHLuuan npm nopoKax pa3sntmna
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BBepeHme. [1opoKu pasBuTUA KTO- 1 Me30AEePMalIbHbIX CTPYKTYP NPeACTaBnAoT cob6oi pasHoobpasHble GOpMbl HapyLLEHUA BHYTPUYTPOG6-
HOFO CMCTEMHOTO 1 JIOKaNibHOro MopdoreHesa, BO3HUKaloWmMe B pasnnyHble CPOKU SMOPUOHANbHOMO PasBUTYA Nop, BAMAHUEM (GaKTopoB
OKpY»KatoLLeit cpefibl, FeHOMHbIX, XPOMOCOMHbIX WJIN FTeHHbIX MyTaLuii. Pa3perynvpoBaHue KNeTouHbIX GyHKLUMIA BCIeACTBUE MyTaLuiA U Ha-
KonneHna fedeKTHbIX 6eIKoB UHMLMKPYET OnyXxoseByto TPaHCPopMaLmio TKaHel. Mprmepom ciyxaT HacneACcTBeHHble 3aboneBaHNA SKTO- U
Me30/[iepMaJibHOro MPOUCXOXAeHNA — PpakomaTosbl (ramapTomaTosbl).

Llenbto nccnenoBaHra ABUNOCL onpeaeneHre opraHocneLMdUuHOCTY, KIMHNYECKUX NPOABNEHNI, MOPHONOrMUecknx 0coObeHHOCTel 1 cTeneHu
NPOrpPeccHn onyxonei HePBHOMN CUCTEMbI U BHYTPEHHVIX OPraHOB NP HaceICTBEHHBIX 3a00NIEBAHAX SKTO- Y1 ME30AEPMANTbHOTO MPONCXOXKAEHNS.
Marepunanbi u metopbl. O6cniefoBaHo 103 601bHbIX C HacNeACTBEHHbIMM dakoMaTo3amu. Bcem naLmeHTam NPoOBOANIOCH KOMMIEKCHOE KNu-
HVKO-BW3yann3aLMoHHoe 06cneoBaHne, B TOM YNC/IE MarHUTHO-Pe30HaHCHaA TOMOrpaduis, SXOKapAMOCKONNA, yNbTpa3ByKOBOe NCCNeoBa-
HYie OpraHoB GPIOLLHON MONTOCTY, MoYeK, 3a0PIOLLVHHOIO MPOCTPAHCTBA, KOMMbOTEPHas TOMOrpadusa GPIOLLHOWM NONOCTY 1 NETKNX.
Pesynbratbl. [pnurHoii 06paLleHna 601bHbIX 6bII0 BO3HUKHOBEHME 04aroBbIX HEBPOIOFMYECKMX CUMMNTOMOB, GOKamnbHbIX /UK reHepanu-
30BaHHbIX NUNENTUYECKMX NPUCTYNOB. KNMHMYECKUe NPoABNeHUA onpeaenanncs popmoii 3abonesaHns. PUcK pasBuUTUA 1 MporpeccrpoBa-
HWA Pa3nnyHbIX HOBOOBPa3oBaHW Hanbonee BbICOK Npu Hellpodubpomatose | n Il TMNOB, TY6ePO3HOM CKNepo3e, HENPOKOXXHOM MeNlaHo3e,
MHOXEeCTBEHHOI SHAOKPVHHOW Heomnnasuy, aHrnomartosax [unnena-JiuHpaay, Jlyn-bapa. bnaronpuatHoe fobpokayecTBeHHOE 1 CTabubHOE
TeueHUe, HN3KMI 3N0KaYeCTBEHHbIN NOTeHLMaN — OTANYMTENbHbIE MPU3HAKM NMMTMEHTOBACKYNAPHbIX pakomaTo3os |-V Tunos.
3akntoueHmne. 3HaHve KNUHNYECKNX MPOABNEHNI Pa3/INYHbIX MOPOKOB Pa3BUTUA KOXM, COCYI0B, HEPBHOW CUCTEMbI, aCCOLIMMPOBAHHbIX C
OnyxoneBbIM POCTOM B KJfIeTKaX 1 TKaHAX, MPaKTUYeCKn 3HaUMMO. PaHHAA ANarHOCTMKa, CNOMb30BaHNE COBPEMEHHbIX TEXHOSIOMNIN KOHCep-
BaTUBHOIO 1 XUPYPrnyeckoro neyeHuns no3sonaoT 4OCTUYb NPOrHO3NPYEMOro pesynbTraTta, NPeaoTBPaTUTb Pa3BUTUNE TAXKENbIX OCSIOKHEHNI,
CYLIECTBEHHO YNYYLLNTb KauecTBO »KM13HU BONbHbBIX C 3TOI NaTonornen.
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Neoplastic potential for malformations of the development
of ecto- and mesodermal structures

Astrakhan State Medical University, Astrakhan, 414000, Russian Federation

Introduction. Malformations of ecto- and mesodermal structures represent various forms of abnormality of intrauterine systemic and local
morphogenesis, arising at different times of embryonic development due to environmental factors, genomic, chromosomal or gene mutations.
Dysregulation of cellular functions due to mutations and accumulation of defective proteins initiates tumor transformation of tissues e.g.
hereditary diseases of ectomesodermal origin — phakomatosis (hamartomatosis).

The aim of the study was to determine organ specificity, clinical manifestations, morphological features and the degree of progression of
tumors of the nervous system and internal organs in hereditary diseases of ectomesodermal origin.

Materials and methods. 103 patients with hereditary phakomatosis were examined. All of them underwent a comprehensive clinical
imaging examination, including magnetic resonance imaging, echocardioscopy, ultrasound examination of the abdominal organs, kidneys,
retroperitoneal space, and computed tomography of the abdominal cavity and lungs.

