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Pesiome

Herpodubpomatos Il TMna - 310 penkoe reHeTnyeckoe 3aboneBaHne, xapaktepumsytLleecs LO06pokayecTBeH-
HbIMMW OMYXONSIMU, MPENUMYLLECTBEHHO ABYCTOPOHHMMMU LWBaHHOMaMK VIl napbl YepenHbix HepBoB. [laTtonorus
HacnenyeTcs No ayTOCOMHO-A0MUHAHTHOMY TUMy 6e3 cBA3u ¢ nonoM. KnMHuyeckas cMMNToMaTuKa CBS3aHa
¢ nopaxeHueM VIl napbl YepenHbIX HEPBOB, KOXHbIE MPOSBAEHUS BCTPEYAKOTCS peXe, YeM NpU Herpodu-
6pomatose | TMna. Onyxonb MoXeT 6biTb OAHOCTOPOHHEN U COYETaTbCs C HEMPOPUOPOMaMMU, MEHUHTMOMAMMU
(MHTpaKpaHWanbHbIMK W CMHA/IbHBIMM), LUBAHHOMaMM APYrMX YEPErHbIX HEPBOB, aCTPOLMTOMAMM U SMEHAM-
MOMaMMU CMUHHOTO MO3ra. B BbiIiBNEeHUM onyxonei U NOCTaHOBKE NePBUYHOIO AMArHo3a BeayLuyt pofib Urpa-
0T METOAbl MHCTPYMEHTANIbHOWM AMArHOCTUKM: MarHUTHO-pe3oHaHcHasa Tomorpadus (MPT) u koMnbioTepHas
Tomorpadus (KT). OkoHYaTeNbHbI AMarHo3 BbICTAaBASETCA NOC/E NPOBEAEHNS FEHETUYECKOrO aHanu3a. B ctaTbe
npeacraBneHbl BO3MOXHOCTU KT n MPT B BM3yanu3auum 1 NoCcTaHOBKE AMarHo3a Helipopubpomarosa |l tuna.
KnioueBble cnoBa: kKoMnbloTepHas ToMOrpadus; MarHUTHO-pe30HaHCHas TOMOrpadus; roI0BHOM MO3T; CMUH-
HOWM MO3r; MEHWHIMOMA; LUBAaHHOMA.
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Abstract

Neurofibromatosis type 2 is a rare genetic disease that occurs with a frequency of approximately 1 in
50,000 newborns and is characterized by benign tumors, mainly bilateral schwannomas of the VIII cranial
nerve. It is inherited by an autosomal dominant type without sex. Clinical symptoms are associated with
damage to the VIII pair of cranial nerves, skin manifestations are less common than with neurofibromatosis
type 1. The tumor can be one-sided and can be combined with neurofibromas, meningiomas (intracranial
and spinal), schwannomas of other cranial nerves, astrocytomas and ependymomas of the spinal cord.
In detecting tumors and making a primary diagnosis, the leading role is played by instrumental diagnostic
methods: magnetic resonance imaging (MRI) and computed tomography (CT). The final diagnosis is made
after genetic analysis. The article presents the possibilities of CT and MRI in imaging and diagnosis of type
neurofibromatosis type 2.

Keywords: computed tomography; magnetic resonance imaging; brain; spinal cord; meningioma;
schwannoma.
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BeepneHune

Hepogpubpomatos Il Tnna (H® IlI) — a10 pen-
Koe reHeTunyeckoe 3abosieBaHWe, XapakTepusyio-
Leecs 0o6pPoKaYeCTBEHHLIMU OMYXONSMU, NPENMY-
LLLECTBEHHO ABYCTOPOHHMMK wBaHHOMamu VIl napbl
yepenHblx HepBOB. [laTonorus Hacnepyetcs no

ayTOCOMHO-A0OMWUHAHTHOMY TuMy 6e3 CBSI3U C MOJIOM.
KnuHnyeckas cumnToMartmka cBsi3aHa C MOpPaxeHu-
em VIl napbl 4epenHbiX HEPBOB, KOXHbIE MPOSBNEHMUS
BCTPEYaloTCs pexe, 4eM npu Helipodudbpomartose
I Tna (H® 1). Onyxonb MoXeT OblTb OAHOCTOPOHHEN
N coyeTaTbCs C Helpodmbpomamm, MeEHUHIMOMaMM
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(MHTpPakpaHuanbHbIMWU N CANHANbHLIMK), LLIBAHHO-
Mamu APYrmx 4epenHbiXx HEPBOB, acTpouUUTOMaMM
1 3neHaMMoMaMm CNMHHOro mosra [1].

B nutepatype H® Bnepsble onvcaH B 1822T.
woTtnaHackum xupyprom Wishart, kotopbii npegcra-
Bun nauyeHTa ¢ HO Il. Henpodunbpomatos | Tna 6bin
n3yyeH n onucaH B 1882 r. yueHnkom Bupxosa von
Recklinghausen. OgHako B 1916 . Cushing B cBO-
el HayyHol paboTe ob6beauHun aTn 3aboneBaHus
nog, obWwmMM Ha3BaHMeM «bone3Hb PeknnHrayseHa»,
M NUWb NOCNe MONEKYNSPHO-FEHETUYECKNX UCCHEe-
NOBaHNN, pesysibTaTbl KOTOPbIX OblN ONYyGANKOBAHbI
B 1985 1 1987 1., 6bINu BbIIBNEHb! NPUHLMNMATbHbIE
otnnumns B natoreHesze HO | n HO II. Bbino gokasaHo,
4YTO 3TO COBEPLLEHHO pa3Hble 3aboneBaHus, Tpebyto-
wune gnddepeHUMpoOBaHHOIO KIMHNYECKOro Noaxo-
nal2].

