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AHHOTALMUA

BonesHb doH vnnens—/iuHpay — penkoe BPOXAEHHOE MyNbTUCUCTEMHOE HAcnefCcTBeHHoe 3abonieBaHue M3 rpynmbl
(aKoMaT030B; NPOABNSETCA Pa3BUTMEM MHOMECTBEHHbIX aHTMOMATO3HbIX L0OPOKAYeCTBEHHbIX U 3/I0KA4eCTBEHHbIX 0bpa-
30BaHuiA. [eMaHrMobnacToMbl LIEHTpanbHOM HEPBHOW CUCTEMBI, TAKIKE OTHOCALLMECS K BECbMA PeKUM A0OPOKa4eCTBEHHBIM
ONYXO0NISIM C BbICOKOI BacKyNsipu3aLmei, SBNIOTCA 0LHUM U3 Hanbosiee pacnpoCTPaHEHHbIX TUMOB OMYX0W NpU YKa3aHHOM
3aboneBaHuu. Kak npasunio, NaTosiorMyecKkuin NpoLecc Ha NPOTSKEHWUM LIUTENBHOTO BPEMEHM MPOTEKAEeT BecCMMNTOMHO,
B CBAI3W C YeM B MOAABNALLEM BoMbLIMHCTBE cnyyaeB 6051e3Hb AMarHOCTMPYETCS MPEUMYLLECTBEHHO Y B3POCIbIX.

B HacToswwen paboTe npefcTaBnieHbl NON0XKUTENbHbIE Pe3ysibTaThl 0Ka3aHUs MEAMLMHCKOW NOMOLLM Ha 3Tanax peabunura-
UMM B YCNOBUAX Nle4ebHO-peabunnTaLMoHHOr0 HayyHoro LeHTpa «Pycckoe none» LUeCTHaALaTUIeTHel 1eBOYKe C TAXKENON
dopmoii 6onesHn doH Mmnnens—JIMHAay, KIMHUYECKW peaniM30BaHHOW MHOMECTBEHHBIMU KUCTO3HO-CONMAHbIMM 06pa3oBa-
HWUAMU B 3aJHeYepenHoii AMKe. NpofomKMTENbHBIN NepUoj, peabunnTaLuMoHHbIX MEPONPUSATMIA NO3BOSIUN 0becneunTsb 3Tan-
HOe BbLINOJIHEHWE KOMMJIEKCA 3afaY, HampaB/ieHHbIX Ha BOCCTAHOBJIEHWE SICHOTO CO3HaHMUs, 6€30MacHOro U YCTOMYMUBOrO
CTepeoTuna nepeaBuKeHns, apTUKYIAPHOA MOTOPUKK, FOSI0COBOW (PYHKLUMM, AbIXaTesbHOM GYHKLMKM, HopMMpoBaHMe QyHK-
LMOHANBHOrO NoTaHMA U ap. AHanu3 pesynbTaToB eyeHus pebEHKa LeMOHCTPUPYET 3HAUYMTENBHOE YNyuLleHMe KayecTBa
XM3HWU Mocse ANMTESbHOW KOMMEKCHON MeaMLUMHCKOW peabunutaumn u paboTbl MynbTUAMCLMNIMHAPHOW peabunutaum-
OHHOI KOMaHbl Bpaueid. Mcuxonoramu LleHTpa npoBeaeHa paboTta ¢ AeBOYKOM M €€ MaTepbio, YTO MOMOTJIO UM NEPEXUTb
06ycioBneHHylo B0NIE3HLIO CNOXHYI XU3HEHHYIO CUTYaLMIO U, HECMOTPA Ha BbICOKME PUCKW BO3HUKHOBEHMS HOBLIX OMy-
Xonen, NofyuuTb ONTUMMCTUYHBIM HAcTpon Ha cBoé byayuiee. HenpepbiBHble peabunutaumoHHble MeponpusTUS UMenu
MONOXUTENbHbIE pe3ynbTaThl, YTO MO3BOMMN0 pPebEHKY ycrelwHo 3aBepluTb 06ydeHne B 0bLieobpa3oBaTenbHONM LUKONE
1 NOCTyNUTb B BbiCLUee y4ebHoe 3aBefeHue.

MonHoe u3neyeHne LEBOYKM LOCTUrHYTO He Bbino. B cBA3M ¢ HanuuueM MefneHHOro pocTa HoBOOOPa30oBaHWI B FOJIOBHOM
W CMIMHHOM MO3re Ha3Ha4eHa TapreTHas Tepanus. [naHupyeMas NpoLoKUTENBHOCTL TapreTHoI Tepanumu — Tpu roja.

KnioueBble cnoBa: HerMpopeabunuTaums; KAMHWMYECKWA Cryyald; LBeTW; TeHeTWYeCKWiA CUHAPOM; reMaHruobnactoma
LIeHTpasIbHOM HepBHOM cucTeMbl; bonesHb dhoH Mmnnens—JiuHgay.
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ABSTRACT

Von Hippel-Lindau disease is a rare, congenital, multisystemic hereditary disorder classified as a phakomatosis. It is characterized
by multiple benign and malignant angiomatous tumors. Hemangioblastoma of the central nervous system is classified as a rare,
highly vascularized, benign tumor. This is one of the most common tumor types associated with von Hippel-Lindau disease.
The condition usually has a long asymptomatic phase, so it often goes undiagnosed until adulthood.

This work presents positive rehabilitation outcomes for a 16-year-old girl with von Hippel-Lindau disease, which manifested as
multiple cystic and solid lesions in the posterior cranial fossa. Rehabilitation took place at the Medical and Rehabilitation Research
Center Russkoye Pole. A long rehabilitation period allowed for the gradual achievement of clinical goals, such as restoration of
clear consciousness, safe and stable movement patterns, motor skills, voice and respiratory functions, and functional swallowing.
A significant improvement in quality of life was observed after the patient received comprehensive, long-term medical rehabilitation
from a multidisciplinary team. The local psychologists helped the girl and her mother overcome their difficult situation caused by
the disease and adopt an optimistic outlook on their future, despite the high risk of new tumors.Continuous rehabilitation efforts
enabled the girl to successfully graduate from school and enter a higher education institution.

The girl did not fully recover. Targeted therapy with belzutifan was prescribed because of the presence of slow-growing lesions in
the brain and spinal cord. The planned duration of the targeted therapy is three years.

Keywords: neurorehabilitation; case report; children; genetic syndrome; hemangioblastoma of central nervous system; von
Hippel-Lindau disease.
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KIHHECKIAN CIY YA

AKTYAJIbHOCTb

Bonesub ¢oH [unnens-Jiunpay (Von Hippel-Lindau
disease, VHL) — Bpoxa€HHOE MyNbTUCUCTEMHOE Hacnes-
CTBeHHoe 3aboneBaHne U3 rpynmbl pakoMaTo3oB, NposBAs-
loLLieecst pa3BUTUEM MHOXECTBEHHbIX aHTMOMATO3HbIX J06pO-
KauyeCTBEHHbIX U 3/10KQ4eCTBEHHBIX 00pa30BaHuii B CETUATKE,
LLeHTpanbHOM HEPBHOM CUCTEME, BO BHYTPEHHMX OpraHax,
BKJII0YasA reMaHrnobnactoMbl roioBHOrO/CMHHOMO Mo3ra/
CETYaTKU, MOYEYHO-KNIETOUHbIE KapuMHOMbI, GeoxpoMoLy-
TOMbI, HEMPO3HAOKPUHHBIE OMYXONM MOMMKENYLOYHON XKene-
3bl W 3HAONMMbATUYECKUX MeLLKOB. 3aboneBaHue ABNsETCS
penkuM (npubnusutensHo 1 cnyyan Ha 35 500-36 000 xu-
BOPOXAEHHbIX), HAacneyeTcs No ayTOCOMHO-A0MUHAHTHOMY
TUMY ¢ NeHeTpaHTHocTbIo Bonee 90% K Bo3pacty 65 net [1-3].