Results. The reason for the treatment of patients was the occurrence of focal neurological symptoms, focal and/or generalized epileptic
seizures. Clinical manifestations were determined by the form of the disease. The risk of the development and progression of various neoplasms
is the highest in neurofibromatosis type I-Il, tuberous sclerosis, neurocutaneous melanosis, multiple endocrine neoplasia, angiomatosis of
Hippel-Lindau, Louis-Bar . Favorable benign and stable course, low malignant potential are distinguishing characteristics of pigment-vascular
phakomatoses type |-V.
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Conclusion. Knowledge of the clinical manifestations of various malformations of the skin, blood vessels, and the nervous system associated
with tumor growth in cells and tissues is practically significant. Early diagnosis and the use of modern technologies of conservative and surgical
treatment allow achieving a predictable result, prevent the development of severe complications, and significantly improve the quality of life

of patients with this pathology.
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BBepeHune

TTopoku pa3BUTHST 3KTO- U ME30AEPMATBHBIX CTPYKTYP
MPENCTABISIOT CO00Il pazHOOOpa3Hbie (OPM HapylIeHUS
BHYTPUYTPOOHOTO CUCTEMHOTO U JIOKAJIbHOTO MOporeHe-
3a, BO3HMKAIOIIVE B Pa3IMYHbIE CPOKU SMOPHOHATIHLHOTO
pa3BUTHS TION BIMSTHUEM (haKTOPOB OKpPYXKAlOIIei Cpesbl,
T€HOMHBIX, XPOMOCOMHBIX WJIM TeHHbIX MyTauuit [1-3].
M3MeHeHus cTpyKTYpHBIX XapaKTepUCTUK OPraHOB U TKa-
Hell BO3MOXHBI ykKe Ha 3-i1 Hemesie pa3BUTHS 3apOIbIIia,
Korga u3 anubaacta 1MEepeHIUPYIOTCS 9KTO- U ME30-
JIepMa, a U3 Tumnodyiacta — sHToAepMma. Bo Bropoii (aze
Teprofia TacTPYJISILMKM (HAIIpaBJIeHHOW MUTPAlUM KIIETOK
3a4aTKOB TKaHE) M3 HapyKHOTO 3apOIbIIIEBOTO JINCTKA
(3KTONIEPMBbI) OOpa3yIOTCs SMUAEPMUC U TIPUAATKH KOXKU,
OpraHbl YyBCTB, HEpPBHAsI CUCTEMa, U3 CPEeIHETO (Me30/ep-
Ma) — OTIOPHO-/IBUTATEIbHBIN arnapar, CepaeyHO-COCY/II -
CTasi, MOYEII0/IOBasi, COMaTu4ecKasi U BUCLEPATbHAs MbI-
IIeYyHasi CUCTeMBI, U3 BHYTPEHHETO (IHTONEPMBbI) — KJIET-
KU runodursa, NUMTOBUIHON Kee3bl, OpPraHOB JbIXaHUS
Y TiMieBapeHusi. PazperyiupoBaHue KIeTOYHbBIX (YHKITAN
BCJIEZICTBME MyTalluii M HaKOTUIEeHUs NedEKTHBIX OETKOB
HE TOJIbKO WHULIMMPYET pa3BUTHE OPTaHHBIX M CUCTEMHBIX
aHOMaJIMii, HO M CITOCOOCTBYET TpU OIpeaesIeHHbIX 00-
CTOSITEJIbCTBAX OITyXOJIEBOM TpaHchopMalluu TKaHeu [4].
[TprMepoM MOTYT CITy>KUTh HaCJIeNCTBEHHbIE 3a00IeBaHMS
3KTOME30IEPMATILHOTO TIPOUCXOXIEHUS] — (haKOMAaTO3bI
(ramapromarossl). B Hacrosiiiee Bpemsi ONMMCaHBI OKO-
J10 30 opM 3TOI TaToNOrMu, OOLIEH YepToil KOTOPBIX, MO-
MUMO TIOJTMCUCTEMHOCTH TTOPAXKEeHUSI, SIBJISIETCS] BBICOKAST
CTeTIeHb pYCKa Pa3BUTHS M TPOTPECCUPOBAHMUSI OITyXOJIel
Pa3TUYHOM JIOKAIU3ALMKU U TUCTOCTPYKTYPHI [5—9].

Ilens uccienoBanus: ONpeneauTb opraHocTeruy-
HOCTb, KJIMHWYECKHE TIPOSIBIEHUSI, MOpP(dOIOruiyecKre
0COOEHHOCTU U CTEMEHb MPOrpeCcCUM OMyXoyieil HepBHOM
CHCTEMBI M BHYTPEHHUX OPTaHOB TIPU HACJIENCTBEHHBIX
3a00JIeBaHUSIX SKTOME30IEPMAIbHOTO TTPOUCXOXKICHUSI.

Original investigations

approval of the final version of the manuscript, responsibility for the integrity of all parts of the manuscript.

Martepuanbi n metoabl

O6cnenoBaHo 103 GobHBIX ¢ HACAEACTBEHHBIMU (ha-
KOMaTOo3aMu:

* paznuyHbIMU hopMaMu Helipodbudpomarosa (n = 45);

* TYyOEpO3HBIM CKJIEPO30M (1 = 22);

* HelipomepMaliIbHbIM MEJIAHO30M (1 = 6);

* aTakcuel-TeJeaHrnoaKTazuemn, 6oae3Hbio Jlyn-bapa
(n=1);

* peTHHOIEPEOEISIPHO-BUCIIEPATbHBIM aHTMOMATO-
3oM T'unnena—Junnay (n = 3);

* oH1IehaTOTPUTEeMUHATBHBIM aHTUOMATO30M, CUH-
npomoMm Crepmxa—Bebepa (n = 18);

» cunapomom IMapu—Pombepra (n = 5);

* TUNIEPTPODUIECKOI TeMUAaHTUODKTa3uel, CUHIPO-
MoM Kimunnens—TpeHone—Pybaiiosa (n = 2);

* BPOXXIEHHBIM CUCTEMHBIM aHTMOMAaTOo30M (1 = 1).

BceM marmeHTaM npoBOAMIIOCH KOMIUIEKCHOE KITMHU-
KO-BM3yaJM3allMOHHOE 00C/IeIOBaHUE, B TOM UMCJIE Mar-
HUTHO-pe3oHaHcHass ToMorpadust (MPT), sxoxkapano-
ckonus (OxoKC), yaprpasBykoBoe ucciaenoBanue (Y3M1)
OpraHOB OPpIOIIHOM TIOJOCTHU, MOYEK, 3a0PIOIIMHHOTO
MPOCTpaHCTBa, KoMITbloTepHasi Tomorpadus (KT) opromi-
HOM TTOJIOCTH U JIETKUX.

PesynbraTtbl

ITpuunHOI1 oOpatieHus1 60JbHBIX OBLTO BOZHUKHOBE-
HUE 04aroBbIX HEBPOJIOTUYECKUX CUMIITOMOB, (hOKATbHBIX
U/VW TeHEePAJIM30BaHHBIX SIMWISITUYECKUX TIPUCTYTIOB.
KinnHuyeckue nposiBieHUS onpeneisiuch popmoii 3a60-
JIEBaHUS.