Helipopunbpomatosbl, Bkawydas HD I, HO I
M LWBAHHOMATO3, NPeACTaBAAOT COO0N rpynmny reHe-
TUYECKM PAB/INYHBIX PACCTPONCTB HEPBHOM CUCTEMBI.
Bce Tpu Tvna H® nmetoT onyxonesbie 1 Heomnyxone-
Bble MPOSIBNEHNS — HAMPUMEP, BOSMOXHO COYETAHNE
NosHON noTepw cnyxa (B cBa3du ¢ onyxonbto VIl napbl
yepenHbIX HEPBOB) M CNENOTHI (B CBA3M C KaTapakToWn
xpycTtanuka) [3].

Hepodpunbpomatos Il Tuna sBnsieTcss aytocoMm-
HO-O0MWHAHTHLIM CMHAPOMOM, KOTOPbI BO3HUKAET
B pesyfbraTe MyTauui B reHe — Cynpeccope onyxo-
NN, PacrnonoXeHHOM Ha XpOMOCcoMe 22q. HacTtoTa ero
BCTpeyaemocTn — 1 cnydan Ha 25 TbIC. XMBOPOXAE-
HUIA 1 noytn 100% nenetpaumn k 60 rogam. MNono-
BMHA NauUWEHTOB HacnenyloT MyTauuio OT 6ONbHOro
poauTens, a ocTanbHble ee npuobpeTatoT. Y naumeH-
TOB Pa3BMBaOTCS OMYX0M HEPBHOWM CUCTEMbI (LLBAH-
HOMbl, MEHMHIMOMbI, 3MNEeHOMMOMbI, aCTPOLMTOMbI
N Helpodunbpombl), nepudepuryeckas HeBponaTtus,
0pTaNnbMOIOrNYECKNE U KOXHbIE NOpaxeHns [4].

AKTYyanbHOCTb W3y4YeHuss Henpodnbpomarosa
[l TNna HeocnopuMa, NOCKOJIbKY AaHHOe 3aboneBaHme
NpPosiBNSeT cebs NPENMYLLLECTBEHHO Y UL, MONOA0rO,
a 3HauuT, TPYAOCNOCOOHOro Bo3pacTa, YTo noavyep-
KMBaAET COLMANIbHYIO N SKOHOMUYECKYIO 3HAYMMOCTb
[aHHOWN NpobneMbl.

Cumntomatmka 3aboneBaHusl kKpainHe Bapua-
OenbHa, Y4TO CBSI3aHO C LUMPOKUM CMEKTPOM MnaTto-
JIOTMYECKMX U3MEHEHUN, BO3HUKAIOWMX Y AAHHbIX
O0NbHbIX. Hallle BCero aTo 0AHOCTOPOHHSAS Uu OBY-
CTOPOHHSASA TYroyxocTb 3a cyeT waaHHoM VI napbl ye-
penHbIX HEPBOB, TaKXe MOryT ObITb NPOSIBAEHUS Me-
pudepnyeckoin HeBponaTum 3a CHET LUBAHHOM APYriX
nap YyepenHbix HepBoB. OdTanbMONOrM4eCKne NPosiB-
NeHnst 00yCNIOBNIEHbI MOPAXeEHMEM XpycTannka, CeT-
YyaTKn UK 3pUTENBLHOIrO Hepaa. Nepudepuryeckne nnn
LeHTpasbHble NEHTUKYNSPHbBIE KaTapakTbl MOMYT Npu-
CYTCTBOBATb JaXe Y O4eHb ManeHbknx geten. OtTme-
4aloTCHA KOXHbIE Y3eNIK1 U OPYr1e nopaxeHus, KOoTo-
pble BKOYAOT KOXHblE HEMpOoPrOPOMbI 1 NATHA MO

100

TMny kode ¢ MmonokoM. BeTpeyatotca 601b, OHEMEHME
13-3a WBaHHOM nepundepnyecknx Hepsos. MoryT Ha-
6noaaTbCs Cyo0pOrv U APyrme 04aroBble HEBPOJIOTU-
4yeckme CMMNTOMBI [5].

YunTbiBaa Hanmyme MHoXecTBa Hecneumbunye-
CKMX CUMNTOMOB Yy 60sbHbIX, B 1987 . ons amarHo-
ctrkn HO Il HaumoHanbHbIM MHCTUTYTOM 340PO0BbS
CLLA (National Institute of Health, NIH) 6binn pas-
paboTaHbl abCOMOTHbIE AMArHOCTUYECKME KpuTe-
pun (NIH criteria): ABYCTOPOHHME BECTMOYNAPHbIE
LUBAHHOMbI, Hanuyne 3aboneBaHMs Yy POACTBEHHU-
KOB MEpPBOM CTENEHN POACTBA M OAHOCTOPOHHSAS BE-
CTMOyNsipHas WBaHHOMa UK nobble ABa NpuaHaka
13 NEePEYNCIIEHHbIX: MEHUHIMOMA, INOMa, HENPOPU-
Opoma, WwBaHHOMA, 3a4Has cybkancynsipHas neHTu-
KynsipHas katapakTa [6].