B 1894 ropy bpuTtaHckui reHeTuk 3pnsapn Tpudep Kon-
nmn3 (Edward Treacher Collins) Bnepstie caenan coobiuenue
0 BbISIBMIEHHbIX UM «CBOEOOPa3HbIX COCYAMCTLIX HOBOODpa-
30BaHWSAX» B CETYATKe Y [BYX bpaTbeB W cecTpbl. HeMewKuil
otdransmonor Oured ¢oH Tunnens (Eugen Adolf Arthur von
Hippel) npencTtaBun cBoM nepBbI Chyyaid COCYAMUCTON ony-
X0/M ceTyaTkm Ha lenpenbbeprckoM KoHrpecce B 1895 ropy,
a B 1904 ropmy onucan ceMeiHble reMaHrMo0nacToMbl CeT-
yaTku. B 1926 ropy wBeackuin Herponatonor Apeug, JInnaay
(Arvid Vilhelm Lindau) Bbickasan MHeHue, 4To ceMeiiHble re-
MaHr1ob1acToMbI CEeTHYATKM CBA3aHbI C reMaHrnobnactoMamu
MO3}KEYKa M CMIMHHOIO M03ra, a TaKXKe YTO Y TaKMX NaLMEeHTOB
Pa3BMBAETCA PaK MOYEK U KUCTbl MOMKENYA0YHOW Kenesbl.
B 1993 roay B HauvoHanbHoM uHcTUTyTe paka CLUA (National
Cancer Institute, NCI) 6bin KnoHupoBaH reH 6onesHn QoH
unnens—Jiuipay (VHL-reH), noKanusoBaHHbIi B 3p25-3p26
Ha KOPOTKOM Neye TpeTbel XpoMoCcoMbl [2].

Matodusnonorns 3aboneBaHns CBA3aHa C HapyLUEHM-
€M BOCMPUSATUSA KWUCIOPOLA, BbI3BaHHBIM HECMOCOOHOCTbIO
pacLiennsTb TPaHCKpUNuUMoHHbIM ¢akTtop HIFa (hypoxia-
inducible factor a) [2], 4o NpUBOANUT K Ype3MepHON aKTU-
BaUMM TMNOKCMYeckux nyten [4]. HeBponoruyeckue u Buc-
LepanbHble MOPaXEHWS, XapaKTepusyeMble Ype3MepHbIM
HE0aHTMOreHe30M M BbICOKOM BacKynspu3aLmen Omyxonew,
BO3HMKAKOT 13-3a Pa3BUTUS TaK Ha3bIBAEMOTO XPOHUYECKOTO
MCeBAOMMMNOKCMYECKOr0 COCTOSIHUA BCIEACTBME HAKOMEHMS
nByx usopopM HIFa (HIF-1a u HIF-2a) ¢ nocnegyouleii
aKTUBaLMEN TUMOKCUYECKUX NyTeN AayKe Mpu HOPMasibHOM
YPOBHe Kucopoaa B Kposu [2].

B MexayHapoLHOM CTaTUCTUYECKOW KnaccuduKaumm
bonesHelt 1 npobneMm, cBA3aHHLIX CO 340poBbeM, [lecAToro
nepecMotpa (MKB-10) 6onesHb doH MMnnens—/Iunaay otHo-
CUTCA K BPOXAEHHBIM aHOManusaM (MopoKaM passuTus), fe-
dopMaumsaM 1 XpoMOCOMHbIM HapylieHuam (MKB-10: Q85).
Mpn 6onesun doH Munnens-JIuHaay naumeHTbl HacneaylT
AedeKTHbIN annenb OT OJHOr0 W3 POAMTENEN, a ApYroi an-
nenb nmbo MyTupyeT, nnbo yaansetcs, Mbo nogsepraetcs
3NUreHeTU4EeCKOMY NofaBneHuto. BoaMoxkHa cnopaamnyeckas
(HeHacnencTBeHHas) opMa 3aboneBaHus, BbI3BaHHas CMOH-
TaHHOM, a He yHacnefoBaHHON MyTaumei reHa VHL [2].
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Mo knaccudmkaumm rpynnel M.A. BonkoBa, npusengH-
HoW B ypHane «CoBpemeHHas OHKonorus» [5], cuHapom
¢doH unnens-Jinnpay noppaspensercs Ha VHL-cuHapom
1-ro tmna (6e3 ¢eoXpoMoOLMTOMbI HafMO4YeYHUKOB)
1 VHL-cuHapoM 2-ro tvna (c ¢peoxpoMoLmMTOMON Haanoyeu-
HWKa). VHL-cunpgpom 2-ro TMna, B CBOKW O4Yepedb, MOApas-
aensietca Ha moatunbl 2A (c deoxpomouuToMoii Be3 paka
nouku), 2B (c deoxpoMoumntoMoii U pakoM nouku) u 2C
(c peoxpomounToMoii 6e3 paka NoYKM M reMaHrobnacTom).

[eMaHrMobnacToMbl LiEHTpanbHOW HEPBHOW CUCTEMB
ABNAOTCA OAHWUM M3 Haubonee pacnpoCTpPaHEHHBLIX TUMOB
onyxonu npu 6onesHn doH Munnens—Jiunaay, BbISBASEMbIX
y 60-80% nauuenTos [1, 2].

[emaHrobnacToMbl — BecbMa pefikve 40bpoKayecTBeH-
Hble OMYXO/M C BBLICOKOW BacKynspu3aLMen, nopaxaroLme
B OCHOBHOM LIEHTPaJbHYH HEPBHYHO cucTeMy. YacToTa BCTpe-
yaeMocTu onyxoneit coctaenseT o 1-2,5% Bcex onyxonet
ronoBHoro Mosra 1 ao 2-10% onyxonel CAMHHOrO Mo3ra.
MpumepHo y 20% nuy ¢ reMaHrMobnactoMaMm LieHTPabHOM
HEpPBHOIA CUCTEMbI OHOBPEMEHHO AMarHoCTMpyeTcs 6oe3Hb
¢oH Munnens-JuHgay [6].

MaTonornyeckuid NpoLecc Ha NPOTAXEHUN NPOAOIIKM-
TE/IbHOT0 BPEMEHH, KaK NPaBuIo, He UMEET OTYET/IUBBIX KIK-
HWYECKMX MPOSIBNEHWIA, B CBA3U C YeM CPefHWI BO3pacT Ha-
yana 3abonesaHus coctanset ot 26 go 32 net [1, 2, 5, 7, 8].
OnybnukoBaHa MH(OPMaLIMSA O TOM, YTO UCMO/b30BaHUE Me-
TOAO0B BW3yanu3auuu NpU CKPUHUHIE MO3BOSUNIO BbISIBUTH
eaWHUYHbIE BecCMMNTOMHbIE cnydan HebonbLUMX No 06bEMY
reMaHrno6s1acToM LieHTpanbHOW HEPBHOW CUCTEMBbI Y [e-
Ten (HauMeHblumi BospacT 8 net) [1]. JaHHble 06 ocobeH-
HoCTAX TeueHus 6GonesHu ¢oH lunnens-JiuHpay y peteit
¥ NMOLPOCTKOB CKYAHbIE, @ PEKOMEHAALMM Mo HabnofeHuto
W JIEYEHWNK0 OCHOBaHbI HA MHEHWSAX CMEeLManuCToB, OPUEHTH-
POBaHHbIX Ha OKa3aHWe MeAMLMHCKOW MOMOLLM B3pOCIOMY
HaceneHuto. Moxanyi, efUHCTBEHHBIMU ONYBIMKOBAHHBIMMU
CBEAEHUAMM B OTHOLLIEHUM TSKENBIX hopM 3aboneBaHms sAB-
NAKTCA pe3ynbTaTbl NaHa3uaTckoro uccnegosanms A. Sharma
v coaBT. [9] B rpynne u3 26 feTeil/noApOCTKOB (CpefHMIA BO3-
pact 15,5 roga), ycTaHoBMBLUMMU B 42% CnydYaeB reMaHruo-
BnacToMy LieHTpasnbHOW HEPBHOW CUCTEMBI.

