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CLINICAL CASES OF NEUROFIBROMATOSIS (PLEXIFORM NODES)

A.A. Malkova, E.G. Molchanova, A.R. Fattakbova*, A.L. Zaripova, Yu.N.Pchelovodova
Izhevsk State Medical Academy, Russian Federation

PeTpoCneKTHBHO-IPOAHAIM3UPOBAHEl HICTOPHHU OGONE3HU /IBYX MALMEHTOB, JICYMBIINXCA CTALMOHAPHO B BY3
VP «PecryOnuKaHCKas JETCKAA KIMHUYECKAsA 60/IbHUIA MUHUCTEPCTBA 34PABOOXPAHEHNA YAMYPTCKOi Pec-
NyOMUKY». Y IAIMEHTKY B Bo3pacte 17 ieT 0OHApyKeHA IeTEPO3UroTHasA MyTauus (aenenud 1) B 24-M 3K30-
He rena NF1, KoTopas pyuBeIa K MHOKECTBEHHBIM OYarOBBIM U3MEHEHMAM TOJIOBHOTO MO3Id, K HAPYIIEHUAM
B CEPAEYHO-COCYAUCTOMN, SHOKPUHHON, IONOBOM M KOCTHOW CHCTEMAX U KOTHUTHUBHBIM JUCHYHKIUAM.
Bo Bropom ciryuae y IEBOUKU B BO3pacTe 7 JeT METofoM cekpeHuposanus JHK Obuia BbLiBneHa reTeposu-
TOTHAS MyTAIUsl (OHOHYKIEOTH/IHAS 3aMeHa) B 9-M 3K30He rena NF1 NM_000267: exon9: ¢.C910T: p.R304X.
JlaHHaA MyTauysa OTPA3WIACh BHYIIUTEIBHEIMUA U3MEHEHUAMU OPOUTEL ¥ OTKIOHCHUAMU B KOCTHOH CUCTEME.
Hertpopubpomaros 1-ro THma, 6€3yCIOBHO, CIOKHOE 3200JIEBAHNE, BBI3BIBAIONIEE OMYXOMM Y YENOBEKa, 4
TAKCKE TIOPAKEHUA KOXKY, HEPBHOM U KOCTHOH CHUCTEM. [IpUYIUHON €ro PasBUTHUA ABIACTCA MyTALMA OE/IKaA-
OHKOCYTIPECCopa HepouopoMuHa. JiedeHre 3200/1€BAHNS HATIPABICHO HA YMEHBIICHHUE TIPOrPECCUBHOTO
pocta HEHPO(UOPOM, HO CTOUT OTMETUTD, YTO TAPIETHAS TEPAIUA Pa3padOTaHa TOMBKO L IEKCU(OpM-
HBIX OIYXOJIEIL.

Kirouessie coBa. HeiipogubpomaTos, HEHPOYUOPOMEL, INIEKCUPOPMHBIE y3/bL, TeH NF1, Myrauun, cex-
BEHUPOBAHUE.

The case histories of two patients treated at the Republican Children's Clinical Hospital of the Ministry of
Health of the Udmurt Republic were retrospectively analyzed. A seventeen-year-old patient was found to have
a heterozygous mutation (deletion 1) in the exon 24 of the NF1 gene, which led to multiple focal changes in
the brain, disorders in the cardiovascular, endocrine, reproductive and skeletal systems, and cognitive dys-
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functions. In the second case, DNA sequencing revealed a heterozygous mutation (single nucleotide substitu-
tion) in the 9th exon of the NF1 gene NM_000267: exon9: ¢.C910T: p.R304X in a seven-year-old girl. This
mutation was reflected in impressive changes in the orbit and deviations in the skeletal system.

Type 1 neurofibromatosis is certainly a complex disease that causes tumors in humans, as well as lesions of
the skin, nervous and skeletal systems. The cause of its development is a mutation of the oncosuppressor pro-
tein neurofibromin. Treatment of the disease is aimed at reducing the progressive growth of neurofibromas,
but it should be noted that a targeted therapy has been developed only for plexiform tumors.

Keywords. Neurofibromatosis, neurofibromas, plexiform nodes, NF1 gene, mutations, sequencing.

BBEJEHHE

Heitpopubpomaros 1-ro tuma (NF1) - re-
HETUYECKOE 3a00/EBAHKE, B OCHOBE KOTOPOIO
JIEXAT AHOMAIUY 3KTOZIEPMAIBHOIO U ME3OAEP-
MAJIbHOTO JINCTKOB [1]. DTO 3a6071€BaHKE OBLIO
BIICPBbIE ONMCAHO HEMELKUM BpayoM Ppujpux
Hanvens (poH PexnmunrxayseHoM B 1882T. 1 B
HACTOAIEE BPEMA HOCHUT €r0 UMA — OONE3HDb
Pexnmnrxaysena [2].

NF1 - ayrocOMHO-JOMUHAHTHOE 340071€-
BAHME C BBICOKO! INEHETPAHTHOCTBIO U BAPUa-
OEJIbHOY IKCIPECCUBHOCTBIO, YaCTOTA KOTOPOIO
1 ma 3000 HoBOpOXAeHHBIX (20-40 Ha
100 TeIcsy Hacenenusn) [3]. NF1 nocur Hacenct-
BEHHBIM XAPAKTEP JIMOO XKe ABIACTCA PE3yIbTd-
TOM CIIOHTAHHOM MyTanuu [4; 5], Kotopas 00b-
ACHAETCA KPYIHBIMU DPA3MEPAMHU T€HA W/WIN
OIPEAENEHHBIMA OCOOEHHOCTAMU €I'0 BHYTPEH-
Her CTPYKTYpeL B 1990-1995 1. 6bL1a JIOKAIN-
30BaHa Myranud Ha xpomocoMe 17ql11.2. Dra
MyTalusa KOAUpyeT O€NoK HENpOo(puOPOMUH,
KOTOPBIY MOJABIAET POCT ONYXOJIU U PETYIUPY-
et myru pormceparn Kietox Ras [6]. Heitpo-
(bubpoMuH peryupyeT IyTh RAS-IIMKIMYecKon
AM®  (IMKIMYECKUIT  4/IEHO3UHMOHO(OCAT),
MAPK/ERK-K1HA3HBII KACKAJI, alCHUIATIUKIA3Y
U COOPKY nurockesnera. OCHOBHBIM JIOMEHOM
oenka sapmgerca GRD (GAP (GTP-aseactivatin-
gprotein) relateddomain), KOTOpPBII NEPEBOAUT
[T®-cBsg3annble OHKOreHbl RAS B ['Id-cBI3aH-
Hble (MHAKTUBUPOBAHHBIE) (POpMBL Ilatorenes
H®1 obycnosneH BausHueM AepUImTa HEUPO-
(pubpomuna (BeezcTsue myrauuit NF1) Ha ru-
IIEPAKTUBALIMIO OHKOTEHOB RAS, KOTOpBIE yCH-

muBaor  curHamHr - AKT - (RAC-alphaserine/
threonine-proteinkinase) /mTOR (mammalian
Target Of Rapamycin) u RAF (rapidlyacce-
lereatedfibrosarcoma) / MEK (mitogen-activa-
tedproteinkinase). B pesyabrare MOBBIIAETCA
PUCK pa3BUTHA OITyXOJeit [7].