B 1991 . NIH ckoppekTMpoBasn ykasaHHbIE Bbille
Kputepun. Mo HoBbIM AaHHbIM oT 1991 ., H® Il Tnna
MOXET ObITb ANArHOCTMPOBAH MPY HaNNYMKU OAHOrO
M3 cneaylowmnx KpUTepMeEB: OBYCTOPOHHNE OMyx0oaum
VIIl napbl YepenHbIX HEPBOB, BUAMMbIE MPU MarHUT-
HO-pe30oHaHcHon ToMmorpadum (MPT) ¢ KOHTpPacTMpPO-
BaHMEM Ha OCHOBE MPEeNapaToB ragoanHUs, Haan4ne
3ab051eBaHNS y POACTBEHHNKOB NEPBOI CTENeHW Po/-
CcTBa (poauTens, poaHoro 6paTa unm cecTpbl, pedbeH-
Ka) n ogHOCTOPOHHAS onyxosb VI napbl YepenHbIX He-
PBOB WX OOUH NOOOIN NPU3HAK N3 NepeyvnClIeHHbIX:
Heilpodunbpoma, MEHMHIMOMA, TMOMA, LLIBAHHOMA,
3a4Hsas KancyaapHas katapakra v HeNpPo3pPaYyHOCTb
XpycTanuka B Mo10g0oM Bo3pacTe [5].

Takum obpasom, B 1991 . NIH ons noctaHoBKuK
OnarHo3sa nocuymtan gOCTaTO4YHbIM Hannyme OogHOro
OOMONHUTENbHOrO NPU3Haka BMECTO ABYX, Heobxoam-
MbIX paHee, a Takxke Oblfl caenaH akLeHT Ha HeobXxo-
OnMocTb nposefeHns MPT-nccnenoBaHus ¢ BHYTPU-
BEHHbIM KOHTPACTUPOBAHMEM.

MarHnTHO-pe3oHaHcHas ToMorpadus B HacCTO-
Alee BPeEMSI pacCMaTpmMBaeTCs Kak Beaywuin me-
TO[, CCNIeA0BaHUs!, KOTOPbIN CNOCOOEH BbISIBUTL Be-
CTUOYNAPHbIE OMNYX0JIM ANAMETPOM BCErO HECKOJIbKO
MUNAMMETPOB. [lenaetcs akueHT Ha BaXXHOCTM TOHKO-
CPE30BOro MCcnenoBaHns ¢ NPMMEHEHNEM BHYTPU-
BEHHOIO KOHTPACTMPOBaHUS CPeacTBaMn Ha OCHOBE
ragonmHms. B cCoBpeMEHHOM NpakTuUKe CYNTAETCH, HTO
OTCYTCTBME HAKOMNEHNS KOHTPACTHOro BewecTsa ad-
GEeKTUBHO UCKIOYAET AnarHo3 BECTUOYNSPHONM LUBaAH-
HOMbl. Hepgoctatkom ucnonb3osanna MPT B kade-
CTBE CKPUHWHIOBOro TecTa ABASETCS ee CTOMMOCTb.
KomnbloTepHas Tomorpadus (KT) nonesHa B HEKOTO-
pbIX CryYasix ons CKPUHMHra, 0cCo6eHHO Koraa HEBO3-
MOXHO caenatb MPT B cuny TSXKecTn COCTOSIHUA na-
LUMEHTa UM Hanmyins NpoTMBOMOKA3aHUN K METoay.
HekoTopble xmpyprn nog4yepknsaroT noaesHoctb KT
B NpeaonepaumoHHOM naaHnpoBaHum [5].

KonnyecTBo BapmaHTOB IEHYEHUNS YBENNYMBAETCS,
npw 3ToM BONbLUMHCTBO NaLMEHTOB NOJyHatoT Mob-
3y OT MYJbLTMMOAANbHOIO IEYEHUS B TEYEHME BCEWN
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XWN3HU, BKAOYAs XMPYPryeckoe BMeLLaTenbCcTBo [7].
BaxHble MeCTO B fledeHnmn Taknx BONbHbIX UMEET pe-
abunuTauus, HanpaBiieHHas Ha yydlleHne KayecTsa
XN3HU 1 NPODUNAKTUKY OCIOXHEHUIA.

Mpwr 3TOM HEOBXOAMMO yKa3aTb Ha BAXHOCTb Bbl-
nonHenns MPT- nnn KT-nccnegosaHuin B AUHaAMMUKE,
4YTO MO3BONSIET OLEHUTb 0ObEM M KAYeCTBO MpPOBE-
NEHHOTO0 NIe4YeHUs!, peLLnTb BONPOC O HEOOXOAMMOCTH
NOBTOPHbLIX OMEPATUBHbLIX BMELLATENLCTB, OLEHUTb
CTeneHb TXKECTM nauneHTa, Aatb OLUeHKy adhdekTns-
HOCTM NIEYEHMS N CKOPPEKTUPOBATL TakTUKY BEAEHUS
OONbHOrO N NMNaH ero AanbHEenLnx peadbunuTaumoH-
HbIX MEPOMPUATUNA.

Mbl NpUBOOUM KINHUYECKOE HabNoaeHne Hel-
podpubpomatosa Il Tmna ¢ uenblo nokazaTtb BO3MOX-
HocTu KT n MPT B BU3yanusaumm ornyxoner rofioBHOro
M CAMHHOIO MO3ra, BaXHOCTb 3TUX METOAOB B NOCTa-
HOBKE MEPBMYHOr0 AMarHo3sa, Mx posib B KOMMAEKCe
OanbHenLMx peabunmTaumoHHbIX MEPONPUSATUNA.

OnucaHue cny4yas

MaunenTtka M., 1996 r.p. B aHamHe3e TpaBma no-
3BOHO4YHMKa 0T 2006 ., AByKpaTHOE OnepaTUBHOE Ne-
yeHne 6e3 apdekTa, ¢ 2006 . HUXHAA nNapannerus
N HapyleHne Ta30oBbIX GYHKUMIA NO TMNY Hepepxa-
HUS; NnepeHeceHHbIn nnenoHedput. C anpens 2019
yXyALEHME CRyxa Ha NIEBOE YXO.