KoxHble nposiBieHus: npu 6one3Hn PeknuHrayseHa
(I Tun HelipopubpomaTosa; n = 43) ObUIU NPEACTABIECHBI
MUTMEHTHBIMU MSITHAMU (BECHYILIKU, «KO(DE C MOJTOKOM»,
YYacTKM TUIIEPIUTMEHTAllMA) pPa3JIMYHbIX PpPa3MepoB,
KOXHBIMU U MOAKOXHBIMU HeilpodubpoMamu, y 5 060ib-
HBIX OHU pacIiojarajvch Mo XOAy HEPBHBIX CTBOJIOB. I'e-
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HepaIM30BaHHBIN (Y3710BOI) HelipoubpoMaTo3 MMeEcs
y 3 4eloBeK, CBUCAOIIME OIYXOJCBUIHBIC 00pa30BaHUS
Ha Julie, 1ee — y 2.

JwnarHoctuka Helipodubpomarosza II tuma ocHoBa-
Jlach Ha JaHHbIX HeifipoBusyanusauu (KT, MPT). ¥V Bcex
00JbHBIX (1 = 3) oOHapyXeHa IBYCTOPOHHSISI HEBPUHOMA
ciryxoBbIX HepBoB. Onyxonmu IITHC BeisiBeHs! y 13 maum-
€HTOB (MEHUHTMOMBI — Y 3, aCTPOLIMTOMBI — Y 7, TJITMOMA
rumnoTajsaMyca — y 2, MO30JIUCTOTO Tejla — y 1, HeBpUHO-
Ma (IIIBaHHOMa) KOpeIIKa CITIMHHOTO MO3ra — y 2, TIIMOMBI
3PUTEIBHBIX HEPBOB — Y 2, KMCTA IMMIITKOBUIHOM KeJe-
36l — y 1), nmepudepudaeckoit HEPBHOM CUCTEMBI (HEHpPO-
¢ubpomebl, mBaHHOMEBI) — y 5. B 2 cnyyasax mannsie MPT
CBUIETEIbCTBOBAIM O HAJTMYUM Y OOJIBHBIX MHOXKECTBEH-
HBIX TJIMOMATO3HBIX Y3JIOB, JOKAJIU3YIOIIUXCS B ITapeH-
XHUM€ M CTBOJIE MO3Ta, 0a3aJIbHbIX TAHTINIX, TOIYIIaApUSIX
MO3XeUKa.

VY GONBHBIX ¢ TYOEPO3HBIM CKJIEPO30M IEPBBIMM TO-
SIBJISUTMCH TUIIONIUTMEHTHBIE IIITHA, MO3Xe pa3BUBAJIMCh
aHTHOGUOPOMBI JHIa, (UOPO3HBIE OJSAIMIKKM. Y KaXIOro
BTOPOTO OOHapYXeHBbI OKOJIOHOTTEBBIE (DPMOPOMBI, IMSITHA
THAMA «KOH(METTU», YUYACTKU «IIAarpEHEBOM KOXMU», KOTO-
pbIe CO BpeMeHEeM 3HAYNTEIbHO YBEJIUMYINCH B pa3Mepax.
ITpu Bx0KC y 30% nauueHToB (B 1 ciaydae IpeHaTalIbHO)
BBISIBJIEHA IIEPBMYHAs OMYXOJb Cepialla — COJUTapHas
pabmomuoMa. B CBsI3U CO CIIOHTAaHHBIM PEerpeccoM, OTCYT-
CTBUEM CHUMIITOMATUYHBIX ApDUTMUM TaHHBIN BUI TATOJIO-
UMW HE YXyIIIajJ TeYeHNe OCHOBHOTO 3a00JIeBaHNSI.

B 25% Ha6moneHuii ¢ momoiibio Y3 auarHoctupo-
BaHbl MHOXECTBEHHbIC aHTHOMUOJIMIIOMBI ITOYEK U TIede-
HU, KUCTHI TToYeK (MoJMKUCTo3). JlabopaTopHOe nccaeno-
BaHMe (DYHKIIUU ITUX OPTAHOB HE BBHISIBUJIO OTKJIOHEHMI
OT BO3paCTHOI HOPMBI, HECMOTPSI Ha JUIMTEIBHOCTD 3200~
JICBAaHMSI ¥ MCITOJIb30BaHUE IJIST JICUSHMST OOJBbHBIX TOCTa-
TOYHO BBICOKMX JI03 aHTUKOHBYJIBCAHTOB. YKa3aHHBIMN THUIT
OITyXOJIel MMTAaTOTHOMOHUYEH IS OOJIBHBIX C TYOSPO3HBIM
CKJIEPO30M, HEKOTOpPBIC M3 HUX MOTYT OBITh BBISIBJICHBI
yKe TIpEHATAJIbHO WJIM IIPH POXKICHUU peOeHKa.

¥V 6oabHBIX ¢ aHTMOMaTo30M ['unnens—JIunpay guar-
HOCTHMpOBaHa reMaHIruobjJacToMa Mo3xeuka. JIBoe u3 Hux
ObUTM WICHAMM OXHOM CEeMBM (THUII HACJCIOBAHUS ayToO-
COMHO-IOMUHAHTHBIN), TPETUN — CIOPaIMYEeCKUIl CIIy-
yau.

Cpeny o0clieqoBaHHBIX OOJBHBIX € 3HIE(ATOTPU-
TeMUHAJIbHBIM aHTMOMATO30M, TUNEPTPO(PUIECKON re-
muaHruoskrasueinr Knunnens—TpeHoHe, CUHAPOMOM
I[Tapu—Pom0Oepra, oOKyJOKyTaHHON TeJleaHT'MO9KTa3ueu,
IMUTMEHTOBACKYJIIPHBIMU (paKoMaTO3aMU, HEUPOKOXKHBIM
MenaHo3oM omyxoiau [IHC u BHyTpeHHUX OpraHOB HE BbI-
SIBJICHBI, HO OHKOTCHHBII ITOTEHIIMAJ OCTACTCSI BRICOKMM.