3a607m€BaHUE  TIPOSABIAECTCA  MHOXECTBEH-
HBIMHM HENPO(UOPOMAMU TIO X0y nepudepu-
YeCKUX HEPBOB. OHY ONPEAETAIOTCA B BUAE 60-
JIE3HEHHBIX OKDYIVIBIX Y3€JIKOB B CIOAX KOXH,
PA3MMYHBIX [0 CBOUM pa3MEpaM U JIOKAIU32-
1. BBIABIAEMOCTh KOKHOIO HENPO(PUOpOMA-
TO34 3dBUCUT OT BO3PACTA 60MBHBIX: 10 10 et —
14 %, ¢ 10 mo 19 ner — 44 %, ¢ 20 go 29 ner —
85 %, crapuie 30 et — 94 %.

[lepsbie  BUAMMBIE  HEUPO(PUOPOMBI B
OOJIBIIMHCTBE CIy44€B MOSBIAIOTCS B IIPEIyoep-
TATHOM WM IIybepraTHOM nepuoze. K 30-mer-
HEMY BO3PACTY OTMEYAETCA IMOCTOSHHBIN MEA-
JIEHHBI POCT HEMPO(UOPOM, OCOOEHHO 3aMET-
HBII1 B [IEPHOZ, IIONIOBOTO CO3PEBAHNUS UH/IUBUJIA,
4 TAKKE B IEPHOJL OEPEMEHHOCTH, A TIOCTIE POCT
HENPO(PUOPOM CTAHOBUTCA OTHOCUTENBHO CTa-
OWIbHBIM [7]. OIyXO/I1 UMEIOT OKPYIIIYIO (hOpMy
Y PA3HBIE pa3Mepsl [Ipy Manpnanyuy OHU OObIY-
HO 0€300JIE3HEHHBI, HO €C/IN B MATOJIOTHYECKUI
TIPOLECC BOBJICYCHBI NMEPU(EPUYECKUE HEPBDI,
TO BO3HUKAIOT OOMM Y MOBBIIEHHAA YyBCTBU-
TEMBbHOCTD. OIYXO/b CMEMAETC TOIBKO B MOTIE-
PEYHOM HAIPABIEHNY BMECTE C HEPBHBIM CTBO-
JIOM, ¥ TIPH 3TOM BO3HHUKAIOT PACHPOCTPAHAIO-
muecs 60U B 30HE NHHEPBALIUHL.

B HEKOTOPBIX CIy4aax HEMPOPUOPOMATO3
MOKET HOCUTD BECbMA OIPAHUYECHHBIN CEIMEH-
TAPHBIA Xapakrep. Hampumep, MeauacTUHANb-
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HbIE HEMPOPHUOPOMBL B COYETAHUN C OIYXOJL-
MU B COOTBETCTBYIOIEM KOKHOM CETMEHTE.
OJHAKO YaIe BCEro HelpopudpOMaTo3 HOCUT
TEHEPAIN30BAHHBIN XAPAKTED, TO €CTh ONYXOJH
HOABJIAIOTCA HA TY/IOBHUIIE, IIEE, TOJIOBE U KO-
HEYHOCTAX, 4 TAKKE UMEETCA CKIOHHOCTD K MX
3I0KAYECTBEHHOMY NEPEPOXKACHUIO (3-15 %).
Yacro nosasneHne HEMPOHUOPOM COTIPOBOXK/A-
€TCs TUNEPTPOPUEN MOPAKEHHBIX YYACTKOB
TEJIAN BHYTPEHHUX OPTraHOB.

[TnexkcupopMHbIE  HEHPO(PUOPOMBL  IIPE]-
CTABJIEHBI PA3PACTAHUEM TKAHEN HEPBA B CTPO-
M€ U3 HOPMAJIbHBIX OKPYAKAIOMUX TKAHEH. OHU
OOBIMHO ~OfJMHOYHBIE, HO MOIYT JOCTHI4Th
Oompmux pazmepos. HecMoTpd Ha TO, YTO 4ac-
TOT4 TAKUX HENPOPUOPOM OYEHb MAJIEHBKAA
(5 %), oHM BCE XK€ BBI3BIBAIOT NPOOIEMBL. Pop-
MHUPYIOTCA OHM €IE /IO POXKICHUA, HO 3AMETHBI
CTAHOBATCA JIMIIb K BO3PACTY /BYX JIeT. BHavasne
HENPO(UOPOMBI  JOOPOKAYECTBEHHBIE,  3ATEM
PETUKY/IAPHBII POCT MOXKET TIEPENUTH B 3/I0KAUE-
CTBEHHBIE OITyXOJIU 000NOUEK NEPUPEPUIECKIX
HEPBOB, KOTOPBIE PAHO METACTA3UPYIOT U CHU-
JKAIOT TPOJOJDKUTENBHOCTD JKU3HU OOJBHBIX C
Herpoduodpomarosom 1-ro tuma [8]. Puck ma-
murHuzanmu pu NF1 cocrasnser 5-10 % [9).

K oryxoneBuiHbIM PA3pACTAHKAM HA KOXE
OTHOCATCA IAMWUIOMBL, KOTOPBIE BCTPEYAIOTCA
HAMHOIO PEXKE, 4eM HOBOOOPA30BAHUA B IOJ-
KOKHOW KJIeTyaTKe. CerMeHTapHBI Henpopuo-
POMATO3 CBA3BIBAIOT C COMATUYECKUMU MyTaLA-
MU Ha OINPEIENEHHON CTaUd 3MOPUOTEHESA,
KOTOPBIE PUBOJIAT K BOBJIEYEHUIO OI PAHNYEHHO-
I'0 KJIOHA KIETOK U COMATUYECKOMY MO3AULIU3MY.

