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Onyxonu y geten c cuHgpomom lopnunHa — lonbua:
peaKkun KIIMHNYeCKUN cny4vamu
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PE3IOME

CUHAPOM FOPAMHA —[OAbLIQ —TEHETUYECKN AETEPMMHUPOBAHHOE 3000AEBAHUE, XOPAKTEPMIYIOLLLEECH MYABTUCUCTEMHBIMM MPOABAEHUIMM, OHO
QCCOUMMPOBAHO C PA3AMYHBIMM OHKOAOTMHECKMMM 3AO0AEBAHMAMM, KOTOPbIE MPOTEKAIOT BOAEE Arpe@CCUBHO M MMEIOT KPAMHE HeBAQronpHATHbINA
MPOrHo3. 1o AQHHbIM MMPOBOM AUTEPATYPbI, ITOT CMHAPOM ABAIETCS PEAKOM NATOAOrMen. HabaoAeHME 1 AeveHue BOAbHbIX C CUHAPOMOM
FOPAMHA — [OAbLLO MPEAMOAQraeT MOCMHAPOMHYIO KOPPEKLMIO KAMHMYECKMX MPOSBAEHMI M TLLATEABHOE AMHAMMUYECKOE HABAIOAEHUE AAS
CBOEBPEMEHHOTO BbISBAEHMS 3AOKAYECTBEHHbBIX HOBOOOPA30BAHMMI. B HOCTOALLIEN CTATbE MPEACTABAEHBI 0O30P MUPOBOM AUTEPATYPbI O CUHAPOME
TOPAMHG —OAbLA Y A€TEMN M OMMCAHME KAMHMYECKOIrO CAy4as NALUMEHTKM, HaNpasiseHHoM B HMUILL oHKoAOMMM nmeHm H. H. bBAoxmHa MuH3apasa
Poccum C LeAblO MCKAIOHYEHMS OHKOAOTMYECKOro nNpoLeccda. MUMpOBOM M COBCTBEHHbIN KAMHUYECKUIA OMbIT NPU CMHAPOME TOPAMHA — [oAbLA
cBuaeTeAbCTByeT 06 00693ATEAbHOM reHETUYeCKON BepPUObMKALIMM AMArHO3A M 3QCTABASET MPOBOAMTL MYAbLTMAMCLMIAMHAPHbIM KOHTPOAb
30 COCTOSHUEM 3A0POBbS TAKMX MALMEHTOB C OOA3ATEALHBIM OCMOTPOM M HOBAIDAEHMEM BPAYQ —AETCKOrO OHKOAOrQ.

KAIOYEBBIE CAOBA: CUHAPOM [OPAMHA —[OAbLIA, CUHAPOM B6A30AbHOKAETOYHOIO HEBYCA, AETH, OHKOAOTMS, FEHETUKA, CUTHAABHbIM MyTb Hedgehog,
AeqeHme.

KOHPAUKT UHTEPECOB. ABTOPDbI 3Q5BASIOT 06 OTCYTCTBUM KOHQDAMKTA MHTEPECOB.
PUHAHCHPOBAHME. VICCAEAOBAHME HE MMEAO CMTOHCOPCKOM MOAAEPXKKM.

Tumours in children with Gorlin-Golts syndrome: rare case report
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SUMMARY