O6cyxpaeHune

I u II Tunb1 HelipodubpoMaTo3a TeHETUUECKH IeTep-
MuHUpoBaHbl. Pa3Butme omnyxoneit LHIHC, mepudepn-
YEeCKOM HEPBHOU CUCTEMbI, BHYTPEHHUX OPraHOB U KO-
KM CBS3aHO C MyTallMSIMM TeHOB B XpoMocomax 17ql1.2
n 2217ql11.21-q13.1, kogupyomux 6eaKu HeipoduopuH
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W IIBAaHHOMHMH, YTO IIPUBOIMT K HEKOHTPOJUPYEMOI
nponudepaln KJICTOK TKaHEH OpraHu3Ma, pa3BUTHIO
MOOPOKAYECTBEHHBIX M 3JI0KAYECTBEHHBIX  OITyXOJICH
[6, 8, 14, 15]. K HuM oTHOCATCA HENPOGDUOPOMBI, IIIBAH-
HOMBI, pabIOMHUOCapKOMBI, TUCTOLIMTOMBI, HEMPOGUOPO-
CapKOMBI ITeprdeprIecKUX 1 YepeITHO-MO3TOBBIX HEPBOB,
raMapTOMbl, MEJIAHOMBI PamgyXKW, JIMIIOMBI, AHTUOMBI
BHYTPEHHUX OPTaHOB, BHUCIIEpaJIbHbIE W SHIOKPUHHBIE
TOPMOHAJIbHO-aKTUBHBIE  OMmyXoan  ((heoXpoOMOIIMTO-
Ma, MHCYJIMHOMA), TJIMOMBI Pa3IUYHONM TUCTOCTPYKTYPHI
U JIOKAJIM3allMi, MEHUHTUOMBI, SIIEHINMOMBI, MEIYJIJIO-
06J1aCTOMBI, HEMpPOOJAACTOMBI, CAapKOMbI, HEXOIXXUHCKUE
JMM(POMBI, MEJTAaHOMBI, MHOXKECTBEHHBIE OITYXOJIM Yepera
W MO3ra, BHYTPUITIO3BOHOUYHBIC, SKCTPa- M MHTPALypalb-
Hble CIMHAJIbHBIE omyxouu [16—23]. MHOXecTBEeHHBIE
MepBUYHBIE [JIMOMBI HE PEIKOCTh Y OOJBHBIX C HeMpohu-
opomaro3oM I Tuna [10, 11, 12], onmrcaHus TIAMOM MO30-
JIMCTOTO TeJla eAMHWYHEI [13].

Takoe xe pazHooOpa3ue oIyxoJjieit, HO MUHOI TMCTO-
CTPYKTYPBI UIMEETCST Y OOJIBHBIX C TYOEPO3HBIM CKIEPO30M
(6onesup BypHeBuinss—IIpunria). ¥ 6onbiuvHceTBa (92%)
MaLyeHTOB cTapiiie 5 JieT 3a0oJieBaHUe 1e0I0TUPYET C MU~
JIENITUYECKUX Mapokcu3MoB. B 60% ciydyaeB OHU UMEIOT
dokanpHOE Havasio (BUCOYHBIE U JIOOHBIE TOJIM) C BTOPUI-
HOI TeHepalu3almuell SMUIenTHOOPMHON aKTUBHOCTH.
ComocraBieHue 3JekTposHiedanorpauyeckoro odva-
ra U CTpyKTypHbix usMeHeHuiit Ha MPT nosBossieT ¢ no-
CTaTOYHOM TOYHOCTBIO JIOKAJIM30BAaTh «IOMUHUPYIOLIAN»
KODKOBBII TyOep, SIBASIOIIUIACS NPUUMHONU pa3BUTHUS
y OOJIBIIMHCTBA OOJBHBIX CUMIITOMATUIECKUX (DOPM DITH -
nercuu [24—26]. Ipyrue onyxojiy (aHTHUOMUOJIUIIOMBI IO~
YyeK, TIeYeHH, TTOMKETyIOUHON XKeJle3bl, HAAITOYeUHUKOB,
OHKOILIMTOMA, aIcHOMBI Keje3 BHYTPEHHEH CeKpelluwu,
raMapTOMBI CEJIE3¢HKHU, TIOJIMITBI KUIIIEYHOTO TPaKTa) pas-
BUBAIOTCS M UACHTU(UIIUPYIOTCS IO MEPE IMIPOrpecCcCrupo-
BaHus 3aboneBanus [27—29].

Hammume MHOXECTBEHHBIX TraMapTOM HE TOJIBKO
B MO3Iy, HO U BO BHYTPEHHUX 1 3HIOKPUHHBIX OpTaHax,
CeTYaTOM 000JI0UKE IJ1a3a — €l1le OTHA OCOOEHHOCTDb TyOe-
posHoro ckiepo3sa [30, 31]. YuuTbeiBasi ayTOCOMHO-AOMMU-
HAHTHBIN TUIT HACJIeIOBAHMSI, MSITKOE, 4aCTO O€CCUMIITOM-
Hoe TeuyeHue 3a00JieBaHus Y poauTelieit U ux OavKanimx
POICTBEHHMKOB, KOMIUIEKCHOE OOCJIeIOBaHME OpPraHOB
1 CHCTEM HEOOXOIMMO ITPOBOAMUTHL Y BCEX HE TOJBKO TIO-
cjie OOHApYKEHUSI OITyXOJIEBOTO y3jla Y OIHOTO M3 HMX,
HO Y IIJIJAaHOBO — IIPM AMCIIAHCEPHOM HAOJIIONEHUU B pe-
KMME MHOTOTOAMYHOTO MOHMTOpuHTa. IloTepst reHaMm
TSC1/TSC2 pyHKIIMM KOHTPOJISI HaJl OITyXOJEBBIM POCTOM
WHUIIMAPYET ¥ HEKOTOPHIX OOJBHBIX Pa3BUTHE ITOYCUHO-
KJIETOYHOTO paka (KapIIMHOMBI), paKa JIETKUX, IOIXKEIy-
TIOYHOM XXeJIe3bI, MOYEBOTO ITy3bIPS Y/ VUTH MaJTUTHU3AIIAIO
a"HrnomuonuiioMm [29, 32, 33].