AxTyanbHocTb npobnembl COBEPLLEHCTBOBAHUS CTpaTeruii
HelpopeabunUTaLMOHHBIX MeponpuATUA Mocne onepaTus-
HbIX BMELLATeNbCTB He Bbi3bIBAaeT COMHeHuiA. OHKopeabunu-
Tauuss — OTHOCUTESIbHO HOBOE HamnpaBfieHWe BOCCTaHOBM-
TesbHOTO NleYeHns, B 3afauu KOTOporo BXoauT obecneyeHue
MOLAEPKUBAIOLLE Tepanumu 1 peabunuTaLum ¢ Lenblo npeay-
NPEXAEHNUA U NeYeHUs NATONOrUHECKUX COCTOSHMIA, KOTOpbIe
MOryT MPUBECTU K BPEMEHHOM WX CTOMKOW yTpaTe Tpyno-
cnocobHocTn. Peabunutaums OHKONOrMYECKOro NauyeHTa
OOMKHA HauWMHaTbC B MOMEHT [MarHOCTMKWM OCHOBHOMO
3aboneBaHus, elWE [0 Hayana ero Tepanuu (npenpeabu-
NTaums), NPOLOMKATLCA BEChb NEpPUOL KOMOUHMPOBaHHOMO
neyeHus], COMPOBOXK AN NOCIe ero 3aBepLUeHUs U NepeBoaa
naumeHTa Ha nannuatueHyio Tepanuto [10, 11]. MpuMennTens-
HO K MeamaTpuyecKon NpaKTUKe, HeMpopeabunmTaLmoHHble

315



316

CASE REPORT

MeponpuATUA Hanpas/eHbl He TONbKO Ha BOCCTaHOBMEHWE
du3nyeckoit paboTocnocobHOCTM M ynyulLueHWe KauyecTBa
JKU3HW NaLMEHTa, HO U Ha CO3AaHMe HeobXoauMbIX YCroBUIA
ANs NocTynaTeNbHOro pa3suTuA pebeHKka u ero obyyeHus
[12-14]. Ocobyto aKTyanbHOCTb MMeeT npobnema W3yyeHus
(eHOMeHa [,eTCKOro MO3KEYKOBOro MyTM3Ma, pa3BuBaloLLe-
rocsi Noc/ne peseKLmnu onyxou 3afHen YepenHon aMku [15].

YHMKaNbHOCTb 0XapaKTepPU30BaHHOTO HaMU B HaCTOSLLEN
paboTte KnMHUYecKoro cnydyas obycnoBfeHa W3NOXEeHUeM
MOJOXUTENbHBIX Pe3yNbTaToB MeAULIMHCKOW peabunutaumm
LIeCTHaALaTUNETHEN BEBOYKM C TAXKENOM dopMoii 6onesHu
doH [Mnnens—JInHaay, KIIMHUYECKM peann30BaHHON MHOXe-
CTBEHHbLIMW KUCTO3HO-CONMAHBIMU 0Dpa30BaHNAMM B 3afHe-
YeperHon SMKe 1 CMIUHHOM MO3re.

OMUCAHUE CNYYAA

0 naumeHTe

KnuHuyeckum nposenedmeM MaHudectaumm 3abonesa-
HWS Y NOAPOCTKa B Bo3pacTe 16 NeT ABUNUCH YacTble rosioBo-
KpyxeHus. [lo Hayana 3aboneBaHus [eBOYKa cuyuTana cebs
300pOBOW, pa3BuBanach no Bo3pacTy, obyyanacb B obLLe-
obpasoBaTtenbHON LWKone. MeTogoM MarHWUTHO-pe30HaHC-
HoM ToMorpadum BriepBble OblM BbISBNEHbI MHOXECTBEH-
Hble KMCTO3HO-CONUAHbIE 06pa3oBaHMA B 3afHeYepernHoi
SIMKE, B TOM YKCIIe B MO3KEYKE U CMIMHHOM Mo3re. B cBsa3u
C HapacTaHWeM MHTEHCMBHOCTW M YacToTbl 3MU30[0B rofo-
BOKpYXKeHust bblna HauaTa Tepanus MOKOKOPTUKOMAAMM.
Yepe3 MecaL nocne nepsoro obpalleHns 3a MeAULIMHCKOV
MOMOLLbI0 BbIMOSIHEHO ONEPaTUBHOE BMELLATENLCTBO B 06bE-
Me pafiMKanbHOro ynaneHus 0bpasoBaHMs Mo3xeuKa. [icTo-
NOTMYecku BepuduLMpoBaHa reMaHrobnacTomMa. 3nu3onoB
TONIOBOKPYXKEHMS B NOC/IE0NepaLyoHHOM nepuoge He bbino,
0[HaKO 0TMeYanocb MosiBNeHMe NMpaBOCTOPOHHEro reMuna-
pe3a CO CHUMEHWEM MbILLIEYHOM CUbI B JIEBLIX KOHEYHOCTSAX
[2 6anna no LKane OLEHKU MbILLEYHOW cuibl bpuTtaHcko-
ro coBeTa MeaMUMHCKMX uccnegoBaHuin (Medical Research
Council, MRC)] [16]. NoMuMo MblweyHoi cnabocty, 6ynbbap-
Hble HapyLUEHMs XapaKTepu30BanCh Au3apTpuen, aucdaru-
e, guchonmeir. C Lenblo NpefoTBpaLLEeHNs Pa3BUTUSA anu-
MEHTapHbIX HapYLUEHWiA NMUTaHWe LEBOYKM OCYLLECTBASNOCh
C MOMOLLbH0 Ha30racTpanbHoro 3oHAa.

Ha KoHTponbHOM uccnesoBaHUM METOLOM MarHUTHO-pe-
30HaHCHOM ToMorpaduu ybeanTeNbHbIX AaHHBIX 33 Hauume
0CTaTOYHbIX TKaHeli onyxonu B 0bnacTM Mo3euyKa He Bbl-
ABNIEHO, OZLHAKO Ha NPOTSKEHUN BCETO CMIMHHOTO MO3ra Bbl-
AIBNEHbI MHOXECTBEHHbIE KUCTO3HbIE U KUCTO3HO-CONMMAHbIE
onyxoneBble 06pa3oBaHms.

AuddepeHumanbHas auarHocTuka
U OKOHYaTesIbHbIA AUarHo3

[pWHMMas BO BHUMaHWe AaHHbIe BU3yanu3aLmu, a TakKe
TUCTONOMMYECKOr0 3aK/IoYeHus, B NnaH AuddepeHumans-
HOM IMarHOCTVKM UMetoLLerocs y pebeHKa naTosormyeckoro
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npouecca bbina BKItoYeHa bonesHb doH Munnens—JiuHaay.
Matepuan HampaBneH Ha reHeTUYecKoe uccnepoaHme. po-
BeLlEHO YTOUHEHWe aHaMHECTUYECKUX JaHHbIX, B pesynbTare
KoToporo Hanuuue daktoB bonesnu o Munnens-JinHpay
B CEMbE JEBOYKM He YCTaHOBJIEHO.

Yepes 4 Mecsaua oT MaHudecTauum 3aboneBaHus, cooT-
BETCTBEHHO, Yepe3 3 MecsLla nocnie onepaumny 3admKcupo-
BaHO 3HAYMTENbHOE YXYALUEHWE HEBPONIOrMYECKOro CTaTyca
pebEHKa, KITMHUYECKM BbIPaXEHHOE MHTEHCMBHBIM 60M1EBbIM
CMHIPOMOM B 0611acTV LLeU M CMMHBI, @ TaKKe HEBO3MOX-
HOCTbH0 CaMOCTOSITENLHOTO NepeaBuKeHus. [pyU KOHTpOsb-
HOM MCCNefoBaHWM CMMHHOMO MO3ra MeTOfOM MarHuTHO-
Pe30HaHCHOW ToMorpadun BbISIBIEHO yBeNUYeHWe 06bEMa
Y3110BOr0 HOBOOOPa30BaHUsA B TPYAHOM OTAeNe CMWMHHOMO
Mo3ra Ha 47%. lpoBefeHo MOBTOPHOE OMepaTvBHOE Jeye-
HVe B 006bEMe HepaMKanbHOro yaaneHus HoBoobpasoBaHus
CMKUHHOTO Mo3ra Ha yposHe C7-Th3. [ucTonoruyeckun Bepudu-
LMpoBaHa reMaHruobnactoma, Grade I. B HeBponornyeckom
cTaTyce B MOC/e0nepaLMoHHOM Mepuoge 0TMEeYeHO Hapac-
TaHMe HUXHEro napanapesa, bonee BbIpaXeHHOMO B MPaBoi
Hore. PesynbTaTbl MONEKYNAPHO-rEHETUYECKOTO UCCNefoBa-
HWUS NOLTBEPAWN Y AeBOYKM bonesHb GoH [unnens—JiuHaay.
B3AaT Ha uccnefoBaHMe reHeTUYECKUIA MaTepuan poauTenen
W OBYX CMONMHIOB MaLMEHTKM.