MccnepoBaHne npoBOAMAOCH HA MarHUTHO-pe-
30HaHcHOM ToMorpade Siemens Magnetom Essenza
C HanpsXeHHOCTbio MarHuTHoro nons 1,5 Tecna
B CTaHAAPTHbIX pexnmMax ckaHnposaHus (T1, T2 n pe-
XUM XMPOMNOAABMEHMS) B TPeX B3aMMHO MepreH-
OVKYASPHbIX MAOCKOCTAX OO WU NOCNe NpPoBeAeHUs
BHYTPUBEHHOIO KOHTPACTUPOBAHUSA C MCNONb30Ba-
HMeM npenaparta OMHUCKaH B o3e 10 mn, a Takke Ha

Puc. 1. KT ronoBHoro mosra 1 yepena:

64-cpe30BOM KOMMbIOTEPHOM TOoMoOrpade Siemens
Somatom Perspective B akcmnanbHbIX MPOEKLUMSAX C MO-
CTPOEHMEM MynbTMANaHapHbIX MPR-peKOHCTPYKLUWIA.

Mpun MPT-nccnegoBaHun ot 25.06.2019 . 0bHa-
PY>XEHbI: TMraHTCKas onyxonb CHEHONETPOKINBASIBHOMN
obnacTtu cnesa 1 Hebonbllas MEHUHIMOMA NETPOKIIN-
BasIbHOM 06N1acTK cnpaea, MEHUHIMOMbI JTIOOHOM, Te-
MEeHHOI1 obnacTtein 1 anbkca roloBHOro Mo3ara.

28.08.2019r. B HaunoHanbHOM MeaWLWVH-
CKOM MCCNenoBaTelbCKOM LEHTPE HENpoOXupyprum
M. akag,. H.H. BypaeHKo BbINOAHEHO MUKPOXMPYPIM-
4eCckoe YaCTUYHOE yaaneHme onyxoam MOCTOMO3XeY-
KOBOIO yrfia cfieBa C UHTPaonepaLmMoHHON yNbTPas3By-
koBon HaBuraumen. Janee 29.08.2019 . npoBeaeHa
OEKOMMNPECCMOHHAs KPaHMO3KTOMUS 3adHEN Yepen-
HOW SIMKW 1 KpaHMoBepTebpasibHOro nepexoaa ¢ ay-
ponnactmkon. 18.09.2019 r. BbINOAHEHO BEHTPUKYO-
nepuToHeanbHOE LWYHTMPOBaHNE Cnpasa.

B nocneonepaunoHHOM nepuoae naumeHT-
Ka Haxogmnacb Ha UCKYCCTBEHHOW BEHTUASLUMM Ner-
knx (MBJ1) B oTaeneHnn peaHnMmaumm n MHTEHCUB-
HOW Tepanuu, YpOBEHb CO3HaHUS — KOMa | cTeneHu.
Mocne ctabunmsaumm cocTosiHUS Bblna oTnyvyeHa oT
MBJ1, nepeBeneHa B HEBPOJIOMMYECKOE OTAENEHME.
Ha doHe npoBognmMon Tepannmn ypoBeHb CO3HAHNS —
MYTN3M C NOHMMaHneM pedn. CoxpaHsanacb o4arosas
HeBponornyeckass cuMnTomMaTuka B BUAE rna3oaBu-
raTesibHbIX, OyNbOAPHbIX 1 PEYEBbIX HAPYLLIEHWI, Npa-
BOCTOPOHHEN BEPXHEN MOHOMMAErnn C HapyLLEHNEM
YYBCTBUTENIbHOCTWN, HUXHEN Napanfiernm ¢ HapyLle-
HWEM YYBCTBUTENLHOCTM MO NPOBOOHNUKOBOMY TUMY,
HapyLeHns GYHKUMM Ta30BbIX OPraHoB.

Ons npoBeaeHus komniekca peabunntaumoH-
HbIX MEPONPUATUA, KOPPEKLUM HEBPOSIOTMYECKMX
HapyweHunin 31.10.2019 . naumeHTka Oblna Hanpas-
neHa B ®epepasbHblii HAYYHO-KIMHUYECKUIA LEHTP

a - obbeMHoe OGDBBOBaHMe BHYTPEHHEr0 C/1yXOBOro npoxoda U MOCTOMO3XXEYKOBOIO Yyrnia cnhesa C pacrnpocTpaHeEHMEM Ha KaBep-
HO3HbIN CUHYC, LNUCTEPHY Mekkens u NEeTPOKINBAIbHYHO obnacTb cneBa Co CLaBNEHWEM CTBO/IA FOJIOBHOMO MO3ra

Fig. 1. Brain and skull CT:

a - a space-occupying lesion of the left internal acoustic meatus and cerebellopontine angle with spread to the left cavernous
sinus, Meckel’s cave, and petroclival area with brainstem compression
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Puc. 1 (npoponxeHue). KT ronosHoro mMosra u Yepena:

b - pecTpyKkums nMpaMuabl BUCOYHOW KOCTM; € — NOCTONEPALIMOHHbIE U3MEHEHMS NIEBbIX OTAENOB 33/Hei YepenHoi AMKM 1 nces-
LOMEHMHroLene LeiHo-3aTblIoYHOM 06nacTk, bonblue cnesa; d — GOKYC KMCTO3HO-TMO3HbIX M3MEHEHWI B MPaBoi N06HONM fone
Ha (OHe MOCTaHOBKM BEHTPUKYNOMNEPUTOHEANbHOrO LWYHTA; € — eAUHUYHbIE KaNbLMHUPOBaHHbIe 06pa30BaHMs KOHBEKCUTANbHOM
NMOBEPXHOCTM SIeBOW NOBHOM M NpaBoi TeMeHHOW obnactelt

