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Beedenue

Aunmpanruosetiomromaros (AAM) — penkoe CHCTEMHOe HeomaacTudeckoe 3abo-
A€BaHHE, KOTOPOE AacCCOIMHMPOBAHO C KHCTO3HOU MAeCTpyKIMeH AerkKux, a TaKKe
CKOIIAEHHEM XHAE3HOM KHUIKOCTHU U OIIYXOASMH B OPIOUTHOM ITOAOCTH U 3a0pPIOLINH-
HOM IIPOCTPAHCTBE, BKAIOUAS aHTMOMUOAUIIOMBI U AUM(aHTHOAeHOMHUOMEI [1, 2].

AAM HCKAIOYHTEABHO IIOpazKaeT KEHIIUH U UMEEeT OJHY U3 CaMbIX BbIPasKE€HHBIX
TeHIEPHBIX IIPEAPACIIOAOKEHHOCTEH Cpenu BCEeX AKCTPareHUTaABHBIX 3aboaeBaHUH.
Boae3Hb BbI3bIBaeTCs MyTallUsaMH B T'eHax KOMIIAeKca TyOepo3HOro ckaeposa (tuber-
osis sclerosis complex — TSC): TSC1 (komgupyeT remaptut) u TSC2 (tybepuH), 4TO
OPUBOOUT K aKTUBAIIUM KHWHAa3bl, KOTOpasd HAa3bIBAETCS «MHUIIEHBIO pallaMHIlMHA
maekonuraronmwmx» (MTOR — peryaarop MHOXKECTBEHHBIX KAETOYHBIX (PYHKIIHH,
BKAIOYas POCT, COKPATUMOCTh U BBIXKMBaHHE KAETOK). U3BecTHO, 4yT0 KaeTKH NAM
9KCIIPECCUPYIOT 3HIOTEAHAABHBIN (pakTop pocTta cocynoB D (vascular endothelial
growth factor D — VEGF-D), KoTophsl#f crtoco6CcTBYyeT AMMMaHTHOreHe3y U MeTacTaTH-
YEeCKOMY PacCIIpOCTpaHeHUI0 KAeTOK. AAM mposBAsieTCd CIIOpagudyecKH (B pe3yAbTaTte
coMaTh4ecKnx MyTarwii B reHax TSC) nau B paMKax ayTOCOMHO-IOMHHAHTHOTO 3aboae-
BaHUd TyOepo3HOro ckaeposa (AAM, accOIMHUPOBaHHBIN C TYOEPO3HBIM CKAEPO30M) [2].

duarno3 AAM MozKeT OBbITH YCTAHOBA€H Ha OCHOBE XapaKTEPHOH KHCTO3HOH
TpaHcoOpMaIli AETKHUX IIPU KOMITbIoTepHO# ToMorpaduu (KT) BeICOKOTO paspelie-
Husg (KTBP) m Haan4ynm xapakTepHBIX MOP(OAOTHYECKUX MNPU3HAKOB B OHomTare
aerkoro [1, 3].

AnmdaHTHOAEHOMHOMATO3, ACCOIIMHUPOBAHHBIA C TyOEpPO3HBIM CKAEPO30M, MO-
KeT ObITb OOHapy=xkeH y 50 % xkeHIWH, crpagamonmx TC, Ipu 3TOM nepBble KAWUHU-
YeCKHe CHMIITOMBI OOBIYHO BO3HHKAIOT B Bo3pacte oT 25 mo 30 aet. Y 10 % MyKR4uH
¢ TC ommcaHbl KUCTO3HBIE U3MEHEHHS B AETKHX, KOTOPbIE KpaiiHe PeaKo COIIPOBOK-
Jal0Tcsd KAMHUYECKUMHU IIPOsSIBA€HUSMH (3, 4.