Gorlin-Golts syndrome is a genetic determined disease, characterized by multisystem features and associated with different malignancies, which
are more aggressive with very unfavorable prognosis. By literature data this syndrome is a rare pathology. Observation and treatment of patients
with Gorlin-Golts syndrome include syndromic correction of clinical presentations and detailed observation for early malignancies detection. In
the currentissue a survey of modern literature about Gorlin-Golts syndrome in children and clinical case of patient sent to Federal State Budgetary
Institution» N.N. Blokhin National Medical Research Center of Oncology «of the Ministry of Health for malignancy diagnosis are presented. By
global and own clinical experience about Gorlin-Golts syndrome it is necessary a genetic verification and make us perform a multidisciplinary
control for such patient health with obligatory examination and observation of pediatric oncologist.
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Cpezm TeHeTHUUYeCKOl naronoruu cuapom 'opauna —
l'onbIia 3aHMMAET 0c000€ MECTO, OCKOJIBKY HPOSIBIISETCS
y JAeTel yalle B IepHoj MOI0BOro co3peBaHus. s 1aHHOTO
CHH/IpOMa He HaOJII01aeTCsl IPUHAIISKHOCTH K 1toury. [1po-
SIBIISIETCS TOPAXKEHUSIMHU KOXH, CKEJIETa, JKeJle3 BHY TpEeHHe!
CeKpeluy, ria3, [eHTPaJIbHON HEPBHOM CUCTEMBI U aCCOLIH-
HMPOBAH C TAKWUMH OHKOJIOTHYECKUMU 3200JICBaHUSIMHU KaK
0a3aJIbHOKJICTOYHBIHN paK, MEIYUISIPHBIN paK IIUTOBHIHON
JKeJle3bl, MelyJlIo0iacToMa, pabJoMuocapKkoMa, MEHUHT -
OMa, OITYXOJIH JKEIyJOYHO-KHIIEYHOT O TPaKTa, GruOPOMBI
SIMYHUKOB U cepaua u ap. [1-4, 11, 12, 15]. BctpeuaemocTs
cocTaBuseT oT 1 ciyuas Ha 57000 go 1 cnygas ma 164000
yesoBek [1, 2], oqHaKo MOXET BOZHUKATh U B pe3yJIbTaTe
CIIOHTAaHHOW MyTanuu (6e3 cemeitHoro anamuesa) B 35-50 %
cinydaes [3].

B mupoBoil nutepaType npencTaBICHO HECKOJIBKO
KJIUHUYECKUX CIy4yaeB cBA3H cuHApoma ['opnuna —onb-
11a C pa3BUTHEM 3JI0KaYeCTBEHHBIX oOpa3zoBaHuil. Tak,
B 2013 roxgy B BenukoOpuTaHuu onucaH KINMHUYECKUN

ciydyail maMeHTKu 4 JeT ¢ MenyJuoonactomoii. Yepes
4 rozna (B Bo3pacTe 8 5eT) y Hee Obljla JUAarHOCTUPOBaHA
OCTE0XOHJpOMa OCTUCTOro oTpocTka L2-no3Bonka. Ilpo-
BOJMJIOCH IMHAMHU4YecKoe HaOmtoaeHue, Ho B 13 et ot-
MEUEH POCT OIyX0JIEBOT0 00pa3oBaHMs, YTO IOTPeOOBaIO
XUPYPruveckoro jgedeHns. [1o JaHHbBIM T'HCTONOrNYECKOTO
HCCIICIOBaHMS, JUATHO3 «OCTEOXOHIPOMaY IOATBEPINIICS,
HO B CBSI3U C OTCYTCTBHEM TEHJICHIIMH K POCTY OBIJIO PO-
IOJDKEHO JUHAMHYeCKoe HaOmroaeHue 3a 00iabpHOM. B BO3-
pacre 16 5eT y manMeHTKH MOsSBHIJIACH HEBPOJIOTHYECKas
CUMIITOMAaTHKa, MOTpeOoBaBIIast IPOBEJCHUS XUPy pruye-
CKOM KOPPEKIIMH IEKOMIIPECCUU U TIPU T'UCTOIOT HYECKOM
HCCIIEJOBAHUH yIaJICHHOM OIyX0Iu MOpQoJioruyecKas
KapTHHA COOTBETCTBOBAJIA OCTEOXOHApOMe. B ToM ke romy
y MallMEHTKH BBISABJICHBI 0a3aIbHOKIIETOYHAS! KapIHHOMA,
KHCTa SIMYHUKA U MHOXKECTBEHHBIE KHCTHI B YETIOCTSX.
BricraBnen nquarnos «cuaapom ['opnuna — [onbsiay» (re-
HETHYECKOE UCCIIEJIOBAaHNE HE TIPOBOIMIIOCE). B Bo3pacTte
19 neT y manueHTKY MOSIBUIIKCH ’KaJlo0bl Ha O0JIM B CIIMHE
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PucyHok 1. KeanomaHble pyOLLbl HO KOXe naLm-
eHTKM 17 AerT.