Fig. 1 (continuation). Brain and skull CT:

b - destruction of the petrous pyramid; ¢ — postoperative changes in the left areas of the posterior cranial fossa and in the cervi-
cooccipital pseudomeningocele, more to the left; d - a focus of cystic glial changes in the right frontal lobe when placing a ven-
triculoperitoneal shunt; e - single calcined masses of the convex surface of the left frontal and right parietal regions
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Puc. 2. MPT ronoBHOro Mo3ra B KOpPOHAaNbHOM M aKCMaNbHOM NpoeKkuuu B pexume T2 [0 BHYTPUBEHHOrO KOHTPACTMPOBAaHMUS
u B pexxume T1 nocne Hero:

a - o6beMHoe 06pa3oBaHMe BHYTPEHHEro C/TYXOBOrO MPOXOAAa M MOCTOMO3XEYKOBOrO Yr/a C/ieBa C pacnpoCTpaHEHWEM Ha KaBep-
HO3HbIA CMHYC, LMCTepHY MeKKens v neTpokaMBanbHylo 06nacTb cneBa CO CAABAEHWMEM CTBOSIA FOJIOBHOTO MO3ra M HaKOMIEHW-
€M KOHTPaCTHOrO BeLLecTBa; b — Menkoe MHTpakaHanbHoe 0bpa3oBaHMe MPaBOro BHYTPEHHEro C/yXOBOrO MPOX0Aa C HAaKOMMeHu-
€M KOHTPACTHOro BeLLeCcTBa; ¢ — MOCTONepaLMoHHble U3MEHEHMS NIEBbIX OTAENOB 33aAHEN YepenHoi MKW M MCeBLOMEHMHroLene
LeNHO-3aTblIOYHOM 06/1acTH, Bonblie cnesa

Fig. 2. Coronal and axial brain MRI, T2 and T1 weighted images before and after intravenous contrast enhancement:

a - a space-occupying lesion of the left internal acoustic meatus and cerebellopontine angle with spread to the left cavernous
sinus, Meckel’s cave, and petroclival area with brainstem compression and contrast agent accumulation; b - small intracanal
formation of the right internal acoustic meatus with the accumulation of contrast material; ¢ — postoperative changes in the left
areas of the posterior cranial fossa and in the cervicooccipital pseudomeningocele, more to the left
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Puc. 2 (npoponxeHue). MPT ronoBHOro mMo3ra B KOPOHAJIbHOM M aKCManbHOWM NpoeKkuun B pexxume T2 A0 BHYTPUBEHHOIO KOHTpac-
TMpOBaHMs 1 B pexxume T1 nocne Hero:
d - GOKYC KUCTO3HO-FIMO3HbIX M3MEHEHWI B NpaBoi 106HOM Aone Ha PoHe NOCTAaHOBKU BEHTPUKYIONEPUTOHEANIBHOTO LYHTA

Fig. 2 (continuation). Coronal and axial brain MRI, T2 and T1 weighted images before and after intravenous contrast enhancement:
d - a focus of cystic glial changes in the right frontal lobe when placing a ventriculoperitoneal shunt

Puc. 3. MPT wweiHOro otaena No3BOHOYHWKA B KOPOHANbHOM NpoeKLMn B pexkume T2 A0 BHYTPUBEHHOrO KOHTPACTUPOBAHUS U B pe-
xume T1 nocne Hero:

a - efuHUYHbIe (N = 2) 06beMHble 06pa30BaHMs B MPOEKLMM KOPELIKOB CMHHO-MO3r0OBbIX HEPBOB Ha ypoBHe C1-C2-cermeHTa cnesa
n C3-C4-cerMeHTa cnpaBa C pacnpoCcTpaHEHWEM B MOOCTb MO3BOHOYHOIO KaHana CleBa M B MArKMe TKaHW Weu ¢ 06enx CTOPOH,
C HakonneHneM KOHTPACTHOro BelecTBa (6onee COOTBETCTBYHOT HEBPMHOMaM); b — 06beMHble 06pa3oBaHus (N = 6) B MPOeKLMU KO-
pEeLIKOB CMMHHO-MO3roBbiX HEPBOB Ha ypoBHe C5-Thl-cerMeHTOB C BbIXOLOM B MONOCTb NMO3BOHOYHOMO KaHana Ha ypoeHe C6-C7-
CerMeHTa ¢ 0b6eunx CTOpoH, 6osiblle CeBa, U PacNpOCTPAHEHWMEM BAO/b CIMHHOMO3IOBbIX HEPBOB M/IEYEBOrO CMIETEHWS HA YPOB-
He C6-Thl-cerMeHTOB C 06€MX CTOPOH, GoNblue CMpaBa, C HAaKOMIEHWEM KOHTPACTHOrO BelecTa (6onee BepOSTHO, HEBPMHOMbI)

Fig. 3. Coronal cervical spine MRI, T2 and T1 weighted images before and after intravenous contrast enhancement:

a - single space-occupying lesions (n = 2) in the projection of the spinal nerve roots at the left C1-C2 and right C3-C4 levels
with spread to the vertebral canal on the left and to the soft tissues of the neck on both sides, with contrast agent accumulation
(more corresponding to neurinomas); b - space-occupying lesions (n = 6) in the projection of the spinal nerve roots at the C5-
Thl level with access to the vertebral canal at the C6-C7 level on both sides, more to the left, with spread along the spinal
nerves of the brachial plexus at the C6-Thl level on both sides, more to the right, with contrast matter accumulation (more
likely, neurinomas)
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peaHumartonorum un peabunutonorun (PHKL,PP)  poeaHve (mo v nocne nNpoBefeHWs BHYTPUBEHHOIO
B OTAENIEHNE aHEeCTE3NONOMMN 1 peaHuMaumn. AHann-  KOHTPacTUPOBaHWS NpenapaTtoM OMHUCKaH) FOn0B-
3bl KPOBY Ha renatuTt, BUY n cudunmc otpuuatensHolie. HOro Moa3ra (puvc. 2), a Takxe LeliHoro (puc. 3), rpya-

01.11.2019 r. BbINONHEHO KT-nccnenoBaHne ro-  HOro (puc. 4) 1 NOSICHUYHOrO (pUc. 5) 0TAENoB NO3BO-
noeHoro mo3sra (puc. 1), 06.11.2019r. - MPT-nccne-  HOYHMKa.