CyOareHIMMAaIbHbBIC TUTAHTOKJIETOYHBIE AaCTpPOIIM-
TOMBI OOKOBBIX XKEIYIOYKOB (BBISIBICHBI Y 3 OOJIbHBIX)
HE CITOCOOHBI K IPOTPECCHM, HO TIPU CIABICHUM OTBEP-
ctusi MOHpPO, HapyIIeHWM JMKBOPOIUPKYISIIUA MOTYT
CTaTb MNPUYMHOM CKOPOIIOCTMXKHOI CcMepTU OOJIbHOTO
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M3-3a PA3BUBAIOIIMXCS OCIOXHEHUN (3MUICITUIECKOTO
cTaTyca, OCTPOM BHYTPUYEPHHOM TMIIEPTEH3UU, BHYTPU-
JKETYIOYKOrO KpPOBOTEUYEHMSI, TaMIIOHAIbl JMKBOPHOTO
OTTOKA CTyCTKaMM KpoBu). KimHHMYecKre CHMITTOMBI
(rooBHast 00JIb, CYHOpPOXHBIE IIPHMCTYIIBI), HE CBSI3aH-
HBIE C OKKJIIO3MEN JIMKBOPHBIX ITyTE, MOTYT BO3HMKATh
32 MHOTHE TOIBI IO TIIOSIBJICHHS aHTHOMDUOPOM JIHIIA,
HO MOTYT OTCYTCTBOBAaTbh, BKJIIOUAsT KOXHBIC ITPOSIBIICHUSI,
HalpuMep, KOrha OITyXOJIb OOHApYXKMBAETCS CIIy4aitHO
BHYTPUYTPOOHO WJIM MpPU OOCIeNOBaHWM OOJBHOTO BHE
CBSI3M C JaHHBIM 3a0osieBaHueM [34—36]. PanHss nuarto-
CTHKA TIPYU HEBPOJIOTUYECKOM NEOI0TE U CBOEBPEMEHHOE
Ha3HAYeHWE TapreTHOW CHUCTEMHON Tepamuu (3BEPOJIH-
Myca, CHPOJIMMYCa) TO3BOJISIOT M3MEHHUTh TEUCHUE 3a-
0oJIeBaHUSI — YMEHbIIUTh 00BEM OITyXOJIeBbIX 00pa3oBa-
HUI ¥ KOXHBIX 0YaroB, aCCOLIMMPOBAHHBIX C TyOSPO3HBIM
CKJIEPO30M, MPEIOTBPATUTh PAa3BUTHUE CYIOPOXHBIX IIPH-
CTYIIOB, MHTEJUIEKTYaJIbHOTO AeDUILINTA, TTaTOJIOTMIECKIX
¢opM HapylIeHMI COLMAJbHOTO B3auMOIEHCTBUSA [37—
40]. TMonoxwutenbHblll 3(pdeKT oTMeyaeTcss B OMMKaii-
e 3—6 Mec mociie Havyasa JeyeHus [41].

Y OONBHBIX ¢ MUTMEHTOBACKYISIPHBIMU (paKoMaTo3a-
MM, KOT/Ia TeMaHTUOMBI U COCYIMCTHIE MaTb(opMaIiuy Ha
KOX€ COYETAIOTCSI C OYarOBHIMM HApYIICHUSIMUA MTUTMEH-
TallMX KOXU, OITyXOJY MHON TMCTOCTPYKTYPHI M JIOKAJIM -
3allMM pa3BUBaloTCs penko [43, 45]. JlnarHocTuka 3abosne-
BaHUS B 3TUX CIIydasiX OCHOBBIBACTCS Ha BBISIBICHUM IS
KaXxa0ro u3 5 TUmoB u cyotumnoB a and b cBOMCTBEHHBIX
TOJIBKO UM KOKHBIX 3JIEMEHTOB M COIYTCTBYIOIIECH I1aTO-
JIOTUW Pa3BUTHSI APYTMX OPraHOB M cucteM [42, 46]. He-
KOTOpBIC BPOXICHHBIC CUCTEMHBIC aHTMOMATO3bI TIPOSIB-
JISTIOTCS] KITMHUYECKU TOJIBKO TIPU Pa3BUTUM YPTEHTHBIX
COCTOSTHUH.

IIpumepoM MOXKeT ClTyXUThb 00JIbHOI, KOTOPBIA HEO/I -
HOKPATHO ITOCTYITAJI B pa3IMYHBIC CTAIIMOHAPHI C TMarHO3a-
MU «OCTpbIi TUAPOHEDPO3» (yoaTeHUe NOYKU), «TpOMO03
BEH HIKHUX KOHEYHOCTEW», «ITUILIEBOIHOE KpOBOTEYE-
HHE», «OCTPOE HAPYIIIEHUE MO3TOBOTO KPOBOOOPAIIICHUST».
[Ipu obOcenoBaHNM BEISIBIICHBI CTPYKTYPHBIC U3MEHEHMS,
XapaKTepHBIC UISI CUCTEMHOIO aHTMOMATO3a: KaBEPHO3-
Hble aHT'MOMBI MPaBO BMCOYHOI 00JIaCTU, KaBEpHO3Has
TpaHchOpMaIvsi BOPOTHOM BEHBI ¢ HATMYMEM BbIPAKCH-
HBIX KoJjulaTepajieli, BapMKO3HOE pacCIIMpeHHe U WU3BU-
TOCTb BeH MUILEBOIA, HECOCTOATEIBHOCTD ITep(OpaHTHBIX
BEH HIDKHUX KOHEYHOCTE. AHTMOMBI M TIMTMEHTHBIC HE-
BYCHI Ha KOXe€ JIUIIa, IIIeH, TYJIOBUIIA, BEPXHUX M HIDKHUX
KOHEUHOCTe oTcyTcTBOBaiu. Mx Hanmmume s OOJIbHBIX
C TaMapTOMAaTO3aMU SIBJISIETCS 00S13aTeIbHBIM.