MauneHTKa HEOAHOKPATHO rOCNMTaNU3MpoBanach B Jie-
4ebHO-peabunnTaLMOHHBIN Hay4HbIN LEHTP «Pycckoe nonex»
OIBY «HaumoHanbHLIN MeLULMHCKWIA UCCNef0BaTeNbCKUi
LEHTP AETCKOW reMaTtonoruu, OHKOMOrMM U UMMYHOMOTUN
umenn [mutpus PorayeBa» MuHsgpaBa Poccum (OTBY
HMULL AION um. ImMutpusa PorayeBa Munsapasa Poccum).
MpomonkuTenbHLIA Nepuog, peabunuTaumMoHHbLIX Meponpu-
ATUIA no3Bonun obecneynTb 3TanHOe BbIMNOSHEHWE KOM-
nyieKca 3afay, HanpaBNEHHbIX HAa BOCCTAHOBJIEHWE SICHOTO
CO3HaHuWA, 6e3onacHoro M ycToiuMBOro CTepeoTUna nepe-
OBVXXEHWS, apTUKYNSPHOW MOTOPUKY, TOI0COBOM M Abixa-
TenbHoW QYHKUMIA, popMUpoBaHUe BYHKLMOHANbHOMO IMo-
TaHua 1 ap.

WHcTpyMeHTanbHoe obcnesoBaHue

YunTbiBas TAKECTb TEYEHMS MATONOrMYECcKOro npoecca,
KJIMHUYECKMe NPOSIBNEHNS COCTOSHUA MUHUMANBHOTO CO3Ha-
HWS, HaNMYMe HapYLIEHUI bIXaHus, MUTaHUA U KOMMYHUKa-
UM, Npu HopMUPOBaHUM LieSien MEAULMHCKON peabunuta-
Lumm Bbina ucnonb3oBaHa MexayHapoaHas KnaccudmKaums
(QYHKLMOHMPOBaHMSA, OrpaHUYeHUid XKU3HELEATENbHOCTH
u 300poBbst (MK®) [17]. MepBuYyHas oLeHKa YpOBHS CO3Ha-
HWA NpY NOCTYNEHUN U B AMHAMUKE OCYLLLECTBNISANACh B CO-
OTBETCTBUM C KNMHUYeCKMMM pekoMeHpaumamu QPeaepaumu
aHecTe3nonoroB U peaHumaronoroB Poccum «XpoHuueckue
HapyLUeHWs CO3HaHMA»' M BKJIOYana LUKany KoMbl [Masro
(Glasgow Coma Scale, GCS) 1 WwKany BoccTaHOBNEHUSA nocie

! XpoHuuyeckMe HapylweHus cosHaHus. KnuHudeckue pexoMeHZauvn
(ytB. 18 Mas 2023 roga). Pexxum poctyna: https://gkb05.ru/wp-content/
uploads/2023/10/kr_hns_2023.pdf [lata obpaLuenms: 15.11.2025.
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KoMbl (Coma Recovery Scale-Revised, CRS-R) [18]. Ucxon-
HO oLleHKa no wKane GCS coctaBuna 9 6annos, no LwKane
CRS-R — 10 6annoB, 4t0 COOTBETCTBOBANO KPUTEPUAM MU-
HWManbHoro cosHaHusa. OueHKa no WwKane peabunuraumoH-
HOM MapLupyTM3aumMu cocTaBuna 4 6anna, yto xapaktepu-
30Baji0 MOCTOSHHYK NOTPeBHOCTb B CMELManu3upoBaHHO
MYNbTUANCLIMMAMHAPHOW peabunutaumm.

Mpy CKPUHWUHIE COCTOSIHUA HEMPOKOTHUTUBHBIX (YHKLMN
Ha 3Tanax MeAMLMHCKOW peabunuTaumm Mbl UCMOb30BaM
6a30BbIil NaKeT TeCTOB, BKJKYAOLLMIA BepbanbHble 1 HeBep-
DanbHble TeCTbl; TECTbI Ha YCTONYMBOCTb BHUMAHWS, CKOPOCTb
MBILLIEHNS, NPOLLECCUHT, UCMONHUTENbHbIE BYHKLMK, a TaK-
)Ke MeTofibl OLLeHKM 3MOLMOHAbHO-M0BEAEHYECKO chepbl:
KOTHUTMBHY0 KeMbpuakckyto 6atapeto CANTAB (Cambridge
Neuropsychological Test Automated Battery), onpocHuk
Axenbaxa (Child Behavior Checklist, CBCL), cybTecTbl baTapeu
KOTHUTWBHbIX TECTOB M [ETCKOr0 KOMIJIEKTa Heyponcuxono-
rnyeckux TectoB KaydMaHa (Kaufman Assessment Battery
for Children, KABC).

Oka3aHue MegULMHCKON NOMOLLY B YCNIOBUAX
neye6HO-peabUNMTaLUMOHHOIO HAy4YHOrO LLeHTpa
«Pycckoe none»

OKa3saH1e MeJMLIMHCKOM MOMOLLM NaLMeHTKe 0CyLecT-
BNANOCL B COOTBETCTBUM C MONOMeHuaMu [pukasa Mu-
HUCTepCTBa 3/ipaBooxpaHeHus Poccuiickoit Denepavmu
ot 23 okTsaAbpsa 2019 roga N 878H2.

ﬂepeas ecocnumanusayusa (qepes 4 mecqua nocne
nepeu4yHo20 onepamueHo20 eMeuwiamesiscmea)

[lpu nocmynnieHuu coCTOSHWUE LEBOYKW CTabWUNbHO TH-
XKENoe, CO3HaHWe MWHWManbHOEe (MPOLYKTMBHBIA KOHTaKT
HEBO3MOJEH), AblXaHWe Yepe3 TPaxeocToMy, NUTaHWe OneH-
[VPOBaHHOW NULLEN Yepe3 HasoracTpabHbii 30HA. UMenn
MECTO HEOLHOKpaTHbIE 3NWU304bl acnupaummn, TpeboBaBLLme
3KCTpEHHOro 0becneyeHns MPOXOAUMOCTU [ibIXaTeslbHbIX My-
Ten. BoiseneHo oxmpenue |l ctenenn Ha doHe nNpuéma mio-
KOKOPTUKOMOB.

Hesponoauyeckuli cmamyc: 6ynbbapHble HapyllieHus
(nm3apTpus, aucdarus, AMCHOHMA); HUXKHWUIA Napanapes, 60-
Jlee BbIPaXEHHbIV B NPaBOW HOTe; HapyLUeHWe QyHKLMM Ta30-
BbIX OPraHOB, XapaKTepu3ytoLLiee NMopaXeH1e CIMHHOIO Mo3ra
(3apepxkka Mou, 3aTpyaHEHHas NPoM3BOSbHaA fedeKaums
CO CKJIOHHOCTBIO K 3anopaM). [leBouka nepeasuranack Toib-
KO C MOLAEPXKKON; MOMIa CTOSATb C MOAAEPKKON 0 2 MUHYT,
0e3 nopnepku — 5—7 CeKyHA.

PeabunumayuorHbsle yenu: 3TanHas BepTUKanM3aLus;
NpeojosieHne CTpaxa NafeHus; yMeHUe CTOATb C NoALepK-
Koii 8o 20 cekyH[, v AenaTb CaMoCTOSATENBHO HE MEHee [BYX
waros (tabn. 1).

Z Mpukas Munuctepctea 3ppaBooxpaHenus PO or 23.10.2019 N 878w
«06 yTBepxaeHum MNopsaaka opraHM3aumMm MEAULIMHCKON peabunuTaumm
peteii». Pexxm goctyna: https://docs.cntd.ru/document/563862149?ysc
lid=miso02bj1u38881142 [lata obpatuenms: 15.11.2025.
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Pesynsmamsl peabunumayuoHHsix yened. Nnameupy-
arnbHas nporpamma Hempo- 1 NCUXoNorMYecKon peabunuTamum
LEBOYKM BKJII0YANa KOrHWUTMBHO-NOBELEHYECKYID Tepanuio
W McyxoTepaneBTMYECKY MOLAEPXKY C LieNbio npeofone-
HWsl CTpaxa NafeHWs Npu CaMoCTOATENILHOM NEpeaBUKEHUN.
Bo BpeMs peabunuTauuu NpoBOAMNMCh JIOroneanyeckue 3a-
HATUA N0 00YYEHNIO FMOTaHMS, NOTONELUYECKMUI MaCcCaXK.