Puc. 4. MPT rpynHoro oTaena no3BOHOYHMKA B pexume T2
1 T2 FS B caruTTanbHOM Npoekunm A0 BHYTPUBEHHOIO KOH-
TpacTMpoBaHus 1 B pexxume T1 nocne Hero:

a - eOUHWYHbIe oyYarM B CTPYKType CMMHHOMO MO3ra Ha
ypoBHe Th1l-no3BoHka, Th6/7-ancka u obbeMHoe 0bpaszoBa-
HMe B CNMHHOM Mo3re Ha ypoBHe Th10-no3BoHka (6onee Be-
POSITHO, IIMOMBI); b — HaKOM/eHne napaMarHeTka MHTpame-
LYNNSpHbIMM 06pa3oBaHMAMM; ¢ — MHTPaAypanbHOe 3KCTpa-
MenynnsapHoe obpasoBaHMe Ha ypoBHe Th7-no3BoHKa C Ha-
KonneHveMm napamarHeTuka (bonee BeposITHO, HEBPUHOMA)

Fig. 4. Sagittal thoracic spine MRI, T2 and T2 FS weighted
images before intravenous contrast enhancement and T1
weighted images after intravenous contrast enhancement:
a - single foci in the structure of the spinal cord at the
Thl vertebra and Thé6/7 disc levels and a space-occupy-
ing lesion in the spinal cord at the Th10 vertebra level
(more likely, gliomas); b - intramedullary mass paramag-
netic compound accumulation; ¢ - intradural extramedul-
lary mass at the Th7 vertebra level with paramagnetic com-
pound accumulation (more Llikely, neurinoma)
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7 ¢

Puc. 4 (npoponxenune). MPT rpynHoro otaena No3BOHOYHMKA B pexume T2 u T2 FS B carMTTanbHOM Npoekuun [0 BHYTPUBEHHOMO
KOHTpacTMpoBaHus 1 B pexxume T1 nocne Hero:

d - WHTpagsypanbHble 3KCTpaMeaynnsapHble obpasoBaHus Ha ypoBHe Th7/8-aucka, Th9- Th11-no3BOHKOB C HakonneHneM napa-
MarHeTuka (bonee BepoOSITHO, MEHUHIMOMDI); € — CTPYKTYPHble M3MEHEHMS NMO3BOHOYHOTO KaHana M MATKMX TKaHEN CMUHbI Ha YpOB-
He Th10-L1-cermeHTOB (C y4eTOM aHaMHe3a, NOCTONEPALMOHHOIO reHesa); f — Menkue eanHUYHble 06pa30BaHUS KOXHbIX MOKPO-
BOB CMUHbI (Bonee BeposTHO, GMBPOMbI)

Fig. 4 (continuation). Sagittal thoracic spine MRI, T2 and T2 FS weighted images before intravenous contrast enhancement and
T1 weighted images after intravenous contrast enhancement:

d - intradural extramedullary masses at Th7/8 disc, Th9, Th11 vertebra levels, with paramagnetic compound accumulation (more
likely, meningiomas); e - structural changes in the vertebral canal and the soft tissues of the back at the Th10-L1 level (taking
into account a history; postoperative genesis); f — single small masses of the back skin (more likely, fibromas)
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Puc. 5. MPT nosicHM4HOro oTAena NO3BOHOYHMKA B CarUTTasbHOM MpoeKkuMn B pexxume T2 [0 BHYTPUBEHHOrO KOHTPAcTMPOBaHMS
n B pexxnume T1 nocne Hero. MHTpaaypanbHble 3KCTpamenynnspHole 0bpasoBaHms Ha yposHe L1 L2- n L3-no3BOHKOB C Hakonne-

HWeM napamarHeTuka (6onee BeposSTHO, HEBPUHOMbl)

Fig. 5. Sagittal lumbar spine MRI in the T2 and T1 weighted images before and after intravenous contrast enhancement. Intradural
extramedullary masses at the L1, L2 and L3 vertebra levels with paramagnetic compound accumulation (more likely, neurinomas)

Ha ocHoBaHMM AaHHbIX aHaMHe3a, KIMHUYECKOW
KapTWHbI 1 Pe3yJIbTaToB Tab0oPaTOPHbLIX N UHCTPYMEH-
TanbHbIX nccnegosanuii (MPT n KT), KoHCynbTaumi
crneumanncToB Obln BNepBble NPeAnooXeH AnarHos:
Helipodunbpomatos Il Tuna.

Ha Bpemsa npe6biBaHna B @OHKL, PP
(c 30.10.2019r. no 16.12.2019 .) 3KCTPEHHOrO HeMn-
POXMPYPrMYECKOro neveHns nokasaHo He 6bino. Mpo-
BOOMNOCH MEANKAMEHTO3HOE NEYEHNE CREAYIOLNMMN
rpynnamMu npenapaToB: aHTUKOArynsHTbl, UHFIMOUTO-
pbl MPOTOHHOW MOMMbI, NYAbCYPEXaloLWMe CPEACTBA,
aHTMOKCWAAHTLI, aHTMbakTepuanbHas Tepanus, npe-
napatbl Kanusi, GepMeHTHble npenaparbl, NPobuno-
TUKWN, aHTUIrMCTaMUHHbIe cpeacTea. [MpoBoannnch
3aHATMSA C MCUXOJIOrOM 1 NIoroneaom, nevedbHas epus-
KynbTypa, puanoTepanus.