IlepBbic MMpM3HAKU OKYJIOKYTAaHHOU TeJIeaHTHMOIKTA-
3UM — pacIIMPeHUs] KAIWLIIPHON CEeTH B BUAC «IIayd-
KOB» Ha KOXe JINIIa, CIIM3UCTON HOca, pTa, KOHBIOHKTUBE
¥ CKJIepe INIa3HBIX s10J10K mpu cuHapome Jlyn-bap (bo-
nep—CemkBUKa) pacrlo3HAIOTCS MPU OCMOTpe pedeHKa
yX€ B paHHEM MJIAICHYCCKOM WM IETCKOM BO3pacTe.
IIpuynHoil oOpallleHUt K Bpauy CTAHOBSTCS 3alepxKKa
(br3MIECKOTrOo, IICMXOMOTOPHOTO Pa3BUTHS, HOCOBBIE KPO-
BOTCUCHMSI, OTYCTIMBO BBIPAXKECHHAS IIPEIPACITOIOXKCH-
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HOCTh K 3a00JICBAaHMSIM BEPXHUX IbIXaTCJbHBIX ITyTEi,
OPOHXUAJIBHOTO AepPeBa, JIETKUX, pAaHO BOZHUKAIOIINE pac-
CTPOMCTBA KOOPIMHALIMM IOBVXKCHUM, PEYM U ITOXOIKHU.
IIpu ocmoTpe GOJBHOrNO MOXHO BBISIBUTh OYAaroBYIO T'M-
MMePIUTMEHTAIINIO KOXM, TIOCENCHNE BOJIOC, IJIa30IBUTA-
TeJIbHBIC, MO3XXEUKOBBIC, SKCTPAITMPAMUIHBIC CUMIITOMBI.
boniee 3HauMMBbl pe3ynbTaThl J1aOOPATOPHON U JIydyeBOM
IWATHOCTHKHU. M3 HMX 3aciayXMBalOT BHUMAHUS CHIIKE-
HUe W OTCYTCTBHME B ChIBOpOoTKe KpoBu IgA, IgE, IgG,
NnoBbIlIeHNe YpoBHA IgM, a-deTonporenHa, MHCyIWHA,
rmoko3bl. [Ipu KT, Y3U xapaktepHbIMU IS CUHAPOMA
Jlyu-bap Mapkepamu SBISIOTCSI TUIIOTUIA3Us JTUMGaTU-
YeCKUX Y3JI0B, TUMYCa, CEJIC3eHKU, SIMYHUKOB, OITyXOJIU
pa3IMYHOM JloKanu3auuu. Pa3zBuTtue 1eiKO30B U 3710Ka-
YECTBEHHBIX OIyXOJIeil y 3TUX OOJBHBIX CBS3BIBAIOT C T10-
paxeHneM JTUMOOPETUKYIIPHON CUCTEMBI, UMMYHOIC-
GUIIMTOM, XPOMOCOMHOM HECTAOUIBHOCTBIO, MYTALIMSIMU
reHa ATM (ataxia-telangiectasia mutant), KOTUPYIOIIETO
MMPOTEeMHKUHA3Y (JTOKaJIM30BaH Ha IJIMHHOM Iuiede 11-i
XpoMocoMbI B cerMeHTe 11q22-23) [47, 48]. OHKOTeHHBI
noteHyan myrauuii A7M BBICOK He TOJIBKO Y OOJBHBIX,
HO U y UX POACTBEHHUKOB — IeTePO3UTOTHBIX HOCUTEICH.
VY Tex 1 Ipyrux MprKM3HEHHO WK Ha ayTOTICUM TUATHO-
CTUPYIOTCST TUM(MOTPAHYJIOMAaTO3, TUMMOMBI, pPaK KOXH,
CIIIOHHBIX XeJie3, JIETKUX, MOJIOYHBIX XeJie3, MUIIEBOa,
XeJynKa, TeYeHU, MOMKEIyIOYHON Kele3bl, SIMIHUKOB
[8]. [IpumunHoOIf cMepTH y Hallleit OOJIbHOM cTaia mporpec-
cupylolass XpoHUYecKasl IbIxaTeJbHasI HEIOCTaATOIYHOCTD,
y €€ OTLa — paK XelyaKa.

[Tpu 3HIEDaNTOTpUTEeMUHATEHOM aHTHOMAaTO3¢ (CHUH-
npome Crepmka—Bebepa), Hapsimy ¢ BpOXXIeHHBIMU Majlb-
dopMalMsIMU COCYIOB KOXM JIMIIA, MO3TOBBIX 000JI0UYEK
M TJIa3, BO3MOXHO OOHapyXeHHE COCYIMCTHIX OITyXOJjeit
(aHTMOM) Ha KOXKe TYJIOBUIIIA, TIOMOOCaKpaJIbHOM 00/1acTH,
CIIM3UCTHIX 000JI0UKAX HOCA, TTOJIOCTH PTa, BEPXHMX AbIXa-
TEJIbHBIX MyTeil (TrOpTaHb, Tpaxes), Ha IMTOBEPXHOCTU WJIU
B INIyOOKMX CJIOSIX MBIIIIL I'YO U SI3BIKa, IIPY KOMIUIEKCHOM
o06cienoBaHUU (B CIydasx pa3BUTHSI KPOBOTCUCHUSI) WU
Ha ayTOIICMHM — B JIETKUX, TIEYCHHU, TTOYKAX, MOIKEITYI0Y-
HOI1 XXeJie3e, celie3eHKe, KMIIeUHUKE, SMIHnKax [49]. Dto
IMOATBEPXKIAIOT U pe3yIbTaThl COOCTBEHHBIX HAOIONCHMI
(n = 18). Kak ka3yucTuKa OIMCHIBAETCS COUYETAaHUE DH-
nedaaoTpUreMMHAILHOTO aHTMOMAaTOo3a C Helpohuopo-
MaTo30M, TYyOEpO3HBIM CKJIEPO30M, OKYJIOAEPMAIbHBIM
MenaHo3oM Ora, runoMmenano3oM Mo [50—53]. Hebnaro-
MMPUSITHOE TeYeHME 3a00JIeBaHUSI OIPENCNISIeTCS PaHHUM
BO3HUKHOBEHUEM Y OOJIbHBIX TBUTATEIbLHBIX HaPYIICHUI
(reMuIIape3a) U Cylopor, 4TO SIBJISIETCS CJIEICTBUEM JIETI-
TOMEHMHTEaJIbHOTO BEHO3HOTO aHTMOMAaTO03a, TMarHOCTH -
Ka KoToporo Hanboiee a(ppeKTUBHA TP UCTIOIb30BAHUMN
MetonoB HerpoBusyanusauuu (KT, MPT, mo3surpoHHo-
SMUCCUOHHOI TOMOrpaduu), 0COOEHHO B TeX CiIydasx,
KOTJa OTCYTCTBYET HanboJiee 3HAYMMbIi ITPU3HAK 3a00J1¢-
BaHUS — TBUIAIOIINI HEBYC HA JIMIIC B 30HE MHHEPBALIMHU
I—II BeTBU TPOMHUYHOTO HEPBA B BUIIE «BUHHOTO ISITHAY.
Pa3BuTre HEBpOJIOTMYECKON CUMIITOMATUKU MOXET OBITh
nHUIIMKUPoBaHo omyxobio ITHC (siumomoii, ramapTomoii,
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GUOPUIUIIPHON WM TIEOMOPMPHOI KCaHTOACTPOLIMTO-
MOI1), HaTMYHe KOTOPOM, Jaxe TOCIe OIepaTUBHOIO BMe-
IIaTeJIbCTBA, HETAaTUBHO OTpaXkaeTcsl Ha KauyeCTBE XKM3HU
GOIBHBIX [54—57].