(®u3anoTepaneBTUYECKME YKpENNAOLLME NPOLEAYpPbl Bbl-
MOJIHEHbI B CNedytoLleM 00bEME: MarHUTOTepanus Ha HUK-
HWe KOHEYHOCTM; YeTbpEXKaMepHble BaHHbI; GU3noTepanus;
3aHATUA C MHCTPYKTOPaMM-MeTOAMCTaMuU Mo NievebHoi pus-
KynbType Mo 3TanHoi BepTUKaU3aLmm; Maccax.

Mocne 14-pHeBHOro Kypca peabunuTauMoHHble Lenu
BbinM ycneLwHo AOCTUTHYTHI.

Y matepu, conpoBoxatoLLeii pebEHKa Bo BpeMs peabu-
NTaLmMK, NPUCYTCTBOBAN BbIPAXEHHbIN CTpax pesynbTaToB
reHeTUYECKOro WUCCNef0BaHUs CEMbM, B CBA3M C YEM BCE
BpeMS 0XWAaHUs COMPOBOXAANOCh MCUXOTepaneBTUYECKO
NOAEPHKKON CEMBMU.

Bmopa,q eocnumanusayus (qepes 5 mecsaues nocne
nepeu4Ho20 onepamueHo20 eMewamesiscmea)

[pu nocmynsieHuu y nauMeHTKM Habnoaanack 3HaunMas
MoNoXuTeNbHas AMHAMMKa B BUAE CaMOCTOSATENBHOMO nepe-
LBVKEHWS HA KOPOTKME paccTosHuA (0o 5 MeTpoB), ynydile-
HWA QYHKLMKM FOTaHuA.

PeabunumayuoHHsle yenu: YMeHWe NOHOCTbI0 CaMoCTo-
ATeNbHO CIMaThiBaTh XUAKYH MULLY, YTo ByaeT noaTBep-
[aTbCA UCCNef0BaHWAMU OTOPUHONAPUHIONOra M Noronesa;
YMeHWe CaMoCToATeNbHO NpoxoauTh fo 10 MeTpoB M yacTuy-
Hbli OTKa3 OT Konsicku (cM. Tabn. 1).

Pe3ynsmamer peabunumayuoHHelx uened. Hagmeuay-
anbHble KOMMJIEKCHbIE peabunuTaLmMoHHble MeponpuaTus,
HayaTble Npy NepBOM rocnuTanu3auuy, NpUBEAM K AOCTU-
JKEHWIO LieNielt BTOPOU FoCnMTanM3aumy: NauMeHTKa cMorna
YBENMUYMTb NMPOXOAMMOE CaMOCTOSATENIbHO paccTosHWe A0 3a-
[aHHBIX MapaMeTPOB M YaCTUYHO OTKa3aTbCA OT Kosicku. [le-
BOYKa Hayana nepeABMraTbCs Ha AanbHWe PaccTosHUSA C No-
MOLLbI0 PONNIATOPOB (XOLYHKM, OCHALLEHHbIE KONECaMM).

Bo Bpems BTOporo Kypca peabwnutauum 6bin cpenaH
aKLEeHT Ha obyyeHWe MaUMEHTKM [MoTaHuio. B pesynbrate
MPOBELEHHOIO NIeYeHWs OTOPMHOIAPMHIOMONOM COMJlacoBaHa
LEeKaHIoNALMA TPaXxeoCTOMUYECKOr0 KaHana.

Komnnekc cneumanvavpoBaHHON MeLULMHCKON peabunn-
TaLuMK BKIl0Yan TenepeLenTopHY KOPPEKLIMIO NOCTypasibHOM
QYHKUMW; BbINOMHEHWE apPTUKYMALUMOHHBIX M [bIXaTeNbHbIX
YNpaXKHeHWN; MeYKaMEHTO3HYI0 KOPPEKLMIO QYHKLMW Nu-
LLleBapeHUs; KOpPPEeKLMI0 QYHKLMW rofnoca M peuw; nocte-
MEHHbIV NMEPEXOL Ha CaMOCTOATENLHOE MUTaHMe (B paMKax
HYTPUTMBHOMN NOALEPHKKM); TPEHUPOBKY XOLLObI N0 NIECTHULE
U CaMOCTOATENbHYI0 X0Lb0Y.

[laHHble MeaMKo-reHeTMYeCKOro UcCefoBaHNs NMOATBEp-
Avnn Hannuve 6onesnn ¢oH Munnens—JIuHaay y Matepu na-
LIMEHTKY; Y OTLA W JBOMX CUONMHIOB FeHETUYECKUX HapyLue-
HWiA He BbisiBneHo. Mcuxonoru LieHTpa paboTanu ¢ mMatepbto
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Tabnuua 1. OueHKa MeAMUMHCKONA NOMOLLM NaLMEHTKe B YCIOBUSX fedebHO-peabunuTaLumoHHOro yupexaeHus no MexayHapoiHoi Knaccudukaumm
(YHKLMOHMPOBAHWSA, OrpaHUYEeHUIA XU3He AeATENIbHOCTU U 3[,0pOBbS

Table 1. Assessment of medical care for a patient in a medical rehabilitation facility according to the International Classification of Functioning, Disability and Health

[ocnuTanusaums
[lomeH MKO
Npy NOCTyMNeHNN MpW BbIMKCKe

llepsas zocnumanusayus
d4500 Xonbba Ha KopoTKYe paccTosHMA 34 33
da65 lepeaBueHe ¢ MCMOMb30BaHWMEM TEXHUYECKUX CPELCTB 33 23
b770 OyHKUMA CTepeoTUna NOXOAKM 4 3
d4154 HaxoxaeHune B NooXeHUM cTos 34 33
b5105 [MoTaHue 3 2
b320 OyHKUMM apTUKYNALMK 3 2
d330 Peub 33 33
e310 CeMbst 1 banKalLLMe poaCTBEHHUKM 4 3
e410 NHovBMayansHble YCTaHOBKM CEMbW 1 BvKaiLLMX POACTBEHHUKOB 4 3

Bmopas 2ocnumanuzayus
d4500 Xoabba Ha KOpOTKME paccTosHMS 33 2,3
d4a65 lNepeaBvKeHe € MCMONb30BaHMEM TEXHUYECKMX CPECTB 2.2 11
b770 OyHKUWA cTepeoTUna NoXoaKM 3 3
da154 HaxoxneHune B NMONoXeHUm cTos 23 2.2
b5105 [notaHve 1 0
b320 OYHKUMM apTUKYNALMM 2 2
d330 Peub 33 2,2
e310 Cembs v BnKaNLLMeE POACTBEHHUKM 3 2
e410 WHaMBUAayanbHble YCTAHOBKM CEMbY U BAMMKANLLMX POLCTBEHHMKOB 3 2

Tpemes 2ocnumanu3sayust
da501 Xonbba Ha fjanbHue paccTosHus 22 2,1
b770 OyHKUWA CTepeoTUna NOXOAKM 2 1
d2401 lpeogonexye cTpecca 33 2,2
d2408 CnocobHoCTbL CNPaBAATLCS CO CTPECCOM W APYrIMUA NCUXONOMYECKUMM Harpy3KaMu 33 2,2
b320 OyHKUMM apTUKYNALMKI 1 0
b320 OyHKUMM apTUKYNALMK 1 0
e310 CeMbst 1 bavKalLLMe poaCTBEHHUKM 0 +]
e410 VIHavBMAYanbHbIE YCTAHOBKM CEMbI W BNIMKANLLIMX POACTBEHHUKOB 0 +1

Yemeépmas 2ocnumanusayus

d4501 Xonbba Ha anbHue paccTosHus 1,2 11
b770 OyHKUMA CTepeoTUna NoXoAKM 2 1
d2401 lMpeogonexye cTpecca 2,1 11
d2408 CnocobHOCTL CrpaBRATLCA CO CTPECCOM W APYTMMM MCUXONOMMYECKUMIA Harpy3KaMm 2,1 11
b1440 KpatkoBpemeHHas namaTb 3 2
d199 06yyeHmre 1 NpUMeHeH1e 3HaHU 32 2,2
e310 CeMbst 1 banKalLLMe poaCTBEHHUKM +1 +2
e410 VHAMBMaYanbHble YCTaHOBKM CeMbit U BAVKANLLIMX POACTBEHHUKOB +1 +2

amas 2ocnumanusayus
d4501 Xombba Ha fanbHye paccTosHma 2,1 11
b770 OyHKUMA CTepeoTVNa NoXoaKM 2 1
d2401 lpeononexye crpecca 32 2,2
d2408 CnocobHOCTb CNPaBAATLCA CO CTPECCOM W APYrMY NCUXONOTMHECKVMM Harpy3Kamm 32 2,2
b1440 KpaTKoBpeMeHHas namatb 3 2
d199 06yyeHmre 1 NpUMEHEHME 3HaHUI 32 2,1
e310 Cembs v bKaiLLve POACTBEHHUKM +2 +3
e410 VIHAMBMaYanbHble YCTaHOBKM CeMbit U BAVKANLLIMX POACTBEHHUKOB +2 +3
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W [0Yepblo, YTO MOMOMII0 UM MEPEeXUTb AaHHYK CUTYaLMIo
W, HECMOTPSA Ha BbICOKME PUCKM BO3HUKHOBEHWSA HOBbIX OMYy-
X0JeN, MoY4UTb ONTUMUCTUYHBIA HACTPOM Ha CBOE bynyLuee.