¢ Uppaauanuell B IEBYIO HUXKHIOIO KOHEYHOCTh. [1o naH-
HeiM MPT, BrIsIBIIEHO OmyXoseBoe oOpa3oBanue B S1- n S2-
MO3BOHKAX C PACIIPOCTPAHEHUEM Ha HEPBHBIN KOpEIIoK S2.
[IpoBenena namuH3KTOMUS B oOactu S1 u S2. [1o naHHEIM
THCTOJIOTUYECKOr0 UCCIAEAOBaHUS — ocTeocapkoma. IIpo-
BOAMIJIOCH TPOTUBOOIYXOJIEBOE JIEUEHUE, OJTHAKO uepe3 12
Mecs1eB KOHCTaTHPOBaH peluanB 3a0oneBanus. [lanuenTka
NepeHecia CaKpIKTOMHUIO, TOCIEONEPALUOHHBINA IEPHOL
OCJIOXKHMUIICS Pa3BUTHUEM PECIIUPATOPHOTO JUCTPECC-CUH-
JipoMa C JIeTaJlbHBIM HcxoaoM [19].

B 2018 rony B CIIIA onucaHn KTMHUYECKHH CITydall Maib-
yuKa 16 MecsleB, y KOTOpOro, 110 JaHHBIM 00CJIeIoBaHuU,
BBIsIBJICHA MeaynoOiaactoma. [Ipu reHeTHdeckom uccie-
JIOBaHUU NAIUEHTY BBICTABIICH AMATrHO3 «CUHApPOM lopau-
Ha—[onbua (Hannuue HOHCeHe-MyTanuu B rene SUFU)».
ITo nmoBoy MenyI001aCTOMBI IIPOBE/ICHBI XUPYPrUYECKU I
stan neueHus u Tpu kypca [IXT mo npotokony CCG-99703,
HO B IOCTXMMHOTEPAIIEBTUUECKOM NEPUOJIE TPHCOECAUHUINCH
¢daTanbHbIe OcoKHEHUS [20].

B cBa3u ¢ peakoit accounanueit cuaapoma I'opnuna —
lonb1ia co 3710KaueCTBEHHBIMH HOBOOOPa30BaHUSIMH, OITH-
CaHUe Ka)XJJ0r0 HOBOT'O KJIIMHUYECKOro Cllydas sBIseTCA
BAXKHBIM C HAYyYHO-TIPAKTHUYECKHUX O3ULIUH.

JeBouka 17 net obpaTuiack K Bpady ¢ »anobaMu Ha 3a-
TpyJAHEHHE HOCOBOT'O JIbIXaHus. I1o MecTy XKUTENbCTBA IPU
MIPOBEAECHNN PEHTI€HOBCKOH KOMIIBIOTEPHOH TOMOTrpaduu
(PKT) oOHapysxeHO 00beMHOE 00pa3oBaHNE BEpXHEH ue-
moctu. J{1s noobcnenoBanus U ONpeneeHns TaKTHKY Jie-
YeHHs ManueHTka Obuta HanpasieHa B HUU 10ul” HMUAI]
onkonoruu umenu H. H. brnoxuna.

U3 anamnesa scuznu N3BECTHO, YTO PEOCHOK OT TPEThEH
OCpEeMEeHHOCTH, TPOTEKaBIICH 0€3 0COOCHHOCTEH, MEPBBIX
CPOUHBIX POAOB ITyTeM KecapeBa ceueHus. OHKOIOrn4ecKui
aHaMHe3 OTATOLICH: y 0a0yIIKH 0 MaTepUHCKON JIMHUU PaK
LIUTOBHTHOM Kee3bl, MUOMA MATKU.