I Henpoubpomaroza 1-ro Tuma xa-
PAKTEPHBI IITHA HA KOXE LIBETA «KO(e C MOTIO-
KOM», TdK )K€ B BUJIC «BECHYIIYATHIX I'DO3/BEB.
Y GOJBIIMHCTBA OOJNBHBIX K HA4YaIy BTOPOTO
IO/ JKU3HU YHCIIO TAKUX IATEH OJIM3KO K IIeC-
TH, JMAMETPOM 5 MM U 6onee. Takke y HEKOTo-
PBIX OGOJBHBIX HAOMIOAAETCS BECHYIIYATOCTD B
IIAXOBBIX U IOAMBIIIEYHBIX 00macTaX [10].

Taxke XapakTepHBIMU Ui HENPODUOPO-
MaT032 ABAIOTCA Y3EIKU JIMma — MaTOrHOMO-
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HMYHBIE NTUTMEHTHBIE TIATHA HA PAJIyKKE 171432,
KOTOPBIE OOHAPYKUBAIOT IPU OPTATBMONOTH-
YECKOM OCMOTPE C MOMOMIBIO IIENEBON JIAMIIBL.
BoiasiseMocTh  y3eaKkoB JIuia IOBBIIACTCA C
BO3PACTOM INAIMEHTA: B BO3pacTe oT 0 10 4 J1eT —
10 22% cmydaes; B 5-9 nmer - gpo 41 %
B 10-19 net — f10 85 %; crapmie 20 net —10 95 %
6ompHbX NF1. Kak npasuio, maTHa «kode ¢ Mo-
JIOKOM> ¥ y3€/IKu JInma 6e30IacHbl VI 310pPO-
Bbf YEIOBEKA, HO OBIBAET JOCTABIAIOT JAUCKOM-
(bopT U3-32 KOCMETUYECKOTO Jie(heKTa. Y3enKu
HE BUJ/IHBI HEBOOPY/KEHHBIM B3ITIAIOM. 324ACTYIO
IIUTMEHTHBIE KOJKHBIE IIATHA ABIAIOTCA €IMHCT-
BeHHBIM posBiaeHreM NF1 u3-3a TOro, 4To He-
GonpIme HEUPOPUOPOMBI HE BCEIZA YIAETCA
OOHAPYAUTH, OCOGEHHO B IETCKOM BO3pacTe [1].

Hecmorpa Ha mepudepudeckuit Xapaxkrep
NF1, y 4actu GOMBbHBIX MOKET HAOGMIOMATHCS BO-
BJICYCHUE LIEHTPAIPHOM HEPBHOM CUCTEMBI U
NEPUMEPUUECKON C PA3BUTUEM OITyXOJIEH IPYTO
TUCTOIOTUYECKON IPUPOABI — ACTPOLIUTOM U
IJIMOM 3PUTENIBHBIX ITyTEH, SMEHIUMOM, MEHVH-
THOM, HEHMPOJEMMOM, MIBAHHOM, CIHUHAIBHBIX
nerpopudpoM [1]. Cpenu 20 % ¢ NF1 nabmopa-
erCd IJIMOMa 3PUTENbHOrO Hepsa [11], Koropas
yamie feOI0TUPYET B JAECATUIETHEM BO3PACTE B
BUJIC IUIABHOIO CHIDKEHUA 3PEHUA U PEIKO
BCTPEYACTCA Y ICTEH MIZIIEro Bo3pacta. OfHOM
13 OCOOEHHOCTEN ABIAETCA (PEOXPOMOLIUTOMA.

Myranus rena NF1 MOXKeT ObITh IPUYMHON
MUETOACIVIACTIYECKOTO CUHAPOMA U I0BEHWIb-
HOM MHETIOMOHOIUTYECKON JIEMKEMUH, SBJISIO-
MENCS MATOTHOMOHWYHON I JIeTel MUIaJIIe
ABYX JIET. IeTH C TAKOI JICUKEMUEN JKAIIOTCA Ha
OBICTPYIO YTOMJIAEMOCTD, YCTAIOCTD, JIMXOPAIKY,
YaCThle KPOBOTEUEHMA NPU HE3HAUMTETBHBIX
TpaBMax. TakKe XAPAKTEPHO pas3BUTHE (PEOXPO-
MOLMTOMBI, IPEKAEBPEMEHHOE TIONOBOE CO3PE-
BAHUE, HAPYIIEHUE POCTA, MOIYT ObITh Jeopma-
IIMU CKEJIETA, YACThIE IIEPEIOMBI KOCTEH.

B cBa3u ¢ 3a0071€BAHUEM Y IIOJOBHMHEL
OOJIBHBIX HAPYIIAIOTCA KOTHUTHMBHBIE (DYHKIVH,
KOTOPBIE NIPOABJIAIOTCA CHIDKEHEM 1Q, ocoben-
HOCTAMU ABJIAIOTCA TPYAHOCTH B IIUChME, YTe-
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HuY, cuete. Takue JIeTH MOIYT ObITh MaJTOMHHU-
[IMATUBHBIMM U MEHEE 3MOLMOHAIBHBIMU IO
CPABHEHUIO CO 3A0POBBIMU CBEPCTHUKAMH [11].

B 1987 r. HanlMOHAIbHBI UHCTUTYT 31pa-
Booxpanenusa CIIA pazpaboran mepsble Juar-
HOCTUYECKUE KPUTEPUH, B COOTBETCTBUU C KO-
TOppIMU  i1arHO3 NF1 MOr ObITh BBICTABIEH
IPU HATMYNY IBYX KIMHUYECKUX TIPU3HAKOB U
oonee WM NPU HAIMYUU OfJHOTO NPU3HAKA U
CEMEMHOIO aHAMHE3A:

1) mects wm 6oee IATEH LBETa «KOpe ¢
MOJIOKOM» IMAMETPOM O0JIEE 5 MM B IIPEIyoep-
TATHOM TIEPUOJIEC WIH JUAMETPOM 15 MM B IIOCT-
yOGEPTATHOM HEPUOJE;

2) BECHYIIKU B IIOAMBILICYHON MM I1AXO-
BOU 00J1aCTH;

3) nBe wm 607ee HEMPOPUOPOMBI H0O0-
r0 THUIA JAOO OfjHA IUIEKCU(POPMHAA HENUPO-
(bubpoma;

4) IMIoOMa 3pUTENIBHOIO HEPBA;

5) iBa um 6oee yaenka Jluma (ramapTom
PAIYKHON 0O0IOUKN );

0) KOCTHBIC U3MECHEHUS: JINCIUIA3HS KPbUIa
KIMHOBUIHON KOCTH, UCTOHYEHHE KOPTUKAb-
HOTO CJIOS TPYOYaThIX KOCTEH C IICEBI0APTPO-
30M WM 6€3 HEro;

7) HaIMuKe Henpopuoépomarosa 1-ro tu-
14 Y POACTBEHHUKOB IIEPBOY CTENEHU POACTBA
(110 ITUM KPUTEPUAM).