Ha pavHom 3tane peabunutaumm 6bin onpepenéd
KOMMJEKC YNpaXXHeHUIA LS CaMOCTOSTENIbHBIX 3aHATUN
B AOMALLHWX ycnoBusx. B neyebHoOM yupexaeHun no Mecty
JKUTENbCTBA OCYLLECTBNIEHA AEKaHIONALMA TpaxeocToMuye-
CKOro KaHana.

Tpembﬂ ecocnumanusayus (qepe3 7 Mecsuyee nocne
nepeuyHo20 onepamueHo20 eMewiamesiscmea)

Ha momeHm nocmynnieHust NauMeHTKa nepefBuranach
MOJHOCTBI0 CaMOCTOSATENIBHO C COXPaHEHWEM LIATKOCTH Mo-
XO[KU U HEYBEPEHHOCTM NPY NPEOACIEHUM NIECTHUL,. PebEHOK
CaMOCTOSATENBHO AblLLan WU NUTAsCS.

Lenblo ceMbu Npu OCYLLECTBIEHWUM peabunUTaLMOHHbBIX
MeponpuUsTUiA ABNANac NOAroToBKa pebEHKa K BO3BpaLLe-
HWio B 06LL,e00pa30BaTeNbHYHO LIKOMY, OfHAKO Y MaLMEeHTKH
MMerics CTpax HOBOTO KOMNIEKTMBA, a TaKkKe 60M3Hb HacMe-
LUEK B CBA3M C HaIMYMEM BbIPaXKEHHOTO NOCNE0NepaLmnoHHo-
ro pybua Ha ronoBe 1 MHOKECTBEHHBIX CTPUiA Ha Tene.

PeabunumayuoHrHsle yenu: NCUXONOTMYECKas nof-
roToBKa pPebeHKa K LUKOMe; KOpPPEeKUMs maTTepHa MOXOAKM
(cM. Tabn. 1).

Pesynemamel peabunumayuoHHslx uesel. 3a TpeTbio
roCMUTaNMU3aLMi NoCTaBfieHHble peabunuTaumoHHble Lienn
Bbiny [OCTUrHYTHI YacTUYHO. B pesynbTate pabotbl ncuxono-
roB BblpaboTaHbl 3aLLMTHbIE CTpaTerun OT LUKONbHOM byn-
mvHra. K OKOHYaHWK rocnuTanu3aumm y NaumeHTKU YMeHb-
LUMNACh LIATKOCTb MOXOAKM, HO MOJIHOCTbI0 He UcYesna.

B MexrocnuTanbHblii NepuoL [eBOYKA BepHynach
B 06weobpa3oBaTenbHylo LKoY, Bo306HOBMUNA 06y4yeHne
B XYLOXECTBEHHOM LUKONe.

Yemeépmas 2ocnumanuzayus (yepe3 12 Mecsyee
nocsie nepeuyHoO20 0NEPAMUBHO20 8MelIamebcmea)

[lou nocmynneHuu naumMeHTKa npeobsBuNa Xanoobl
Ha ObICTpyl0 YTOMNIAEMOCTb BO BPeMsl 00y4eHWst B LUKOME
M CIOXHOCTM C 3anoMuHaHWeM bBonblioro 06bEMa MHbOp-
Maumu. LLIaTKoCTb NOXOAKM CoXpaHsnack.

PeabunumauyuoHHble Uenu: CHU3UTb LUATKOCTb MOXOAKM;
YBESIMUUTH TONEPAHTHOCTb K PU3MYECKUM Harpy3KaM; Hapac-
TUTb CWY B MPOBIEMHBIX MBILLEYHbIX TPYMnax JIeBoi Horu
(Ha 1 6ann no wkane MRC) (cM. Tabn. 1).

Pesynemame! peabunumayuoHHelx yesed. 3a nepuoa
rocnuTanM3aumm peabunuTaumMoHHble Lenn bbin ycnewwHo
AOCTUrHYTHI (CM. Tabn. 1). BMecte ¢ TeM, N0 [aHHLIM KOH-
TPONLHOMO MCCNENOBaHNUA METOOM MarHUTHO-pPe30HaHCHOM
ToMorpacduu, bbin BbISBIEH MeLJIEHHbIA POCT HOBOOOPa30-
BaHWM B rONIOBHOM U CIMHHOM Mo3re. YuuTbiBas pesynbTathl
TUCTONOTMYECKOrO U MOJIEKYNSPHO-TEHETUYECKOrO 3aKJoYe-
HWW, noaTBepavBLMX 6one3Hb doH Tunnens—JuHaay, MHo-
JKECTBEHHble HeonepabenbHble 00pasoBaHus B CTPYKTYpe
3afiHeil YepenHoi AMKM M CMIMHHOM MO3re, OHKOIoraMm bbina
Ha3HayeHa TapreTHas Tepanus.
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lamas 2ocnumanusayus (vepe3 18 mecauee nocsie
nepeuYHO20 0NepamueHo20 eMewameslbcmea)

Ha mMomeHm nocmynneHus y pebéHKa Habniofanack He-
3HaunTeNbHas OTpuULaTeNbHas AMHAMUKA B BUAE YCUIEHUS
LUATKOCTM MOXOAKM M yXyALeHus namsTu. Bmecte c Tem
[eBOYKa ycrnewHo 3asepuna obyyeHue B 0bLieobpaso-
BaTESIbHON LLUKOJIE W OXWAana pe3ynbTaToB BCTYMUTENbHbIX
3K3aMEHOB B MHCTUTYT.

PeabunumayuoHHble uesu: KOPPeKLMs naTTepHa noxop-
KM; ynyyLleHWe KpaTKOCPOUHOi namaTy (cM. Tabn. 1).

Pesynbmamesl peabunumayuoHHslx yesned. Mo pesynbra-
TaM roCnuTanM3aLMu OTMEYeHa MONOXUTENbHAA AMHAMMKA
CO CTOPOHbI ABWUFaTENIbHOMO CTaTyca B BUAE YMEHbLUEHUS
LUIATKOCTM MOXOAKM, @ TaKIKE YryuLLeHUe NaMsaTU Mo AaHHBIM
TECTOBbIX MCCNELOBaHMI.

Ucxop 1 pesynbTathbl nocneayowiero
HabnoaeHus

B HacToswwmin MOMEHT nauueHTKe ucnonHunock 18 ner.
[lanbHeliwne peabuUnuTaumMoHHbIe MEepOnpUATUS OCYLLEeCT-
BMAKOTCA B MEAMLMHCKUX YYPEXAEHUAX, OPUEHTUPOBAHHbIX
Ha OKa3aHWe MeMULMHCKON MOMOLLM B3POCSIOMY HaCeNeHuIo.

[lobpoKayecTBeHHbIN XapaKTep OMyXonu He onpenenser
bnaronpusaTHoro ucxopa 3abonesaus [12].