U3 anamnuesa 3a001e8anus N3BECTHO, YTO peOCHOK C paH-
HEro JIETCKOTO BO3pacTa HabironaeTcst y odpraabpMoiiora
10 IOBOJy HACTAarMa 1 MUOINMH; TaKXKe C PAHHEro AeTCTBA
O0TMEYAJIOCh 3aTPyAHEHNE HOCOBOTO JbIXxaHus. B Bo3pacte
3 siet OblIa TMarHOCTHPOBAHA KHUCTA ILIEH, TI0 TOBOY KOTO-
POIi BBIIOJTHSJIOCH ONIEPaTUBHOE JICYCHHE (THCTOIOTHIECKOE
HccreloBaHue He ITIPOBOIMIIOCH). Kpome Toro, B TeueHue

PuvcyHok 2. PKT OpraHoB rpyAHOM KAETKM.
CTpe/\KOMM OTMEYEHO pacLLEenNAeHne natoro
pebpa r rpyAHbIX MO3BOHKOB.

PucyHok 3. PKT amLLeBoro ckeaeta. CTpeAkamm
OTMEYEHbI KMCTO3Hble CTPYKTYPbl B BEPXHEWN
U HUXKHEM YEAIOCTSIX.

JKM3HU NALUEHTKU YIAJSIIUCh HECKOJIBKO ManujioMaTo3-
HBIX 00pa30BaHUN Ha KOXKe IIeH 03 TUCTOIOTHYECKUX
HCCIIEI0BAHUIA.

IIpu ocmotpe pedenka B8 HUW JOul” HMUII onko-
noruun umenn H. H. broxuna B nekabpe 2020 roga oGpa-
2T BHUMaHHE CJICAYIONIKE MPU3HAKH: ITUPOKUH JI00,
BPOXKJACHHBIN TOPU30HTAIBHBIN OUMHOKYISPHBIA MEIKO-
AMILTHTYTHBIA TOTYKOOOpa3HBIN HUCTArM, OPOUTATBHBIN
TUIIEPTEIOPHU3M, TOTHYECKOEe He00, HapyLIeHUE ITPUKYca,
HapyIeHus pocTa 3y0oB. [Ipyn ocMOTpe KOXKHBIX TTOKPOBOB
OTMEUEHBI MaNUIJIOMATO3HbIE TUTMEHTHBIE HEBYCHI, a TAKKE
KEJIOUIHBIe pYOIIBI ITOCIIe paHee MPOBEACHHBIX YAAJICHUN
HeBycoB (puc. I).

Ha neBoii 1agoHu — 09aroBBId [epMaTUT (TOYKOBBIN
nuckepatos). [Ipu odranbmMonornaeckoM 0cMOTpe — MHO-
Hs CpEeHEH CTeNeHH, HUCTarM. Temmeparypa Tena Oblia
HOpMabHOM. [lepudepuueckue TuMpaTHISCKIE y3IIbI IIPU
najbpnanuy He yBenudeHsbl. [1o JaHHBIM 0cMOTpa, MepKyc-
CHM U ayCKYJbTAIUH, NTATOJIOTUH CO CTOPOHBI CEPAEUHO-
JITOYHOI CHCTEMBI He OBIJIO BEISIBIICHO. PazMepsl neueHu
U Cele3eHKH He yBenuueHbl. OU3N0JIOrnuecKHue OTIpaB-
JIEHUS B HOPME.

Mo nanHBIM 001IET0 M GHOXMMHUYECKOT0 aHAIM30B KPOBH,
oO1iero anajan3a Mo4H, 6€3 MaToJIOTHYECKUX U3MEHEHUH.

[ManunenTke Obu1a mpoBenena PKT opranos rpyaHoi Kiet-
KH, [0 pe3yJIbTaTaM KOTOPOH BBISBIIEHO PACILEIIEHUE MISITOrO
IpaBoro pedpa U rpyaHBIX MMO3BOHKOB (puc. 2). OuaroBbIx
HM3MEHEHUH B BELECTBE I'OJIOBHOT'O MO3Ta HE BBISIBJICHO.