Taknm 06pasom, C yHeTOM NPOBEOEHHbIX MHCTPY-
MeHTasIbHbIX METOA0B 06cnenoBaHMa U KoMmaekca
neyvebHbIX MepPONPUATAIA Mbl MPUXOAMM K CNeayoLmMMm
BbIBOAAM: MaLMEHTKA UMEET HMU3KMe peabunmTaumoH-
Hbl€ BOSMOXHOCTN BOCCTAHOBNEHNS, CAMOCTOSATENb-
HOro nepenBuXeHnsi, CaMooOCNyXMBaHUS 1 ObITOBO
HedaBucumoctTn. OTMevaeTca HapylleHne Xu3He-
OEeATENbHOCTN TAXENOon cteneHn. ButanbHble GyHK-
UMM OTHOCUTENIbHO CTabwuiibHbl, HENPOMbILLEYHbIE
N KOMMYHUKATMBHbIE YHKLUUN TNYyOOKO HapyLUEHbI.
BonbHas He cnocobHa CyLEeCTBOBATb CAMOCTOSATENb-
HO, MONIHOCTbIO OTCYTCTBYET ObITOBAs M GYHKLIMOHANb-
Has HE3aBMCUMMOCTb, HYXOAETCA B KPYIOCYTOYHOM
MOHUTOPWHIE, NEYEHUN N HAXOXAEHUN B YCNOBUSIX
cneupnanbHOro yxoaa.

C y4eToM pe3ynbTaTtoB UHCTPYMEHTAsIbHbIX Me-
Toa0B 06CnenoBaHMsa U KOMMIeKca NpoBeAeHHbIX Me-
ponpuaTuii cdopMmpoBaHa MHOMBUAYyanbHasa Npo-
rpamma peadunutaumm: MHOMBUAOYaASIbHbIE 3AHATUS
C WHCTPYKTOPOM Jie4yebHOM dU3KYNLTYPO; Maccax
FPYAHON KNETKMU N BEPXHUX KOHEYHOCTEN, BEPTMKA-
am3aumsa U NpucaxmBaHnWe ¢ ONOPOM Ha CTOoMbI, ne-
pecaxmnBaHne B KPECNO-KaTanky, poTaums B KpOBaTtu;
noronegnyeckme 3aHaTus, GusanoTepaneBTN4eckoe
Nle4yeHne, 3aHATUS C NCUXOSIOrOM.

Mpw Bbinucke n3 GHKLL PP cocTosiHne naumeHT-
k1 6bl10 cTabunbHo. Ha doHe nevyeHust oTmMevanach
NoNOXMUTENbHAA AMHaMMKa B BUAE NOBLILLEHWS TONe-
PaHTHOCTM K PU3NYECKOWN HArpy3Ke, yaydLeHns Ncu-
X03MOLMOHabHOr0 GOHA, BOCCTAaHOBAEHWS DYHKLNN
rnoTaHus.

BonbHas obpatunacb B nabopaTopuio MoseKy-
NSipHON Bronornm HaumoHanbHOro MeauUMHCKOro MC-
CneaoBaTenbCkoro LeHTpa AETCKON reMaTonormm, oH-
KOO N UMMyHonornm um. Amutpusa Porayesa. o
pesynbtataMm MCCNeaoBaHUSA NaTOreHHbIX UM BEPO-
ATHO MaTOreHHbIX FEPMUHASIbHBLIX FEHETUYECKNX Bapn-
AHTOB BbISIBNEHO He Oblno. OgHako b0 yka3aHo, H4To
NOy4YEHHbIE AAHHbIE HE ABASAOTCS OCHOBAHWEM AN
WNCK/IIOYEHNS TEHETMYECKOM OCHOBbLI MPeapacnoso-
XEHHOCTW K OHKOMornyeckmum 3aboneaHusm. B cesi-
31 C BbICOKOW BEPOSITHOCTBIO HANNYMS FEHETMYECKON
NpUYnHblI 3abosieBaHNs NauneHTke Obll PEKOMEHAO-
BaH MOUCK NPOTSXKEHHbIX aeneunin B reHax NF I, NF Il
METOAOM MYLTUMIIEKCHOW IMra303aBUCMMON aMnam-
duKaumm 30HA0B.
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OOGcyxaeHue

MpepncTaBneHHbIN cnyyan ABASEeTCaS OQHUM K3
Hanbonee TXEeNo NpoTekalL X BapnaHTOB Peako
BCTPEYaloLWEerocs CUCTEMHOIO HacNeaACTBEHHOMO 3a-
6oneBaHua HelipodnbpomaTosa.