Tyb6epo3HubIii ckaepo3 (0oae3Hb BypHeBuaas — IIpunraa) — opdanHoe 3aboseBa-
HHe C JacToTol BcrpedaeMocTH 1 Ha 10 ThIC. 4eAOBEK, XapaKTepH3yeTcss o0pa3oBa-
HUEeM H00POKAaYeCTBEHHBIX OIyXOA€H, KOTOPhle MOTYT BCTPEYaThCHd B AIOOOM OopraHe,
OolHaKO HauboAee BCTPEUAIOTCSH B IEHTPAABHOM HEPBHOM CHCTEMe B BHIE TYOepoOB,
CyOSTIEHAMMAABHBIX Y3A0B U THTAHTOKAETOYHBIX aCTPOIIUTOM, 3aepP3KKOH YMCTBEH-
HOT'O pPa3BUTHL, PACCTPOMCTB ayTHUCTHYECKOI'O CIIEKTpa, KOCTeH, raa3 B BHIE ra-
MapTOMbI CeTYaTKHU U 3PUTEABHOTO HEpBa, Ha KOXKe B BHJE IaMapTOM M THIIOIIUT-
MEHTHBIX IIITE€H, YIaCTKOB «IIarPEHEBOH KOXKH», OKOAOHOITEBBIX (PUOPOM, B Ceplle
B Buae pabmomuom. Hamnbosee TUIHYHBIMU HAPYLUIEHUSMH CO CTOPOHBI IIOYEK SBAS-
IOTCS aHTHOMHOAUIIOMBI U KHUCTHI 2, 5.

Ouarnod AAM MozKeT OBITH YCTAHOBA€H Ha OCHOBE XapaKTepPHOH KHUCTO3HOH
TpaHcOpMAaIlN AETKHUX ITPU KOMITbIOTEepHO# ToMorpaduu (KT) BeICOKOTO pa3spelie-
Hug (KTBP) m Haanumm XapaKTEpHBIX MOP(OAOTHYECKHX MPHU3HAKOB B OHomTare
A€eTKoro [5].
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Knunuueckuii cnyuaii

[MTanmmenTka K., 1991 r.p., ¢ 2012 r. COCTOUT Ha y4eTe C AUATHO30M «TyOepPO3HbIH
CKAEPO3 C IOpark€HHEM KOXKH AHUIA U TYAOBHUIIA, ITOYEK, TOAOBHOI'O MO3ra, II€YEeHI).
JnarHo3 ObIA YCTAHOBAEH IIOCAE€ ITPOBENEHHUS PE3€KIIMM aHTMOMHOAWIIOMBI IIpaBOM
IIOYKH U HUCCAE€IOBAHUS OMOIICUHHOIO MaTepHaaa.

B mae 2015 r. npu npopHUAaKTHIECKOM OCMOTPE BIIEPBBIE BBISBAEHBI U3MEHE-
HHUSI B A€TKUX B BHE KOABLIEBHUIHOM T€HH A€BOT'O AETKOTO. BbIA BBICTaBAE€H AHATHO3:
Kucra S6 aeBoro aerkoro. ITpomoazkasock HaOAIOAEHHE B IOAUKAMHUKE II0 MECTY
KUTEABCTBA.

B okTabpe 2015 r. manmeHTKa TOCIIUTAAU3UPOBaHA B TOPaKaAbHOE OTIEACHUE
Y«d'OTKB» ¢ xaanobamMu Ha Pe3KO BO3HUKIINYIO OMABIIIKY, YCHAMBAIOIIYIOCH IIPU
Harpys3Ke, TIKeCTb U OOAH B A€BOH IIOAOBHHE TPYAHON KAETKH.

OOBEKTHUBHBIH CTATYC IIPHU T'OCITUTAAU3AIIUHN: COCTOSHHUE CpeqHEeN CTEeIleH! TaKe-
ctu. KoxKHbIe TIOKPOBBI OOBIYHOM OKpPAaCKU. B Aerkux abIxaHue BE3UKYASPHOE, PE3KO
ocaabaeHo caeBa. Y/l 21 B muH. ToHBI cepana — <dcHble, purMuuyHble. YCC —
96 yn/muH, AL — 120/60 MM pt. cT. 2KUBOT MAarkuii, 6e3d0ose3HeHHbId. CTya, AU-
ype3 B HOPME.