ObCYXOEHWUE

KnuHnyeckas KaptuHa bonesnn doH [unnens—Jnnpay
3aBMCMT OT pa3Mepa M Jlokanusauum onyxoiu. KnuHudyeckue
NPOSIBNEHMS BHYTPUYEPENHBIX OnyXosei 06ycnoBneHb! NoBbI-
LUEHNEM BHYTPUYEPENHOro AaBMeHMUs, HapyLUEeHWeM OTTOKa
CMMHHOMO3rOBOM JUOKOCTW Yepe3 YEeTBEPTbIN KeNyaoyek,
nocneacTBUAMM NpsAMOro Macc-3deKTa U OTEKA FOIOBHOMO
Mo3ra. [laTonormyeckue M3MEHEHWS! CMIMHHOTO Mo3ra MoryT
npoTeKaTb 6eCCUMMTOMHO; CTENEHb TAXECTU U XapaKTep no-
CNeACTBUI NOBPEKAEHMIA LieHTPanbHOW HEpBHOW CUCTEMBI
COOTBETCTBYIOT YPOBHKO MOpaKeHUs CrMHHOro Mosra [2].
B 40% cnyyaeB nepBUYHbIE CUMMTOMATUYECKWE MPOSBIEHNS
3aboneBaHus 06yCNOBNEHbI NOKANMU3aLMeN ONYXONU B LieH-
TpanbHOM HepBHOW CUCTeMe: rofoBHble bomu (77%), aTak-
cus noxopku (57%), TowwHoTa/peata (19%), ronoBoKpyKeHMe
(18%), TpymHocTm ¢ peubto (15%) u aucmeTpus (11%) [11.

BHyTpuuepenHble reMaHrobnactoMbl sBRsKOTCA Havbonee
BbicTpopacTyLwMMmM [,0BPOKaYeCTBEHHBIMY BHYTPUYEPEMHBIMU
onyxonamu. Y naumeHToB c bonesHbio doH [nnens—/luHaay,
He MoNyyatLMx NeyeHus, yBenuueHne obbeMa reMaHruo-
GnacToMbl MPOMCXOAMT CKauKoobpasHO M MOXKET JocTUraTh
2,38 cM¥/rog [2]. B npodmnbHoi inTepaType OnmcaHbl Ciydau
NPOrpeccypoBaHu1A ONyxonu 3a 5-neTHuiA nepuog, Ha 22% [19].

Xupyprudyeckoe neyeHue remaHrmobnactoMm, ecim oHo
BO3MOXXHO, B HacTosilLee BpeMs SBMISIETCA OCHOBHbIM pa-
OVKaNbHbIM METOAOM OKasaHWs MEeLMLMHCKOW MOMOLLM
[20, 21]. J. Wach u coasrT. [22] onybnukoBanu B 2025 rogy
pe3ynbTaTbl MEX[LYHAapOLHOr0 MHOFOLEHTPOBOrO pPeTpo-
CMEKTUBHOTO KOFOPTHOTO WCCNIE0BaHUSA, B KOTOpoe Obiiu
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BKJ/II0YeHbl 357 nauueHToB ¢ 6one3Hbto GoH Mnnens—JInH-
Aay u3 13 HeMpOOHKOOrMYECKUX LIeHTPOB. lNonHas pesekums
onyxonu bbina nposeneHa B 877% cnyyaes, YTo NO3BOAMIO
3HAYMTENBHO YNYYLIUTL BbIKWUBAEMOCTb MALMEHTOB W Mnpe-
LOTBPaTUTb MPOrPeccUpoBaHMe NaTolorMYecKoro npoecca
B TeyeHue 72 MecaueB. 0aHaK0 04eBMLHAA TPABMATUYHOCTb
onepaTvBHbIX BMELLATENLCTB AUKTYeT HeobxoauMocTb pas-
paboTKM MUHMMaNbHO MHBa3WBHbIX TexHosorui [20], B uucne
KOTOpbIX ONpeAeneHHble NepcreKT!Bbl CBA3aHbl C MPUMEHe-
HWEM MeToAa CTepeoTaKCUYecKon paauoxupyprum [8, 19].

3acnyxuBalT BHWMaHWA pe3ynbTaTbl WCCefoBaHMS
M. Sundaram u coasT. [23] No OLEHKe KayecTBa JKM3HM
B rpynne u3 171 naumeHta ¢ 6onesHbto doH Mnnens—JluHaay,
nepeHECLLMX onepaTMBHOE NleyeHue (MegpaHa KonmyecTsa
onepaumin — 4,0). YcTaHOBNEHO, YTo NOCNEACTBMA OnepaTuB-
Horo nieyenms B 51,8% cyyaeB noBeKM NporpeccupoBaHme
yTomnsemocty, B 51,2% — yXyALleHWe NCUXWUYECKOTO 340-
poBb#l, B 45,2% — OKa3anu HeraTMBHOE BAMAHME Ha CNOCOO-
HOCTb BECTW NOBCEAHEBHYI0 M3Hb; 73% NauuMeHTOB yKasanu,
4T NpeLnoYM bbl NPUHUMATBL TabeTKM, KOTOpble MOIMN OT-
CpoumTb onepauyto. CMHAPOM NocneonepaLMoHHON ycTano-
CTW, NPX KOTOPOM NauMeHTbl NOCNIe XMPYPrUYecKoro feve-
HWSA OLLYLLAKT COHNMBOCTb, anaTtuio, Aenpeccuto, bbiCTpyto
YTOMASEMOCTb, OKa3blBAaeT 3HAUMMOE HeraTUBHOE BIMSHUE
He TOJbKO Ha npoLecc peabunutaumuu, Ho U B LIeNIOM Ha npo-
rHo3 TeueHus 3abonesanus [10].

B cooTBeTcTBMM C peKOMEHAALMAMN MEXAYHApPOAHOIo
pykosoacTea VHL Alliance no HabniogeHuio 3a nauueHTa-
MU ¢ bonesHblo GoH Mnnens—JnHaay, neyeHne 6oMbHBIX
M0 BO3MOXHOCTW [OMKHBI OCYLLECTBMIATL BPa4u C OMbITOM
OKa3aHWA MeXAUCLMNIMHAPHOW MeLuUMHCKOM noMolum [1].
Ha atane peabunutauum HamMu Bbinn BbINOHEHbI NMONOXEHUSA
MEXAYHapOLHbIX PEKOMEHAALMN: B NeYeHUn pebeHKa npu-
HWMann yyactue Bpaum 12 cneumansHocTeir (peabunutonor,
HeBpOIOr, NefuaTp, OHKOJON, XMpYPr, OTOPUHONAPUHIONOL,
o TanbMoNor, MMMYHOJION, peaHUMatonor, dusnoTepanest,
racTPO3HTEPONION, MeAMULIMHCKUNA FeHETHK, a TakKe MeULIMH-
CKuiA ncuxonor). CneayeT 0bpaTUTb BHUMaHME Ha TOT (aKT,
yto OI6Y HMUL, [IFOWN um. Omutpus PorayeBa MuH3apasa
Poccun MMeeT MHOTONETHMIA OMbIT OKa3aHWUA MEeAMLMHCKOM
noMoLn AeTaM ¢ opdaHHbIMM 3aboneBaHuamu. Komnnekc
peabunuTaLMoHHbIX MepoNpUATUIA Bbin OCYLLECTBNEH B paM-
KaX NpOTOKOJIOB BeAeHWs 6OMbHbIX C ONYXONAIMU LieHTpaib-
HOI HEepBHOW CUCTEMBI, NPUHATLIX B NeyebHo-peabunutaum-
OHHOM Hay4yHOM LieHTpe «Pycckoe nonex [12]. feHeTnyeckoe
obcnenoBaHve pebEHKa NpoBeLEHO OMepaTMBHO, a N0 (aKTy
MOATBEPKAEHUA Y NeBoYKM bonesHn doH MMnnens-JnHpay
TaKKe onepaTuBHO bbin 06cneaoBaHbl YeHb €€ CEMbMU.

B npodunbHoM nuTepaType yKa3biBaeTcA Ha TO, YTO
Yy 3HauMTeNbHOM YacT naumeHToB (bonee 40%) HabntopaeTcs
peuMamnB/nporpeccupoBaHue onyxonu, Tpebyloliee ponon-
HUTeNbHOrO fedeHus [7], B TOM YMCne C Ha3HauyeHWeM Tap-
reTHon Tepanum [20]. BMecTe ¢ TeM [0 HAacTOALLErO BPeMeHU
He CYLLeCTBYeT eMHOr0 NPOTOKO/A CUCTEMHBIX METOAOB fe-
UeHws, Kotopble MoK Bbl 3IGdEKTUBHO YMEHBLUUTL pasMep
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reMaHrobnactoMm. Mpy oTCYTCTBUM NOKa3aHW K HEMEAJIEH-
HOMY HelipoXMpypruyecKoMy BMELLIATENLCTBY ONPEeAENEHHbIE
MepCneKTUBbI CMELMANUCTbI CBA3BIBALOT C MPUMEHEHUEM Npe-
napaToB, UMEILLMX LieNleBOe BO3AECTBME Ha u3odopMy 2a
(akTopa, nHayumpyemoro runokcumei (HIF-2a) [1, 2].