Ons nocTaHOBKM OKOHYaATENbHOrO AmarHosa
«HenpopubpomaTos |l Tuna» HeobxoaAMMO Hanu4yune
abCOJIIOTHBIX AMArHOCTUYECKUX KPUTEPUEB, paspa-
60oTaHHbIX NIH B 1991 1. B Hawwem cnyyae y naumeHTkm
13 HeoOBX0ANMbBIX KPUTEPUEB MMENUCH IBYCTOPOHHME
HeBpuHOMbI VIII napbl YepenHbIX HEPBOB, HEBPUHOMBbI
B MO3BOHOYHOM KaHase Ha ypOBHE BCEX OTAENOB MO-
3BOHOYHMKA, HEBPMHOMbI C BbIXOAOM B MSIFKME TKaHU
LLEN 1 NO XOA4Y HEPBOB NJIEYEBOr0 CMIETEHNS, MEHMH-
rMOMbl B MO3BOHOYHOM KaHaje Ha ypOBHE rpygHo-
ro otaena no3BOHOYHMKA, 0ObEMHbIE 0Opa3oBaHNUS
B CMMHHOM MO3re Ha YPOBHE rpyaHOro oTaena no3eo-
HOYHMKa (Dbonee BEPOSITHO, MMOMbI). Bce Bbilleyka-
3aHHble 06pa3oBaHMs YETKO BU3Yan3npoBainch npu
MPT-nccnepoBaHnum 1M HakanaMBaam KOHTPACTHOE
BELLLECTBO HA OCHOBE rafgofiMHnNS (OMHUCKaH). Takum
006pas3oM, AaHHbIA KIIMHUYECKWIA Cydalii NOMHOCTbIO
COOTBETCTBYET abCOMNOTHLIM ANArHOCTUYECKUM KPU-
Tepuam, HeobXoaAMMbIM OJ1S NMOCTAaHOBKM AMarHo3a
«HelrpodurbpomaTos Il Tnna».

[eHeTMYeCKMIA aHaNN3 He BbISIBM MaTOrEHHbIX re-
HeTnyeckmnx BapnaHToB. OgHaKo AaHHOE 3akoHeHne
He ABNSETCH OCHOBAHMEM A5 UCKITIOYEHNS FTEHETMYE-
CKOW MPUYMHBbI NPEAPaACNONOXEHHOCTM K OHKOOMn-
yecknm 3abosieBaHMsAM Yy Hallel naumeHTkn. Cea3aHo
3T0 C TEM, YTO NPOBEAEHHOE FrEHETUYECKOE NCCNEeao-
BaHWe UMEeEeT y3Kyto HanpaBieHHOCTb 1 CMOCOOHO Bbl-
ABUTb MHCEPLMU 1 aeneuun annHoin He 6onee 10 nap
OCHOBaHWin. MNoaToOMy reHeTkaMn bl PeKOMEHO0-
BaH WHOM METOA MCCNeaoBaHuns, KOTOPbIA NO3BOAUT
OCYLLLECTBUTb NMOMCK 60Jiee NPOTSXKEHHbIX AeneLunit
BreHax HO In HO Il

JIuteparypa [References]

NHCTpyMeHTanbHas AMarHoCTMKa B HalLEM Ha-
OnoaeHNN BbIMONHANACh HA BbICOKOKAYECTBEHHOM
000pyaoBaHMM 3KCMEPTHOro Kiacca: MarHUTHO-pe-
30HaHcHOM ToMorpade Siemens Magnetom Essenza
C Hanps>XeHHOCTblo MarHuTHoro nons 1,5 Tecna go
1 NoCcne NPOBEAEHNS BHYTPMBEHHOIO KOHTPACTMPOBA-
HWS C UCNOJSIb30BaHNEM NpenapaTa Ha OCHOBE ragonu-
HUS (OMHUCKaH), a Takke 64-Cpe30BOM KOMMbIOTEP-
HoM ToMorpadge Siemens Somatom Perspective.

JaHHble NHCTPYMEHTaNIbHbIX METOA0B UCCNEeao-
BaHMS NO3BOANAM HALLUM CreumanncTamM onpeaennTb
TaKTUKY BeeHMS NaUMeHTKN: Npexae Bcero yoeamtb-
CSl B OTCYTCTBUN HEOOXOOMMOCTN 3KCTPEHHOIO Hel-
POXMPYPrMYECKOro nevyeHmns, ysnaeTbs Mopdonormye-
CKne NPUYMHbI HEBPOJIOrMYECKOro ctatyca 60SIbHOM,
COCTaBUTb MfaH KOHCEPBATMBHOIO fIeYEHNS U pea-
OUNUTAUMOHHBIX MEPOMPUATU, @ C YH4ETOM HaNOEH-
Hblx Ha KT n MPT natonornyeckmx n3MeHeHui NnpunTin
K BbIBOAAM, 4TO MauUVeHTKa MMEET HU3KNe peabunu-
TaLMOHHbIE BO3MOXHOCTM K BOCCTAHOBAEHWNIO C Ha-
PYLIEHMEM XU3HEOEATENBHOCTN TSXENON CTEMNEHMU,
HO COXpPaHeHeM CTabuIbHOCTM BUTANbHbIX QYHKLMIA.
Ha ¢doHe neyeHms oTmeyanacb HE3HAYUTENbHASA NO-
NOXNTENbHAasA AMHaMuka.

3aknioyeHue

NHCcTpymMeHTanbHble MeToabl uccnegosanmsa KT
1 MPT nomoratoT B NOCTAaHOBKE NEPBUYHOIr0 AMarHo-
3a. OHM nrpatoT BeayLLylo pofb Kak B HEMPOXMPYPrin-
YeCKOWN NpakTuKe, NO3BOJISAS CBOEBPEMEHHO BbISIB-
NI9Tb ONYXOAWN FOSIOBHOMO M CAMHHOIO MO3ra 1 BAUSTb
Ha TakTMKy ONepaTMBHOrO fIe4eHusl, Tak U B faib-
HeWlwen Tepanum n Helpopeabunutaumm, noMoras
Bpayy MOHATb MOPdONOrnyeckme NpuYmnHbl HEBPO-
JIOrMYECcKOoro ctatyca naumeHTa ans cosgaHnsg nHam-
BUAYaNbHON NPOrpaMmMbl MEOUKAMEHTO3HOIO neye-
HUSA 1 peadbunnnTaLMOHHbIX MEPOMNPUATUIA.
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