[Ipu obcaeqoBaHUU:

OAK: aetikorutel — 10,8%x109/a, spurporntsl — 4,43x1012/A, reMOTAOOMH —
133 r/a, rematokpur — 39,8, Tpomborutel — 275x109/A HerTpoduarlr — 70,8,
AaumM@orITel — 17,2, MmoHOIIMTEI — 11, 503uHO0dpUARI — 0,8, CO3 — 5 MM /4.

OKT: cunycoBblii putMm. HCC — 90 ya/muH. Bepturasrnaa 90C. CybaHmokap-
oUasbHasa HUIIEMUS B 3aHe-quadparMasbHOM CTEHKE A€BOTO KEAyAOYKa.

O630opHas pentreHorpamma OI'K: AeBoe Aerkoe IMOAHOCTBIO KOAAAOHMPOBAHO.

BricraBaeH guarHo3: Kumcra S6 aeBoro aerkoro. CIIOHTaHHBIH ITHEBMAaTOpPaKC
caeBa. [IpoBeneHa omepallysi: BUAEOACCUCTHPOBaAHHAs Pe3eKIIUg S6 A€BOTO AETKOTO.
[TarmmeHnTKa OblAa BBIITHMCAHA Ha aMOyAQTOPHBIH 3TAll ACYEHHS B yAOBAETBOPHUTEAB-
HOM COCTOSIHHH.

B okrabpe 2016 r. moBTOpHAd I'OCIIUTAAM3AIIN C AHUArHO30M «A€BOCTOPOHHUH pe-
IUANBUPYIOMIMH THeBMOTOpakc». 05.10.16 r. BBIIIOAHEHO APEHUPOBAHHE AEBOH IIA€B-
paabHOH 1oaoctH. [as moodcaenoBanHus O6bira HarpaBaeHa Ha KT OI'K (pucyHok 1). ITo
nagHeiIM KT OT'K: c obeux CTOPOH IO BCEM AETOYHBIM IIOASIM BU3YAAH3HPYIOTCS
MHOXK€eCTBeHHbIe, TUdQy3HbIE MEAKHE TOHKOCTEHHbBIE IIOAOCTH OO 2 CM B AHMaMETPE,
KHUCTO3HAas NECTPYKIHS BEPXHEH JOAM IIPaBOI'0 AETKOTO. BhIA 3amofo3peH AUarHos3:
AUMQPaHTHOAEHOMHOMATO3, ACCOILIMHPOBAHHBIHA C TYOEpPO3HBIM CKAEPO30M (0OAE€3HB
BypueBuaas — [Ipunraa). 27.11.16 r. npoBeneHa BHUAE0ACCUCTUPOBAHHAs PEe3eKIINI
S 1,4-5 mpaBorO AErKoro, mepeBsizKa Oyaa S6, Koaryadarus Oyaa BepxHed moau. ITo
JAHHBIM MOP(OAOTHYECKOTO HCCAEIOBAHHUS OHOIICHHHOIO MaTephasa U UMMYHOTH-
CTOXUMHYECKOTO METOa UCCAEOBAHUS JUATHO3 IOATBEPXKICH.
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PucyHok 1 — KomnbioTepHass ToMorpacgHs opraHoB IpyAHOH KA€TKH (OKTAGpH 2016 r.)
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B auBape 2017 r. ouepegHass TOCIIUTaAU3AlINS B TOPAKAABHOE OTIEACHUE C IUATHO-
30M: PELUAUBHPYIOIINI A€BOCTOPOHHHUN ITHEBMOTOPAaKC. IIpoBeneHO omepaTUBHOE Ae-
gyeHue: 19.01.17 r. — apeHHUpoBaHHE A€BOU IaeBpaabHOM mosoctu. 01.02.17 r. — BH-
[Ie0aCCUCTUPOBaHHasd IlepeBa3Ka OyAA AEBOTO AETKOTO.