[lepecmotp Kpurepues cocroscs B 2021 T,
OOHOBJIEHHASI BEPCHA MO3BOJIAET MOCTABUTD JIU-
ArHO3 NPY HAITMYUU TETEPOZUTOTHOTO MATOTEH-
HOro Bapuanra B NF1 COBMECTHO C OJHUM KIU-
HUYECKUM NIPOSABJIECHUEM WA HAIMYUEM POACT-
BeHHUKA 1-11 imHnu ¢ NF1.

Jlnarnocruyeckue Kpurepuu Legius:

1) mectb win 6os€ee MATEH LBETA «KOPe €
MOJIOKOM> IMAMETPOM O0JIeE 5 MM B TIPENyoOep-
TATHOM TIEPUOJIE WIM JUAMETPOM 15 MM B
IOCTIYOEPTATHOM LIEPUOJE;

2) BECHYIIKU B MOJMBIIICYHON WX I1AXO-
BOW O0/IACTH;

3) iBe Wi 6onee HENPOPUOPOMBI JIIOOOTO
TUIA MO0 OIHA TWIEKCU(POPMHASL HEPOPUOPOMA,

4) IIMOMA 3PUTENBHOTO HEPBA;

5) ABa win 60s1ee y3eaKa Juma wim e u
bosee AHOMAINK XOPUOUJIEY;

0) KOCTHbIC U3MEHEHHS: IUCIUIA3HS KPbLIA
KJIMHOBUIHON KOCTH, UCTOHYEHUE KOPTUKA/Ib-
HOTO (JIOS TPYOUATHIX KOCTEH C IICEBAOAPTPO-
30M WM 6€3 HETo;

7) TETEPO3UIOTHBIN TTATOICHHBIM BAPUAHT
B rere NFI.

[TockonbKy KmHIUYecKre possieHns NF1
MOTYT HE COOTBETCTBOBATD YCTAHOBJIEHHBIM K-
TEPYAM, OJHUM U3 BLKHENIINX METONOB JUAI-
HOCTUKU OOJIE3HU JIODKHA OBITh MOJEKY/IAPHO-
TEHETUYECKAA WICHTU(DUKALMA MyTALU BO BCEX
TIOJIO3PUTENBHBIX CTy4adX. [TOCKOMBKY O0IE3HD
OOYC/IOBNIEHd TEPMUHATHUBHBIMU T'E€TEPO3UIOT-
HbIMU MyTanuaMu B rere NFI, ig ux BbiABiIE-
Hus ucnonbayror JTHK BbUIEICHHYIO U3 JICHKO-
[IUTOB NEPUPEPUYECKON KPOBU. B abHENIIEM
OOHAPYKEHUE BHYTPUTEHHBIX MYTAl[Mil IPOBO-
JUAT C TIOMOIIBIO CEKBEHUPOBAHMA HOBOT'O TIOKO-
JeHus (next generation sequencing) ¢ UCIOJb-
30BAHMEM  IPOTPAMMHOIO  OBGECTIeYEeHUd
Integrativegenomics viewer [12] u nogrsepxe-
HUA PE3YAbTATOB C IIOMOIBIO CEKBEHUPOBAHUA
1o Canrepy [13]. Tak kax 10 % ciydaes NF1 06y-
CJIOBJICHBl  MUKpOZCICIMAMU JIOKyca 17q11.2,
JUI VX BBIABIEHYA UCTIONB3YETCA METOJ IMTUPO-
BAHMA MY/IBTUILVIEKCHON AMIUIM(DUKALIMN 30H/A
(MLPA) ¢ aHa/mm3oM pe3y/ibTaToB IPU MOMOIIH
nporpammuoro obecreuenus Coffalyser MLPA
analysissoftware [14].

[IpeACTaBNEHHBIE HIDKE KIMHUYECKUE CITy-
YAl XAPAKTEPU3YIOT KIACCUYECKYIO KAPTUHY
HenpoduopomMarosa 1-ro Tumna ¢ mwiekCupopm-
HBIMH Y3/TAMUL.

KJIMHUYECKUH CIIYYAH 1

Jleouka MA, 17 zer. Ilocrynmna ¢ xKajo-
6aM1 HA HAIMYKE TIATEH «KO(E ¢ MOIOKOM»> Ha
TYJIOBUILE, HATUYNAE KPYIHBIX ¥ METKUX HEH-
pPopuObpOM. BeCrioKonIn rojoBHbIEe 00N, Ka-
JIOBAMACh HA CHIDKEHUE BHUMAHUA, TAMATHL.

125



CNYYA N3 NPAKTUKN

JlybmpoBana BTOPOH TOJ AEBATBIA KIACC (TAK
K4K CJIOKHO [JIaBAIUCh TOYHBIE HAYKK). /KanoBa-
J1aCb HA TPYAHOE 3ACBIIAHKE, HO COH OBLI CIIO-
KOHHBII. DMOLMOHAIBHO CTabmibHA. Ha one
TOJIOBHOM OOMM OTMEYATUCh 3MU30/bI IIOBbI-
mwenud Al no 130/80 MM pr. CT.