ITo nanueim PKT nuueBoro otaena ckejaeTa u roJIOBHOIO
MO3ra, OTMEUEHbI KUCTO3HbIE U3MEHEHUSI BEpXHE- U HUXKHEUe-
JIOCTHBIX MAa3yX ¢ TOTAJIBHBIM 3aII0OJIHCHHEM UX CYOCTpaToM,
HE HaKaIlIMBaIOIIUM KOHTpACTHBIN npenapar. Kucto3nble
CTPYKTYPbI HCTOHUYEHBI, HE UCKIJIIOYAJIach UX IECTPYKILIUA.
Obparano BHUMaHue 00bI3BECTBIIEHUE (abKca, HAMeTa
Mo3keuka. [JaTonornueckux u3MeHeHU! B BELIECTBE T'OJIOB-
HOT0 MO3Ta He OTMEUeHO (puc. 3).

ITo nanueiM Y3, oTmMeyasoch yBeIUYEHHUE IPABOTO
SIMYHUKA, U 1JIs1 yTOUHEHUS XapaKTepa BhISIBIEHHBIX CTPYK-
TYPHBIX H3MEHEHHH ObLa posBeneHa MPT: npaBbIii sMYHUK
yBenudeH 10 5,8 X 4,2x 3,9 cM, B HEHTPaAJIbHBIX OTIeaxX
OIpeNessIIOCh HEOAHOPOJHOE OMyX0JIeBOe 00pa3oBaHue,
MMapeHXUMa sSSMYHUKA UCTOHYCHA ¢ (DOJITHUKyIaMu pa3Me-
pamu 10 0,8 cM B quamerpe. CTpyKTypa OIIyX0JIeBOro 00-
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PucyHok 4. MPT-uccaeaoBaHue. CTPEAKOM OTMEYEHO KMCTO3HO-COAMA-
HOE HOBOODOPA30BAHME MPABOTO ANMYHMKA.

w

Actas Dermesifillagr. 2008;109:207-17

PucyHok 5. MexaHmM3m akTMBALMKM CUTHAABHOTO My Hedgehog.

Mpumedanme: HHL — AKTMBUPOBAHHbIM AUFAHA. SMO — TDAHCMEMOBPAHHBIM
npotenH Smoothened. SUFU — cynpeccop camtoro romoaora. GLI - doakTo-
Pbl TOAHCKPUMLIM CEMEMCTBA FTAMOMA-ACCOLIMMPOBAHHBIX OHKOMPOTEMHOB.

pa3oBaHMS HEOAHOPOAHAS conuaHas. [Ipu BHYTpUBEHHOM
KOHTPAaCTUPOBAHUHU OTMEUAJIOCh YMEPEHHO HHTEHCUBHOE
HEPaBHOMEPHOE HAKOIIEHUE KOHTPACTHOIO IIpenapara Ho-
BooOpa3oBanueM (puc. 4).

C y4eToM NOoJy4YeHHBIX HHCTPYMEHTAJIbHBIX JaHHBIX,
Ha IIepBOM 3TaIe Je4eHHs ObUIO MPHUHSATO pEelIeHUE BbI-
TOJHHUTH ONIEPaTHBHOE BMEIIATEIbCTBO B 00BEME yaa-
JIGHUS NTPaBbIX NPUIATKOB MaTKH BMECTE C 00BEMHBIM
oOpazoBaHueM (B CBSI3U ¢ HEPAaBHOMEPHBIM HAKOILIEHUEM
KOHTPACTHOT'O IperapaTta B 00JIacTH IPpaBOro SHYHHUKA).
Ilo naHHBIM FUCTOIOTUYECKOTO UCCIIEJOBAHUS IUATHOCTH-
poBaHa (pubpoma ssuYHMKa. BTOPBIM 3TanioM BHINOIHSAIOCH
OIEepaTHBHOE BMEIIATEIBCTBO B 00bEME YAalIeHHsI HOBOOO-
pa3oBaHUI BepXHEUETIOCTHBIX Na3yX. [lo jaHHBIM rUCTO-
JIOTUYECKOT 0 UCCIEJOBaHUSI — ABYCTOPOHHHE KEPATOKUCTBI
BEPXHEH YeNIOCTH.