dusnyeckoe Oaronosyyrne 0COOEHHO CTpamaeT Ipu
HaJUYMU BBIpaK€HHO# acUMMeTpuu U JedopMaluii Jya-
cTeil Teda — TeMuaTpodUu/TeMUTUIICPTPOGUHN JIMIIA
1 KoHeuHocTeil. Takue nedeKThl TKaHeil BCTpedaroTcs
y OOJNIBHBIX ¢ Tporpeccupyioleit arpodueii [Tapu—Pom-
Oepra, KpaHuodauaibHOW GUOPO3HON AWCILIA3UEH,
HelipouOdpPOMaTo30M, COCYAUCTBIMU Malb(opMausIMu
(ipu cungpome Crepmka—Bebepa, Kimunmena—TpeHonHe,
IMapkc—Bebepa—Py6amosa) ninm nx couetanuu [58—60].
I'mmepTpodust pa3HBIX YacTelt Tejla TOCTUTAaeT MaKCUMyMa
npu cuHapome Ilpotes. [ToMMMO KOXHBIX MUTMEHTHBIX
HEBYCOB, aHTMOM, (DMOPOM U1 JIMIIOM, BO3MOXKHO pPa3BH-
e nepBuyHbIX omyxosneir LHHC [61, 62], BHyTpeHHUX
opraHos [8, 63, 64], coeqUHUTENHHON U KOCTHOM TKaHU
[65—67]. BeposiTHOCTh MX OOHApy:KEHHUSI BBICOKA TaKXKe
P APYTUX TaMapTOMaTo3ax, B YaCTHOCTH, IIPY ITUTMEH-
TOBAaCKYJISIDHBIX (DaKkoMaTo3aX, CMHIPOME MHOXKECTBEH-
HBIX ramapToM KoymeHa, 0a3aJbHOKJIETOYHOM HEBYCe
(cuanpom NopnuHa—T obI1a), TMHEWHOM HEBYCE CAJIBHBIX
xene3, cuHapome broxa—Cynbuoeprepa (HemepKaHUU
IMUTMEHTA), BPOKICHHOM aHTMOXOHAPOMAaTo3e (CUMHIPOM
Madpdyyun), nunomarose (cuHagpom banHasiHa—Paitnn—
PyBanbkaObr), MHOXECTBEHHOM SHIOKPUHHOM HEOTUTa3N U
ITa u IIb TumoB [8, 45]. I1pu nuarHocTuke 6one3nu [Mapn—
PombGepra HeoOXoaMMo HaJlnuuMe KapauHaJbHbIX IPU3HA-
KOB: reMHuaTpoduu TKaHel JINIa, BEPXHUX U HUKHUX KO-
HeuyHocTel. st 6oabHbIX ¢ cuHapoMoM Knunnens—Tpe-
HoHe—Py0allioBa TUNUYHBI YBEJIUUYEHUE JJIMHBI U 00beMa
KOHEUYHOCTH, JIOKAJIbHOE pPACIIMPEHNUE TOIKOXHBIX BEH,
MIPUCYTCTBHE HA KOXXE aHTMIOM U TMITOITMTMEHTUPOBAHHBIX
HEBYCOB.

OTIMYUTETLHOM OCOOCHHOCTBIO OOJBHBIX C AHTHO-
Maro3oM [unmensi—JIuHoay SIBISICTCSI TTOJTMCUCTEMHOCTD
IIOPOKOB Pa3BUTHS, UX IKCTpa- M MHTPaHEBpaIbHAS JIO-
Kaau3alusl, BBICOKWM PUCK HEOIUIACTUYECKOM TpaHC-
dopmMalii B CBSI3M C BOBJEYCHMEM TeHa-CyIpeccopa
OITyXOJIe, PacIoIOXKEHHOTO Ha KOPOTKOM IIJIede XpOMO-
CcoMBI 3p25-p26 [68]. BonbHBIE ITOMagaOT Ha IPUEM K Bpa-
9y B CBSI3W C Pa3BUTHUEM TJIa3HBIX MM HEBPOJIOTUICCKUX
cumitoMoB. [lepBbie OOYCIOBIEHBI Pa3BUTHEM TIeMaH-
TrHO0JIACTOMBI CETYAaTKU, BTOPbIE — TE€MaHTHOO0JIACTOMBI
MO3XeuKa MM CIIMHHOTO Mo3ra. KpaiftHe peako oIryXojib
pacriojlaraercsl CyrpareHTopuaibHO. OCMOTp BHEIIHUX
ITOKPOBOB HE CITOCOOCTBYET OIPENCIICHNIO HO30JIOTHH 3a-
6osieBaHMST (TeMaHTMOMBI KOXHM OTHOCSITCSI K PEIKUM Ha-
XoaKaM), OOIBIITYI0 3HAUMMOCTb UMEIOT aHAMHECTUYECKIE
IaHHBIe, T.K. aHTMoMaTo3 [unmens—JInHgay otaudaercs
BbICOKOM (10 90%) MeHeTpaHTHOCTbIO (DEHOTUIIMYECKO-
ro nposiieHus [69]. I[Ipu ayrorcuu, IOMHUMO OIYXOJIEi
IHHC, Hepenako BHISIBASIOTCS HOBOOOpAa3OBaHMS IPYroit
noxkamu3auuu [70, 71].

HaubGonee BBICOKMIT TOTEHIIMAT Pa3BUTHUS 3JI0KaYe-
CTBEHHBIX 00Opa3oBaHUii — mpu Gose3Hn PokutaHcKoro
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(HeiipokoxXHOM MenaHo3e). K obGauraTHBIM IpHU3HaKaMm
3TOro 3a00JIeBaHUS OTHOCSITCSI OOLIMPHBIIA BPOXKIECHHbIN
MEJIAHOLIMTAPHBIA HEBYC KPAaHMOTOPAKAJIBLHOM, TOPOKO-
MMOSICHUIHOM JIOKAJIM3aIlM W TTOPaXKeHUEe CTPYKTYpP IIeH-
TpaJIbHOIM HEePBHOM CUCTeMbl. B OOJBLIMHCTBE CBOEM,
HE3aBHCHUMO OT Pachl 1 110JIa, TMaTHOCTUPYIOTCS CIIOPaIH-
yeckue ciaydan. 3a0oeBaHNe BHISBISETCS IIPU POXKICHUN
pebeHKa, OTHOCUTCS K TTIOPOKaM Pa3BUTHS HEHPOIKTOMEP-
MaJIBHBIX CTPYKTYp. KoXa rojioBHI, TyJI0BHUIIA, KOHEUHO-
cTel OOJbHBIX ITOKPHITA OYTPUCTBIMU, BO3BBIIIAIOIIMMUCS
HaJl TOBEPXHOCTHIO KOXU TEMHO-KOPUYHEBBIMM, CHEBA-
TO-YEPHOTO LIBETA IISITHUCTHIMU 3JIeMEHTaMU (TaMapTOMBI
CJIOXKHOTO CTPOEHHS) ¢ HAJIMYMEM OYaroB TMIIOTUTMEH-
Taluu, TUIIepKepaTo3a, oBojioceHuss. OHM UMEIOT Hellpa-
BWIbHBIC OYEPTaHMSI, MOJUCETMEHTAPHOE PACIIOIOXEHHE
IO TUITY «KWJIETa», «KYITaJIbHUKa», «IUIABOK». B maroso-
TMYECKUIA MPOLIECC BOBJIEKAIOTCS BCE CJ0M KOXU, BOJIOCSI-
HbIe (DOJUTUKYITBI, TIOTOBBIE U CAJIbHBIC XKeJIe3bl, KPOBEHOC-
HbIe 1 JIUM@aTUIECKNE COCYIBI, TTOAKOXHAsI KJIeTyaTKa,
WHOTIA MBIIIIIEI ¥ KOcTH [9, 72].