13 aHamHe3a U3BECTHO, YTO B BO3PACTE OfI-
HOT'O MECAIA TOABWINCH IATHA «KO(Ee € MOJIO-
KOM». [1aI[UeHTKa OCMOTPEHA HEBPOJIOTOM, CPA3Y
KIMHUYECKU BBICTABICH JMATHO3 HEpouopo-
MaTo3a. B 6 JIeT MoABUIMCH HEHPOPUOGPOMBI, KO-
TOPBIE YBEIMYMBATUCH B OOBEME, U EKEIOIHO
CPEIV HUX BBIAB/LUIMCH HOBBIE MEJIKUE. bbuta 06-
CJIEI0BAHA B PeCIyONMKAHCKON JIETCKON KJIVHU-
YeCKOM OONMBbHULIE T. MOCKBBI B OTICJICHUM TeMa-
TONOTMH U XUMHOTEparu B 16 JieT B anpere ¢
JMATHO30M HEMPO(UOPOMATO3, aee ObuIa Te-
peBefieHa B OTACACHUE MUKPOXUpypruu. ITamu-
€HTKE ObUIA NPOBEZICHA OUOICHA COCYAUCTBIX U
MATKOTKAHHBIX OOPA30BAHNI 33/[HEN YACTH IIEM.
CormacHo JAHHBIM OUOIICHM OBLT IIOCTABTIEH [IH-
arHO3: HENMPOPUOPOMBL. IMArHO3 TIOATBEPKICH
MOJIEKYIAPHO-TEHETMYECKMM ~ MICCTIE/IOBAHUEM,
METOZIOM CEKBEHUPOBAHKA B 16 JieT — OGHApyxKe-
HA TETEPO3UIOTHAA MYTALMA (JEMEHUA OHOIO
HYKIEOTH/IA) B 24-M 3K30HE reHa NF1.

B comarmueckoM crartyce: Ha KOXKe Ty-
JIOBUIIA U KOHEYHOCTEN MHOKECTBEHHBIE
NUTMEHTHBIE MATHA IBETA «KO(e C MOJO-
KOM», MHOTOYMCJIEHHBIE HEUPOPUOPOMBL,
HAPYIIEHUE OCAHKU IO CKOIMOTHYECKOMY
TUITY, NPOJOJBHOE IUIOCKOCTONHE, OXUPE-
Hue 1-i1 creneHu, MUOKAPAUOAUCTPOPHS,
BTOPUYHAA JUCMEHOpPEA, JIETKOE KOTHUTHUB-
HOE PaCcCTPOUCTBO.

3awmodyenne  OQTaIbMOJIOrA:  AHU30Me-
TPOIHNA, TUIIEPMETPOIHNA CIL. CT., MUOIHA CPEZ,
cr. OS, Mmuonuueckurt acturMmatusm OS, r1a3o-
JBUTATENbHBIE HapymeHus OW, anrnonatns
ceruarku OU.

B HEBPOJIOIrMYECKOM CTaTyCE: 6€3 MATONIO-
TWH, 33 UCKIIOYEHUEM IEPUOJAUYECKU DPACXO-
JAIIETOCd CTPAOU3Ma, OXUBIEHUA IyOOKHUX
pedexcos ¢ Hor D = .
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MPT ronoBHOr0O M03ra, MeNHOTo, IPY/HO-
IO ¥ HNOACHUYHO-KPECTLIOBOIO OT/EIOB IO3BO-
HOYHUKA: MP-KapTHA MHOKCCTBEHHBIX 04aro-
BbIX M3MEHEHUI T'OJIOBHOI'O MO3rd, CTPYKIYp-
HbIC U3MEHEHUA NIPABOIO 3PUTENBHOIO HEPBA,
00p430BaHUE MATKUX TKAHEN 3ATBUIOYHON 00-
JacTy. B cpaBHEHMM € UCCIEJOBAHUEM B BO3-
pacre 15 jietT — OTMEYAETCA YBEIUUEHUE Pa3Me-
POB 0OPA30BAHUA MATKUX TKAHEH 3dTBUIOYHON
o6macTu. JIOKAIBHOE pACHIUPEHUE CyOAPAX-
HOUZJIBHOTO IIPOCTPAHCTBA JIOOHON OO/IACTH.
Kucra kapmana Patke.

MPT merHOrO M IPyAHOrO OTAENOB IIO-
3BOHOYHMKA — 0€3 OCOOEHHOCTEN.

MPT nOACHUYHO-KPECTIIOBOTO OT/IENA T10-
3BOHOYHMKA:  ITATOJOTMYECKUX — M3MEHEHWI
CIIMHHOT'O MO3T'd ¥ HEPBHBIX KOPEUIKOB HE BbI-
ABJICHO. MUHUMAQJIbHBIM CUHOBUT JYTrOOTPOCT-
YaThIX CYCTaBOB Ha ypoBHE L3 — S1.

PesynbTarThl 3XOKapAMOrpahun B HOpME.

Bbur HazHaueH npenapar «CenyMeTuHUG>.

KJINMHUYECKUH CIIVYAH 2

Jlesouxka M.B., 7 ner. [loctymuna ¢ xano-
6amy Ha 6OMU U OTEYHOCTD JIEBOM OKOJIOIVIA3-
HUYHONM OOJACTH, KOTOPAs YBEINYMBANACH B
YIPEHHUE YaChl, TAKKE KATOOB HA CHIDKCHUE
3PEHMA Ha JIEBBII I7143, TOMOBHBIE OOMU B J106-
HO-TEMEHHBIX 0O/IACTAX.

M3 aHaMHE32 U3BECTHO, YTO C POKACHUA
OTMEUAIOTCA €JVHWYHBIE IIMIMEHTHBIE IIATHA
IBETA «KO(e C MOJIOKOM» HA KOKE TY/IOBUIIA U
KOHEYHOCTEI.

C 6 MeCSIIEeB OTMEYATACh OTEYHOCTb B 06-
JIACTH JIEBOTO BEPXHETO BEKA.

B 3 ropa 6su10 poseseHo MPT r/m ¢ KY -
BBIABIEHO PETPOOYILOAPHOE OOBEMHOE 00pa-
30BaHUE (KAK NPOABIEHUE HENPOYUOPOMATO-
31), OTEK DPETPOOYALOAPHON KIETYATKH, JIO-
KAJIbHAA HAPYKHAA ruporeanys B JI€BOI BU-
COYHOM OOMIACTU.

Taxoxe B 3 roga CKT r/m: KT-kaptuHa Kuc-
Thl KOHBEKCUTAILHON MOBEPXHOCTH TEMEHHON
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00712CTH, BUCOYHOTO TIONIOCA CJIEBA; OOBEMHOE
00pa30BaHUE PETPOOPOUTAILHOTO MPOCTPAH-
cTBa ciesa, BITP rma3numil,

B Bo3pacte 4 net 6bU1 TOCTAB/IEH JUATHOS:
HENPOPUOPOMATO3 € HATUIUEM IUIEKCU(POPM-
HBIX Y3JI0B B JIEBOI OPOUTE.

JINarHo3 TOATBEPKACH METOAOM CEKBEHU-
posanus JIHK, Obu1a BBIABIEHA T€TEPO3UTOTHAS
MyTanusd (OFHOHYKICOTUHAA 3aMEHA) B 9-M
sk30He rena NF1 NM_000267: exon9: ¢.CO10T:
p.R304X.