CMHOPOM [LeTCKOro MO3XEYKOBOr0 MyTW3Ma BCTpevaet-
ca 'y 8-31% peTeld, NepeHECLUMX XMPYPrUYECKYH) PE3EKLMI0
OMyXoNi¥ B 3afiHEW 4YepenHoi AMKe. [locneonepauyoHHbIN
LETCKUIA LiepebennapHbIA CUHLPOM XapaKTepusyeTcs 3aMefi-
NIeHMEeM peyy, IMOLMOHANBHOM NabuibHOCTbI0, TMMOTOHMEN,
pucdaruen [24]. MyTnam Bcerga HOCUT BPeMEHHBIN XapaKTep,
4TO MOAYEPKMBAET 0c0b0e 3HauYeHNEe KOMMEKCHbIX MYNbTU-
OMCLMNIMHAPHBIX peabuinTaLmMoHHbIX MeponpUATUIA.

OxunaeMas NpojoMKUTENBHOCTb HU3HW NaLMEHTOB ¢ 6o-
nesublo GoH Munnens—Jnnpay cocrasnset 40—60 net [1, 71.
MpuumHa cMepTv BONbHLIX B MOLABNAOLIEM DOMBLUMHCTBE
C/ly4aeB CBfA3aHa CO CBETIOKNETOYHBIM MOYEYHOKJIETOUHBIM
PaKoM U OMyXONAIMW LLEHTpasNbHOW HepBHOI cucTeMbl. He-
CMOTPSA Ha J0BPOKaYecTBEHHOCTb reMaHrMobacToM, MMEHHO
YKa3aHHble ONyXosiu ABNSIOTCS MPUYUHOW CMEpTU NPUMEPHO
Yy NonoBKHbI BonbHbIX [1, 25].

MporHo3 Ans u3HM MauMeHTOB C remMaHruobnactoma-
MW 3aBUCUT OT MHAMBULYaNbHbIX 0COOEHHOCTEN TeYeHWs
OHKOJIOrMYecKoro npouecca u bonesuu ¢oH funnens—Juu-
Jay, a Takke 3QPEeKTMBHOCTM OMepaTUBHbIX BMELLIATENLCTB
1 KoHcepBaTuBHoM Tepanuu [1, 7]. Mbl pa3gensem nosvumio
S. Takayanagi 1 coaBT. [21], Y4TO NEPCNEKTUBLI YiyuLLEHMS
pe3ynbTaToB JieYeHUs NaLmeHToB ¢ bonesHblo hoH Mnnens—
JIuHpay cBsi3aHbl C pasBUTMEM NEPCOHaNN3VUPOBaHHOM/mpe-
LM3UOHHOA MeAuUMHbI. CyllecTBEHHOE 3HaueHWe WMeloT
CKPUHWHTOBbIE METOAbl MCCNeA0BaHUs, NO3BONAKLLME Bbl-
ABUTb BECCUMNTOMHBIE KIMHUYECKWE MPOSBNEeHUs 601e3HM
JaXe Yy HOBOPOXAEHHbIX feTei [26].

3AKJIOHYEHUE

OxapaKTepu30BaHHbI KJIMHUYECKUIA CNyYait EMOHCTPU-
pyeT 3HauMMoe YNyylleHWe KauyecTBa JKU3HU MaLMUeHTKM
16 net c TAXENOM hopMoit TeueHus bonesHn GoH Mmnnnens—
JnHpay B pesynbTate ANUTENbHON KOMMEKCHOW MeuLMH-
CKOM peabunutaumm, 0CyLLECTBIEHHO MEXANCLMNAMHAPHOM
KOMaH[o¥ cneuuanucTos.

HeraTuBHbIi MPOrHo3 no 0CHOBHOMY 3aboneBaHuio, MHO-
JKECTBEHHbIE OMyX0/M U BbICOKUIA PUCK MPOLOMIKEHHOTO pocTa
onyxosien He SBNSIOTCA NMPOTUBOMOKA3aHNEM K KOMMIEKCHOV
peabunuTaLymm, HanpoTMB, MHOTOKPATHOCTb KYPCOB W Hemnpe-
PbIBHOCTb MPOBEAEHUS PeabunTaLuMoHHbIX MeponpusTUiA
CNOCOBCTBYHOT YMEHBLLEHUIO CTENEHW MHBANIMAM3ALMM NALIM-
EHTOB C PEAKUMM reHETUYECKUMU CUHAPOMaMU.

AOMO/THUTE/IbHAAA UHOOPMALUA

Bknap astopos. A.C. MypoLuHMKoBa — NpoBefeHyie 1ccenoBanus, obec-
neyeHre MaTepyasoB [/ UCCNIEL0BaHS, HAaNMCaHWe YepHOBYKa pyKoMucK,
MpOBepKa W pefaKTMpOoBaHWe pykonucy, Budyanusaums; A.B. Metpuuen-
KO — Hay4Hoe 060CHOBaHMe, MeTOL0MoMIA, Kypauya [aHHbIX, MpoBepKa
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1 penaktvpoBanue pykonmcy; N.®. Octpeiiko, AH. Kysoenes, C.E. Xopo-
wwnos, A.®. KapennH — Hay4Hoe 060cHOBaHMe, obecreyeHmre MaTepu1anos
[LN1A VCCefoBaHws, KypypoBaHue npoekTa; E.A. CnupnaoHoBa — HayyHoe
obocHoBaHvie, obecreyeHre MaTepuanos AA UCCNeA0BaHMSA, KypupoBaHue
npoeKTa, peaakT1poBaHue pyKonucyt. Bee aBTopsl 0gobpunm pykonmce (Bep-
CUI0 NS NYBNMKaLMK), a TAKKE COracuMCh HECTV OTBETCTBEHHOCTb 33 BCe
acneKTbl paboTbl, rapaHTUPYA HafJlexalLiee pacCMOTPEHME W peLLenmre Bo-
MPOCOB, CBA3aHHBIX C TOYHOCTLIO M [JOBPOCOBECTHOCTbIO /060N €8 YacTwt.
Cornacue Ha ny6nukauumio. ABTopbI NOMY4MAW NUCEMEHHOE MHPOPMMPOBaH-
Hoe [106pOBONbHOE COMMacve 3aKOHHOTO MpeacTaBUTeNs NalMeHTa Ha nyb-
JIMKaLMI0 ero KOHPMAEHLMAbHBIX aHHBIX B HAy4HOM XypHare, BKIOYas ero
3MEKTPOHHYI0 Bepcuio (Aata nognucanma — 02.05.2024). 06bEM nybaukye-
MbIX [JaHHbIX C 3aKOHHbIM MPeACTaBUTENEM NaLMeHTa COMIacoBaH.
UcTounnkm dmHaHcupoanus. OTcyTcTByioT.

PackpbiTe uHTepecoB. ABTOpbI 3asBAAIOT 06 OTCYTCTBUM OTHOLLIEHWI, Aesi-
TeNbHOCTM W VHTEPECOB 3a MocneaHve TpU rofia, CBA3aHHbIX C TPETbMM
muaMm1 (KOMMEpYECKUMM 11 HEKOMMEPYECKUMM), UHTEPECH! KOTOPbIX MOryT
ObITb 3aTPOHYTHI COfEPIKAHMEM CTaTby.

OpuruHanbHocTb. Mpy co3aaHMM HACTOALLEN paboTkl aBTopbI He UCMob-
30BanM paHee onybIMKoBaHHbIE CBEAEHMA (TEKCT, MAMICTPaLWK, AaHHbIE).
JlocTyn K AaHHBIM. PefaKUMOHHas NOAUTVKA B OTHOLLEHWM COBMECTHOIO
MCoNb30BaHKs [JaHHbIX K HACTOALLIEH paboTe HeMpyYMeHUMa, AaHHbIe MOryT
BbITb OMybNMKOBaHbI B OTKPLITOM [LOCTYMeE.

[eHepaTUBHbIN WCKYCCTBEHHbIW WMHTesEeKT. [lpy co3faHuM HacTos-
Ler CTaTbi TEXHONOMWW TeHepaTMBHOTO WCKYCCTBEHHOMO WHTEN/eKTa
He Vcronb30Bani.

PaccmotpeHue 1 peuieH3npoBaHme. Hactoslas pabota nofaHa B ypHan
B MHWLMATUBHOM NOPSLKE W PaccMOTpeHa no 0bbIYHOM MpoLieaype.
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