Bce BrlnenepedynciaeHHbIe KINHUKO-T1ab0opaTopHbIe
U UHCTPYMEHTAJIbHbIE JaHHbIE COOTBETCTBOBAIU NPO-
siBneHUusAM npu cunapome I'opauna —T'onsna. C nensro
MOATBEPKI€HUS JAHHOTO JUArHo3a NalUeHTKe IPOBEICHO
TEHETUYECKOE HCCIEA0BAHNE, TI0 JAHHBIM KOTOPOTr'O BhISIBIIE-

HO HAJIMYKME MyTAI[UK B KAHOHMYHOM CaliTe CIUTaHCHHTa BTO-
poro sk30Ha reHa PTCHI (Chr:9:998268882, c. 199-1G>C)
B FE€TEPO3UTOTHOM COCTOSIHUH.

O6cy:xkneHue

Cunnpom ['opinHa —T'onblia cBsi3aH ¢ MyTaIMsIMU B TeHaX
cemeiicrBa PTCH (ren PTCHI nokanuzoBaH B 9q22.3, reH
PTCH?2 pacnonoxen na 1p34.1), SMO, SUFU (nanHbIi TeH
nokanuzoBaH B 10q24—q25) curnansaoro mytu Hedgehog
(Hh), koTopble ABISAIOTCS TeHaMU-CYTIPECCOPaMH OITy XOJICBO-
ro pocta [5]. Hh-curHanbHbIi Ty Th y YenoBeka BKJIIOYAET TPH
By turanaoB: Sonic hedgehog (Shh), Indian hedgehog (Ihh)
u Desert hedgehog (Dhh), kasx1bIit U3 KOTOPBIX BEITIOTHSACT
cBoM (D)YHKIIMU B IIporecce aMOprorenesa [2, 4, 11, 12, 15, 16].

Dhh oTBeuaeT 3a nponudepanyio u 1uppepeHIpoBKY
kyetok Cepronu u Jlefianra, IIBAHHOBCKHX KJIETOK, & TAK)KE
3a pa3BUTHE Hapy>KHBIX MOJIOBBIX OpraHoB [6, 7, 16].

Ihh yuacTByeT B nponudepanuu u 3agepxxxe nudpdepen-
LIUPOBKHU XOHJIPOLIMTOB, @ TAKXKE B Pa3BUTHH OCTEO0IaCTOB,
CO3pEBAHUU HAAXPAILIHUIIBI B KOCTHYIO TKaHb [8, 9, 16].

Shh okasbIBaeT BiIMsHNE HA pa3BUTHE HEPBHOTO TPeOHS,
CeTYaTKH, KOXKH, 3y00B, JITKNX, KUIIIEYHNKA, II03BOHOYHHUKA,
CKEJICTHBIX MBIIII, BOJIOCSHBIX (DOJUINKYJIOB, ITPEIIECTBEH-
HUKOB I'PaHyJISIPHBIX KJIETOK B MO3KEUKE, a TAKIKE YUACTBYET
B tuddepeHnnpoBKe, mponudepanui 1 MUTPalui HEPBHBIX
CTBOJIOBBIX KJIETOK B O0Jiee B3pOCiioM cocTosiHuu [4, 8, 11].