B 4 roga 6pu10 BbInOMHEHO CKT 1/M: XpoO-
HUYECKAN OCTEOMHENUT BEPXHEN YETIOCTH,
BTOPUYHBI OCTEOMHUENUT JIEBOTO KPBUIA OC-
HOBHOH KOCTH C IECTPYKIMEIN KOCTH ¥ IPU3HA-
KAMU BTOPUYHOIO KHCTO3HOIO APAXHOWINTA
JNIEBOY BUCOYHOM OOJIACTH, OUary AECTPYKIINY B
JIEBOM BETBU HIDKHEN YENIOCTH (IPU3HAKU OC-
TEOMUEIUTA).

B 6 Jier, cO OB POAUTENEH, OTMEYAIICS
pOCT HEMPOPUOPOMBI BMECTE C POCTOM PEOEH-
Kd, YCWIWIUCh T'OJIOBHBIE OO/, KOTOPBIE CTANIH
€XKEJHEBHBIMU.

B Bospacre 6 jier MP-kaptuna audysHo-
ro OOBEMHOIO OOpPA30BAHUA JIEBOW OPOUTHI,
IIOJIBUCOYHON SIMKH, JIEBOCTOPOHHMIT 3K30()-
TAIbM. ACUMMETPHUA KOCTEN OCHOBAHUSA YepeIa.

HacnenctBeHHOCT:  HEMPO(UOPOMATO3
1-ro Tuma y Matepu pebeHKAa — MUTMEHTHBIE
IIATHA 11BETA «KO(E C MOJIOKOM» IO BCEMY TEILY.
AHAJIOTMYHAA KIMHYKA Y TeTH U 6a6ymKu pe-
OEHKY, 4 TAKKE Y MIAIIETO 6pata — PeOEHKY B
HACTOAIIEE BPEMSA 9 MECALIEB.

B comarideckom cratyce (6 JieT): Ha KOke
MHOKECTBEHHBIE IIATHA IIBETA «KO(E C MONIOKOM»
or 2 MM 710 4 cM. O6ImMPHOE HOBOOOPA30BAHKE
OpOMTBL, TEPUOPOUTATLHON 00MACTH  (HEUPO-
(ubpoma) cnepa. JleopMarys €BOH OPOUTHI,
3K30()TA/IbM, OTEK BEK, PEPPAKIMOHHAA AMOJHO-
g OC. Hapymenne 0CcaHky 10 KUPOCKOMUOTH-
YeCKOMY THINY. IIIOCKOBAIBIYCHBIE CTOIB! BBIPA-
skeHHO¥ creneny, OH 1-11 creneHu.

B HEBPOMOTMYECKOM CTATyCE: HA OCMOTP
peaxkuusa afeksatHas. [nasaele mem OD > OS.

3pAuKK CpeAHEN BEIUYUHBL, (POTOPEAKLIUU
COXPAHEHBL [IBUAKEHUA ITIA3HBIX AOIOK B MOJI-
HOM O0beMe, KOHBepreHuud xopomasg OU
(pedpaKIMOHHAA AMOINONNSA C/IA60I CTETNIEHN
OU, aHM30METPONHUSA, MUONHUSA CTAO0H CTETIEHN
OD, runepmerponus cnaboi crenenn OS,
CMemIaHHBIA acTurmMatu3M OS, orek Bek O,
nerkas auruomnarud cerdarku OU). Ilapesos,
YYBCTBUTEJBHBIX W KOOP/MHATOPHBIX HApy-
IIEHU HET.

Y31 OpraHos OPIOMHON MONOCTU U 3a-
OPIOIMMUHHOTO NPOCTPAHCTBA: DXO-NPU3HAKA
AA(M@Y3HBIX  U3MEHEHUI  IOJPKENYAOUHON
XKEJIE3BL.

CKT nmuniesoro yepena B 6 siet: KT-kapTuna
I(PY3HO-IECTPYKTUBHBIX M3MEHEHUI KOCTEN
JMLEBOTO Yepena CJIEBA, MOKET COOTBETCTBO-
BaThb Herpoubdpomarosdy 1-ro tuma. O6beMHOE
00pa30BaHUE KPBUIOHEOHO AMKH CJIEBA.

CKT r/m B 6 net: KT-KapTHHA KUCTBI KOH-
BEKCUTAIBHON MOBEPXHOCTH TEMEHHON 00-
JIACTY BMCOYHOTO TOMIOCA cneBa. OObEMHOE
00pa30BAHUE  PETPOOPOUTANBHOIO  TMPO-
CTPAHCTBA CJIEBA.

MPT r/m ¢ KV B 6 JIeT: MO3rOBOE BEIIECT-
BO: OTMEYEHA ACUMMETPHUA KOCTEN OCHOBAHUA
yepena (YBEIUYEH 0OBEM JIEBON CPEHEN de-
PENHON AMKH, HECKOJIBKO YMEHBIIEH OOBEM
JIEBON mepepHeil 4epenHou AMKH). Kocrtu
CBOZIA uepemnd 6e3 ABHO 3HAYUMON ACUMMET-
pun. OTMEUEHa ACUMMETPUA BUCOYHBIX [I0-
ner Mosra (S > D) ¢ BUKAPHBIM PaCIIUPEHHU-
€M CyO0APAXHOUJATBHOIO MNPOCTPAHCTBA U
MEKTHPAIbHBIX 00pO3[ cieBa. B BemecTse
MO3T'd BU3Y4TU3UPOBAHBI TOUEYHBIE OYATI'OBBIE
V3MEHEHNS: B OJIETHOM IIape CJIEBA 10 3,5 MM, B
JIEBOY HOXKKE CPEJHETO MO3Ia 10 5,5%5,3 MM,
B CPEHEM MO3T€ NEPUAKBEIYKTAILHO CJIEBA
10 3,9%3,5 MM.