C 2017 mo 2021 rT. 0TMEYaAOCH CTAOHMABLHOE TedeHHe 3a00AeBaHUsd, ITAllUEeHTKAa
HabAasack y nyabMoHoaora. [Ipu moBTopHBIX KT OT'K — 6e3 oTpHUIlaTeAbHOH mTu-
HaMUKHU. ['ociuTasn3anui 3a 3TOT IepHo He ObIAO.

B 2021 r. sactynuaa nepBas 6epeMeHHOCTh, Ha (pOHE KOTOPOH ITallMeHTKa CTa-
Aa OTMedYaTh CHUXKEHUE OCTPOTBl 3PEeHHd U YBEAWYEHHe IIPaBOT'0 I'Aa3HOro sI0AOKA.
[Tocae pomopasperenus (B peBpase 2022 r.) Oblaa rocnuTasnu3upoBaHa B Pecrybau-
KaHCKHUH Hay4YHO-IPAKTUYECKUH IIEHTP OHKOAOTUU U METUITMHCKON pPaiiOAOTHU HUM.
H. H. Aaekcanapona. CramonapHoe aedeHue ¢ 09.03.22 r. mo 15.03.22 r. Beiao nipo-
BeIeHO XUPYpPrUYecKoe A€YeHHe: SHyKAeallus IIPaBOTO I'AAa3HOIo s0AoKa. ['mcTosorH-
4eCKOE HMCCAE/IOBAHHUE: B CeTYaTKe raa3a 04aroBO€ pa3pacTaHue MHaAbHBIX SAEMEHTOB
KPOBEHOCHBIX COCYZIOB, AOKAAU3YIOIIHNXCS BO BHYTPEHHHX €€ CAOSIX, C BTOPUYHOU KU-
CTO3HOM mereHepaliyei, 04aroBbIM T'MAAWMHO30M, BOCIAAUTEABHBIMU H3MEHEHUSIMU —
MopdoAoTHYeCcKasd KapTHHA raMapTOMbI CETYaTKHU IIPU TyOePO3HOM CKAEPO3E.

B mae 2022 r. moBTOPHO KOHCYABTHPOBaHa IIyAbBMOHOAOTOM. lccaemoBanme
®B/I, BeIITOAHEHA OpoHxonuAaTaronHad npoba: 2KEA — 63 %, @2KEA — 65/73 %,
O®B1 — 53/61 %, OPB1/PXKEA — 71/72, TICB — 57/70 %, MOC25 — 38/52 %,
MOCS50 — 30/37 %, MOC75 — 34/32 %. Bommoanena koHTpoasHass KT OTK (pucy-
HOK 2). [Ipu cpaBHennu c¢ KT OI'K ot 19.04.21r. oTMedaeTca oTpHUllaTeAbHas AUHA-
MHKa 3a CUeT YBEAMYEHHS Pa3MEPOB U KOAMYECTBA TOHKOCTEHHBIX BO3AYIIIHBIX KUCT
B 000HX AETKHX.

PucyHok 2 — KoMmnbioTepHast TomorpacdHs opraHoB rpyAHOH KAeTKH (Mai 2022 r.)

B mae 2022 r. mHanpaBaeHa Ha KOHCyAbTallHIO B «PecnmyOAMKaHCKHME Hay4HO-
IIPaKTUYECKUH IIEHTP OHKOAOTHMH MU MEOUIIMHCKOH panuosoruu um. H. H. AaekcaHn-
ApoBa». YUYUTBHIBAd IIPOrpECCHpPOBaHHUE 3a00A€BaHHH, PELIEHHEM KOHCHAMyMa ObIA
Ha3Ha4YeH 3BepoAuMyc. [IpemapaT OTHOCHUTCS K HUMMYHOAEIpeccaHTaM, WHTHOHUTOP
neperadr npoAudepaTHBHOIO CUTHaAa. BBeneHue 3BepoanMyca OyaeT ITPOBOAUTHCS
B OHKOAOTHMYECKOM AHCHAHCEPE 110 MECTY KHUTEABCTBA.
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