ITpu menano6mactoze ILIHC maTtomormueckuii Tpo-
1IECC Pa3BUBACTCS B MSTKMX MO3TOBBIX 000JOYKaX, MO3-
JKEeYKe, Ha OCHOBAaHMU TOJOBHOTO MO3ra, BEHTPAJIbHOM
ITOBEPXHOCTU MOCTA, IIEPUMEIYIUISIPHO, B BEPXHEIICIHBIX
W TPYOHBIX CErMEHTax CIIMHHOTO Mo3ra. MeTompl Heii-
POBU3YyaIM3allMi B OTAEJBHBIX CIIydasiX IO3BOJISIIOT BBI-
SIBJIATh OOOJIOUCYHBIE MEJIAHOLIMTOMBI, JICNITOMEHWHIE-
QJIbHBI M MAapeHXMMATO3HBI MEJIAaHO3 MPU OTCYTCTBUU
y OOJBHBIX KOXHBIX IPOSBICHMI. BhIpakeHHOCTb He-
BPOJIOTUYECKON CHMIITOMATUKU M MCXOH 3a00JieBaHUS
OTIpPENEIISIIOTCSL CTENeHbIO 3/I0KadeCcTBeHHOCTH [73, 74].
MenaHoMbl (OIMHOYHBIE M MHOXECTBEHHBIC) JIOKAIU3Y-
I0TCSI HE TOJIBKO B 000J10YKaX, HO M B TapEHXMME TOJIOBHO-
ro mosra [75]. Bo3aMoOXHO pacnpocTpaHeHHE METacTa3oB
T10 JINKBOPHBIM MYTSIM, TeMaTOTEHHO 3a ITPeIeIbl HEPBHOM
CHCTeMBbI (B KOCTM 4eperia, OpOMTY, MBIIIIBI, BHYTPEH-
Hue opraHbl — Jerkue) [76]. ConurapHble MeTacTasbl
MEJIAaHOMBI MO3TOBBIX O00JIOUEK HE BCeTaa HaKaIlJIMBaIOT
KOHTPaCTUPYIOIee BEIIECTBO, JIOKATU3YIOTCS B MO3XKEU-
K€ M TIOJYIIApUsX TOJOBHOIO MO3ra, IMPEUMYIIECTBEH-
HO K3aau OT JiaTepajibHOil O6opo3abl. YacTh MeTacTazoB
0 3NUAYPAIbHBIM BEHO3HBIM CIUIETEHUSIM U IUKBOPHBIM
IyTSIM pacIpoCTPaHsIeTCsl BOOJIb CIIMHHOTO Mo3ra. Ilocie
OOHApYXKEHMSI METACTa30B MPOIOJIKUTEIBHOCTh KU3HU
OOJIBHBIX HE MPEBBIIIACT HECKOJIBKMX MecsieB. K 31oka-
YECTBEHHBIM OIMYXOJISIM BHEUYEPEITHON JIOKAIU3aluU OT-
HOCATCSI JIMITIOCAPKOMBI M pabgoMuocapkoMmbl. Oba Tuma
OITyXOJIe OTJIMYAIOTCS MYJIBTULICHTPUYCCKIM POCTOM,
CKJIOHHBI K paHHEH reMaTOTeHHOW TUCCEMWHAIMU, TIPU
PacCIIOIOXKEHUU B 00JIACTU T'OJIOBHI, 1lIeU y IeTeid 1o 15 et
MOTYT METacTa3upOBaTh B rOJIOBHOM MO3T [77].

3HaHMe KJIMHUYECKUX TTPOSIBIICHUI Pa3IMYHBIX IIOPO-
KOB pa3BUTHSI KOXH, COCYIOB, HEPBHOM CHUCTEMBI, aCCO-
LIMMPOBAHHBIX C OITyXOJIEBBIM POCTOM B KJIETKAaX U TKAHSIX,
MMPaKTUYECKN 3HAUNMO. PaHHSIS TMarHOCTUKA, UCIIOIb30-
BaHME COBPEMEHHBIX TEXHOJIOTHI KOHCEPBAaTUBHOTO U XM~
PYPTMYECKOTO JICUCHUS ITO3BOJISIOT JHOCTHYh ITPOTHO3M-
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pyeMoro pe3yiabrara, IpedOTBPATUTh PA3BUTHUE TIKEIBIX
OCJIOXKHEHMI, CYIIECTBEHHO YJIYUIIUTh KAuyeCTBO XW3HU
OOJILHBIX C 3TOI MAaTOJIOTUEM.

3aknuyeHne

1. bBospHBIE ¢ MHOXECTBEHHBIMH TTOPOKAMU Pa3BU-
TUSI KOXHU, COCYI0B, HEPBHOM CUCTEMBI HYKIAIOTCS B U C-
MAaHCEPHOM HAOJIONEHUU U €XETOAHOM KOMILIEKCHOM
yIJIyOJIEHHOM MCCJIEAOBAaHUM OPraHOB TPYAHON KJIETKM,
oprourHoi monoctu u ITHC.

2. IlporHo3mpyeMblii pUCK Pa3BUTHUS U IIPOrPECCH-
pOBaHUS pa3IMIHBIX HOBOOOpA30BaHUIT HanboJee BHICOK
npu Helipodubpomarose I u Il TnmoB, Tydepo3HOM cKite-
po3e, HEMPOKOXHOM MEJIAHO3€, MHOXECTBEHHOU 3HOO-
KPUHHOI HeoIula3uu, aHruomarosax l[unmnensi—J/Iunmay
u Jlyu-bapa.

3. bnaronmpusTHOe MOOPOKAYECTBEHHOE 1 CTAOMIIb-
HO€ TEYCHME, HU3KMM 3JI0KAYECTBEHHBIA MOTCHLIMAT —
OTJIMYMTENIbHBIC IIPU3HAKY TUTMEHTOBACKYISIPHBIX (pako-
MaTo30B [—V Tunos.
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