Obmactb OpoUT: OTMEUEHA AePOPMALUA U
YBEIUYEHNE OOBEMA JIEBOM OpPOUTHI 32 CYET
HAINYUA BO BCEX €€ OTENAX IATONOTMIECKON
TKaHd. MP-curHan ot Hee nosblmeH Ha STIR,
T2, ymepenHo cHikeH Ha T1-BH. JIeBoCTOpOH-
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HUI 3K30(Ta1bM. OTMEUEHO HEOOMBIIOE KOJHU-
YECTBO KUIKOCTH B JIEBOM KOHBIOHKTUBAIbHOM
NOJM0CTU. MP-CUrHAI OT I7a3HBIX AOIOK — HE
U3MEHEH, 0O0I0YKHU HE YTOJIIECHBL
O6pa3oBaHUE PACIPOCTPAHAETCA U3 Jie-
BOM IOJBUCOYHOM AMKH, MEX/Y BUCOUHOU U
KPBUIOBU/JHBIMU  MBIIIIIAMY, Y€pPe3 BEPXHIO
[VIA3HAYHYIO WEb B IIONOCTb OPOUTHL, JIEBOK
IIOJIOBMHBI OCHOBHOM I1a3yxu (zehopManyd
KOHTYpa), YAaCTMYHO BEPXHUI HOCOBOM XOJ
cneBa. OTMEYEHO NPONAGUPOBAHUE MEAUAIb-
HOM CTEHKH JIEBOM OPOWTHI B CTOPOHY AYEEK
pemeryartoin Koctu A0 10 MM (YpoBEHb Cpe-
JVMHHON JMHUM). CUTHAT OT PETPOOPOUTANIL-
HOU KJIETYATKUA TETEPOTreHHO IOBBIEH. [71a3-
HbIE MBIIIIIBI YMEPEHHO YTOJIIECHBI, CUTHAI Ha
HUX IIOBBIIIEH. YBETUYEH OOBEM BEK CIIEBA.
[Tonocts MeKKesnd C1€Ba CMEIIEHA KHU3Y,
feopmupoBaHa. KaBepHO3HBI CHUHYC CJIEBA
YBEIMYEH B OOBEME 34 CUET PACHPOCTPAHECHUA
[IATOJIOTMYECKON TKAHH, C 0O6pACTAHUEM CU(O-
Ha sieBort BCA 10 HONYOKPYKHOCTH 0 HIKHE-
MY KOHTYPY.
JleBast BepXHEYEMOCTHAA I1a3yXa YMEHbIIIC-
HA B 00bEME, HECKOJIBKO CMEIIEHA KHU3Y, OTMe-
YeH OTEK CIM3UCTON 0€3 HAMUYNA SKCCYAATA.
Bour HazHaueH npenapar «CenyMeTuHuo.

PE3YJIBTATBI U UX OBCYKTEHUE

JIaHHBIE KIMHAYECKUE TIPUMEPHI OTOOPA-
JKAIOT, HACKOJIBKO PA3IMYHO NPOABNEHUE HEW-
po(hrudpOMaTO3a C IIEKCUPOPMHBIMU Y3TAMU B
3aBUCUMOCTH OT BapuaHTta MyTauui. KoxHble
IPOABJIECHUA B BUIE IATEH «KO(PE C MOJIOKOM,
HAUIMYME HEUPOPUOPOM, HU3MEHEHUA OCAHKH,
HAPYIIEHUE 3PEHUSA OBUIM KIMHUYECKU 3HAYNMBI
y 06€erX IeBOYEK. Y TAUEHTKNU 17 JIeT (reTeposu-
TOTHAA MyTanys (Aesenyd 10/HOro HyKIeoTH/a)
B 24 3K30He reHa NF1) 6osee ApKO U 3HAUMMO
BBUAB/LUINCH COMATUYECKUE HAPYHIEHUS: IIPO-
JIOJIBHOE IJIOCKOCTOIINE, OXMpeHue 1-i1 creme-
HH, MHUOKAPJMOAUCTPO(US, BIOPUYHAA UCME-
HOpesd, JIETKOE KOTHUTHMBHOE —PACCTPOHCTBO.
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Y ieBoukn 7 jieT (TeTepo3nuroTHas MyTayd (Of-
HOHYKJICOTU/IHAA 3aMeHA) B 9 3K30He rena NFI)
HAOMONAIOCh OOBEMHOE OOPA30BAHUE  JIEBOU
OpOUTHI C OCTEOMUENNUTOM BEPXHEN Y HIKHEH
YEJTIOCTH, C BOBJIEYEHUEM KPbUIA OCHOBHOI KOC-
TH, APAXHOWIUTOM JIEBOM BHUCOYHOIN OOIACTY,
HO IIPU 3TOM OTCYTCTBOBAJIA 3HAYMMBIE COMATH-
YECKUE M3MEHEHUA B JIbIXATEIbHON, CEPAECYHO-
COCY/WICTOH, IUINEBAPUTEIBHOM, JIMM(ATHYC-
CKOM, MOYEBBIICJIUTEIbHON CUCTEMAX.

BBHIBOJIBI

Takum 06pasom, HEHPOPUO6POMATO3 1-10
TUINA C TUIEKCU(POPMHBIMU Y37IAMU — 3TO TSDKE-
JIOE CUCTEMHOE HACJIECTBEHHOE 3a00JIEBAHNE,
KOTOPOE HEOOXOAUMO BOBPEMSA JJUATHOCTHPO-
BaTh U1 HA3HAYEHWA JiedyeHud. [IpusHaxkamu
HENPOPUOPOMATO32a ABIAIOTCS MECTh (MU 60-
JIE€) TIATEH 1[BETA «KO(E C MOJIOKOM», BECHYIIKH
B IOJAMBIIICYHON WM IIAXOBOH 0OIACTH, HEM-
pPOGUOPOMBL, ITMOMA  3PUTENBHOIO  HEPBA,
y3eaky JIMima, KOCTHbIE M3MEHEHHUS, HACIE/CT-
BEHHOCTb.

BUBJINOTPA®@UYECKH CIIMCOK

1. Bemmkasg wimHH4eckas Hayka. Ciyyau
U3 NPAKTUKU OfJHOY TEPANeBTUYECKOH Kades-
pe: yuebHoe mocobue. Ilox pexn. AB. Aropa.
Craspomnoie: CrT’MY 2020; 18.

2. Jodao Roberto Anténio, Eny Maria
Goloni-Bertollo, Livia Arroyo Tridico Neurofi-
bromatosis: chronological history and current
issues. An Bras Dermatol. 2013; 88 (3):
329-343.

3. Brosius S. A history of von Reckling-
hausen’s NF1. J Hist Neurosci. 2010; 19 (4):
333-48. DOL 10.1080/09647041003642885

4. Shen M.H., Harper P.S., Upadhyaya M.
Molecular genetics of neurofibromatosis type 1
(NF 1).]. Med. Genet. 1996; 2-17.

5. Riccardi V.M., Eichner J.E. Neurofibro-
matosis: Phenotype, Natural History and Pato-



epmcKuiA MeanLMHCKNIA XypHan

2023 Tom XL Ne 3

genesis. Baltimore. Johns Hopkons University
Press 1986.