B nopme Hh-curnanbsHeiii myTh Hanbosee akTHBEH B TIEPH-
oz1 sMOpHoreHesa, a BO B3pOCJIOM OpraHU3Me OH MaJI0aKTHBEH
1 y4acTBYET B MOAJIEP)KaHUH IIOCTOSTHCTBA ITyJIa CTBOJIOBBIX
KJIETOK B Pa3JIMYHBIX OpraHax M TKaHX, a TAK)Ke IPUHH-
MaeT ydacTue B penapanuu Tkauel [4, 5, 12]. AHomanbpHas
AKTUBHOCTH JAHHOT'O CUTHAJIBHOTO Iy TH IIPUBOAMT K ITOBBI-
LICHUIO PO (EpaIi CTBOJIOBBIX KJIETOK C ITOCIIEAYIOIEeH
ux TpaHchopmaluei B onyxonessie [5, 14].

AxTuBupoBanHbIi turana (Shh, Dhh unu Thh), B3aumo-
JercTBys ¢ perientopHsiM OexkoM PTCH, mpuBoauT k akTu-
Baluy 1 HakoruieHUo SMO (TpaHcMeMOpaHHOTO IPOTEnHA
Smoothened) B mepBHYHBIX pEeCHIMYKAX B KJIETKAX, B PE3yJIb-
TaTe Yero B3auMOJCHCTBUS MEXKY CYyIIPECCOPOM CIUTOrO
romoutora (SUFU) n 6enkamu GLI cHukatoTcst, 4TO B KOHEY-
HOM UTOT'€ IPUBOIUT K SIIEPHON TpaHCIOKaUU (aKTOPOB
TpaHckpunuuu cemeiicrsa GLI (rmroma-acconunpoBanHbIe
OHKOIIPOTEHHBI), COOTBETCTBEHHO IIPOMCXONAT AaKTHBALIMS
TPAHCKPHIIIINY U 3aITyCK JaHHOTO IyTH. [Ipu oTCyTCTBHHI
B3auMoJieiicTBusa nuranga ¢ 6eaxkom PTCH, 6enku SMO
HaxOAsTCS B HEAKTUBHOM COCTOSIHUH, B PE3YJIBTATE YETO
6emox SUFU OnokupyeT TpaHCIOKAIUIO OSITKOB CeMeHCTBa
GLI B sapo (puc. 5) [4, 5, 11, 17, 18].

Jnist noctaHoBKM Marno3a «cuHapoM ['opnuna —[onbray
HEeoOX0MMO HaJM4YHe 00 IBYX OONBIINX KPUTEPUEB, THO0
OJIHOTO OOJIBIIOTO M JIBYX MallbIX KpuTepHueB. Kpurepuu
MIPECTABIICHEI B mabnuye.

VY Haeil naiueHTKH, 1o JaHHBIM KOMIUIEKCHOTO o0cite-
JIOBaHUSI, BBISIBIICHO TPU OOJIBIINX KPUTEPHSI U ABA MAJIBIX
kputepust. [1o JaHHBIM reHETHUECKOT0 3aKIIOUCHU S, TUarHO3
«cunapom I'opnuna —Tonsna» nonreepxkaeH. Ha 22.05.2021
MAIMEHTKA HAXOAUTCS Ha IMHAMUYECKOM KOHTPOJIE Y JeT-
CKOT'0 OHKOJIOTa O€3 IIPU3HAKOB 3JI0KAUYECTBEHHBIX OITYXOJIEH.
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BoAbLLME KpUTEPUU

BA3aAbHOKAETOYHAS KAPLMHOMA, BO3HMKLLASA B BO3PACTE A0 20 AeT, MAM
MHOXECTBEHHbIE OA3AABHOKAETOYHbIE KAPLMHOMbI

KeparokMCTO3HAA OAOHTOTEHHAS OMYXOAb

MeAyA OBACCTOMA, OBbIMHO AECMOMAQCTMHECKAS, B BO3PACTE AO 1 rOAQ

PoACTBEHHMK NEPBOM CTENEHW POACTBA C CMHAPOMOM HEBOWAHOM
©Q30AbHOKAETOYHOM KAPLMHOMBI

KaAbLdoHKaLMS CEPMNa FOAOBHOTO MO3ra
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