0. Bollag G., McCormick F. Differential
regulation of rasGAP and neurofibromatosis
gene product activities. Nature 1991; 351
(6327): 576-9. DOL 10.1038/351576a0 24.

7. Hirbe A.C., Gutmann D.H. Neurofibro-
matosis type 1: a multidisciplinary approach to
care. Lancet Neurol 2014; 13 (3): 834-43. DOL
10.1016/51474-4422(14)700063-8

8. Evans D.G., Baser M.E., McGaughran ].
et al. Malignant peripheral nerve sheath tumours
in neurofibromatosis 1. ] Med Genet 2002; 39
(5): 311-314. DO 10.1136/jmg.39.5.311

9. DeBella K., Szudek ., Friedman ].M.
Use of the national institutes of health criteria
for diagnosis of neurofibromatosis 1 in children.
Pediatrics 2000; 105 (3 Pt. 1): 608-14. DOL
10.1542/peds.105.3.608

10. Cawthon RM., Weiss R, Xu G. et al.
A major segment of the neurofibromatosis type
1 gene: cDNA sequence, genomic structure, and
point mutations. Cell. 1990; 62 (1): 193-201.
DOL 10.1016/0092-8674(90)90253-b

11.Creapcras E.A. Heiipopubpomaros:
3THONOTHS, matorenes, gedenue. 2014; 5 (2):
55-59.

12.Robinson  J.T. Integrative genomics
viewer. Nat. Biotechnol. 2011; 29: 24-26. DOL
10.1038/nbt.1754.

13.Tsipi M., Poulou M., Fylakiou I. et al.
Phenotypic expression of a spectrum of Neu-
rofibromatosis Type 1 (NF1) mutations identi-
fies through NGS and MLPA. J. Neurol. Sci. 2018;
395:95-105. DOL: 10.1016/.jns.2018.10.006.

14. Coffa ]., van den Berg ]. Analysis of
MLPA data using novel software coffalyser. NET
by MRC-Holland. Modern Approaches To Qual-
ity Control. 2011; 125-150.

REFERENCES

1. Great clinical science. Cases from the
practice of one therapeutic department: text-

book. Edited by A.V. Yagoda. Stavropol: StGMU
2020; 18.

2. Jodo Roberto Antonio, Eny Maria Goloni-
Bertollo, Livia Arroyo Tridico Neurofibromatosis:
chronological history and current issues. An Bras
Dermatol. 2013; 88 (3): 329-343.

3. Brosius S. A history of von Reckling-
hausen's NF1. | Hist Neurosci. 2010; 19 (4):
333-48. DOL: 10.1080/09647041003042885

4. Shen M.H., Harper P.S., Upadhyaya M.
Molecular genetics of neurofibromatosis type 1
(NF 1)./. Med. Genet. 1996, 2-17.

5. Riccardi V.M., Eichner J.E. Neurofibro-
matosis: Phenotype, Natural History and Patho-
genesis. Baltimore. Johns Hopkons University
Press 1986.

0. Bollag G., McCormick F. Differential
regulation of rasGAP and neurofibromatosis
gene product activities. Nafure 1991; 351
(6327): 576-9. DOL: 10.1038/351576a0.

7. Hirbe A.C., Gutmann D.H. Neurofibro-
matosis type 1: a multidisciplinary approach to
care. Lancet Neurol 2014; 13 (3): 834-43. DOL
10.1016/51474-4422(14)70063-8

8. Evans D.G., Baser M.E., McGaughran J.
et al. Malignant peripheral nerve sheath tumors
in neurofibromatosis 1. | Med Genet 2002;
39 (5): 311-4. DOL: 10.1136/jmg.39.5.311

9. DeBella K., Szudek ., Friedman ].M.
Use of the national institutes of health criteria
for diagnosis of neurofibromatosis 1 in children.
Pediatrics 2000; 105 (3 Pt. 1): 608-14. DOL
10.1542/peds.105.3.608

10. Cawthon RM., Weiss R, Xu G. et al.
A major segment of the neurofibromatosis type
1 gene: cDNA sequence, genomic structure, and
point mutations. Cell. 1990, 62 (1): 193-201.
DOI 10.1016/0092-8674(90)90253-b

11. Skvarskaya E.A.  Neurofibromatosis:
etiology, pathogenesis, treatment. 2014; 5 (2):
55-59.

12. Robinson  J.T. Integrative genomics
viewer. Nat. Biotechnol. 2011; 29: 24-26. DOI:
10.1038/nbt.1754.

129



CNYYA N3 NPAKTUKN

13. Tsipi M., Poulou M., Fylaktou I. et al. ®unaHcupoBaHue. lcconenosanue He
Phenotypic expression of a spectrum of Neu-  HMENO COHCOPCKOMN MOJJIEPKKU.
rofibromatosis Type 1 (NF1) mutations identi- KoH(pmuKT HHTEpECOB. ABTODBI 3a5BJIi-
fies through NGS and MLPA. J. Neurol. sci. 2018; 10T 06 OTCYTCTBUN KOH(JINKTA HHTEPECOB.
395:95-105. DOL 10.1016/},jns.2018.10.006. Bxu1az aBTOPOB PABHOICHEH.

14. Coffa J., van den Berg J. Analysis of
MLPA data using novel software coffalyser. NET Tocrymmna: 26.02.2023
by MRC-Holland. Modern Approaches To Qual- Opnobpena: 25.03.2023
ity Control. 2011; 125-150. [IpunaTa k myomumkanyu: 03.05.2023

[Ipocrba CChUTATBCA HA 3TY CTATBIO B PYCCKOA3BIYHBIX MCTOYHUKAX CIEAYIOMMUM 00pasoM: Kinnudeckne
Cny4an HenpouopomMatosa (rieKcupopMHble yaibl) / AA. Mankosa, EI. Momuanosa, AP. ®arraxosa, AJL 3a-
purioa, FO.H. ITuenosonosa // TlepMckuit MeAUIMHCKAH KypHAL — 2023. — T. 40, Ne 3. — C. 122-130. DOL
10.17816/pmj403122-130

Please cite this article in English as: Malkova A.A,, Molchanova E.G, Fattakhova AR, Zaripova AL, Pchelo-

vodova Yu.N. Clinical cases of neurofibromatosis (plexiform nodes). Perm Medical Journal, 2023, vol. 40, no. 3,
pp. 122-130. DOL: 10.17816/pm;j403122-130

130





