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BeepeHue. MNpumepHo y 50 % nauueHToB ¢ Helipodubpomarozom 1-ro Tuna (HP1) passuBaiotcs nneKCUOPMHbIE Hell-
pocubpomsl (MH), KoTopble BbI3bIBAIOT 60Mb, HYHKLUMOHANbHLIE HAapyWeHUs U obe3obpaxusaHue. Y G6onbHbIx ¢ HO1
BCTPEYAIOTCA BACKyNONATUKM M HApYLIEHMA reMocTasa, M npu nonbiTke xupypruveckoro yaanedus MH moryt Bo3HMKaTb
XU3Heyrpoxatwouwme kpoBoTeyeHuna. CTaHgapTHbIM METOAOM fedeHus cumnTomatnyeckux MH aBnsaetca xupypruyeckoe
BMELATEIbCTBO, HO NOJIHAsA Pe3eKUMUs YacTo HeBO3MOXHa. pu 3ToM Bo306HOBNEHME pocTa TTH oTMeyaloT y 43 % nayu-
eHToB. CeNyMeTuHMG — UHTMOUTOP aKTUBUpPYeMOil MUToreHoM kuHasel (MEK) — obecneynBaeT 3HaunUTeNbHbI KOHTPONb
Hag MH B KNUHWYECKUX UCCNEA0BAHUAX U MPAKTUKE, YTO NOATBEPXKAAET BO3MOXKHOCTb €r0 KOMOUHUPOBAHUA C XUPYpPru-
YeCKUM NnevyeHmnem.

Llenb uccnepoBaHmna — OLEHNUTL pe3yNbTaThl XMPYPruYeCKOro NEYEHNUs B3POCbIX NALUEHTOB C cuMnNTOMHbIMK TH, onpe-
AeNUTb GaKTOpbl, CNOCOBCTBYIOWME PA3BUTUIO OCJOKHEHNUIT U PeLUAnBOB, M 060CHOBATD LIe1eCo06Pa3HOCTL NPUMEHEHNS
cenymeTMHUGA B KayecTse NocneayoLeil Tepanmu.

Marepuansb! u meTogbl. [poBeseH PeTPOCNEKTUBHbIN aHANU3 NedeHus B3pOCabIX NauueHTos ¢ HP1 u cumntomatnyecku-
Mu TMH, KoTopbiM ¢ utons 2022 . no ceHTss6pb 2025 T. 6bII0 BLINOAHEHO CUMNTOMATUYECKOE XMPYPrUYECKOe ieYeHue.
B uccnepoBaHue BkloYeHbl 15 nauueHToB (11 XeHWMH M 4 MyX4MHbl); MefuaHa obbema MH coctasuna 1023
(14,56-74 800,00) mn. HekoTopbiM 60NbHBIM NOTpe6OBANUCL MHOTO3TaNHbIe onepauuu. MegnaHa HabnoaeHUs cocTasu-
na 10,5 mec (95 % AU 3,75-23,00). Nokanusaumum MH: rpyaHas cTeHka — 1 cnyyaid, HUKHAA KOHEYHOCTb — 7, TOACHUYHAA
obnactb — 3, cnuHa — 2, AroanyHas obnactb — 2. B 3 ciydasnx B aHaMHe3e pa3BMaach 310Ka4YecTBeHHas onyxob 060/104-
Ku nepucepuyeckoro Hepsa, y 13 naumeHToB BbifBNEHa MyTaLusa B reHe NF.

Pe3synbTarbl. Xnpypruyeckoe BMelWaTebCTBo 06ecneynno obneryeHme CUMNTOMOB, HO MOBAEKNO 33 COBO0I 3HaUUTENbHbIE
0CNOXHeHus. MefaHa MHTpaonepauuoHHOM KpoBonoTepu coctaBuna 700 (5-32 000mn) M. Y 28 % nauueHToB Habnio-
JaNUCb OCNOXHEHUS, CBA3AHHbIE C 3aXUBNIeHWUeM paH, Y 5 (42 %) — KNMHUYECKOe U/UN1 PEHTTEHONOTUYeCKOe BO30OHOB-
neHue bonesHn. MeguaHa 6onesHb-cneunduyeckoi BexkMBaeMocTu coctasuna 32 mec (95 % AN 14-36). OgHa nauueHT-
Ka ymepna u3-3a pasBuBlieics koarynonatum (o6bem Kposonotepu — 32 fI, NPOJOMIKUTENBHOCTL Onepauun — 9 ).
CenymeTuHMG Ha3HayeH B nocneonepayoHHom nepuoge 3 (20 %) 6oNbHBIM C OCTATOUHBIM UAK NPOTPECCUPYIOLLUM 3a-
GonesaHueM. BeisiBneHbl cyliecTBeHHble pasnuuus B o6beme MMH B 3aBucumocTu ot nona (p = 0,009), a Takxe 3HaunMoe
BusHue obbema IMH Ha npogomxuTensHocTL onepauun (p = 0,041), 06bem kposonoTtepu (p = 0,011), pa3BuTue BTOPUY-
HOTo 3axuBneHus paHsl (p = 0,016) 1 Bo306HOBNEHNE pocTa onyxonu (p = 0,028). B3aumoces3b pa3BuTUsA 310KaY€CTBEH-
HoIt onyxonu 060104KK Neputepuyeckoro Hepea 1 obbema MH He BbisBneHa (p = 0,885).

3akntoueHue. Xupypruyeckoe neyerue MH otanyaercs 0coboil CNOKHOCTLIO B CBA3M C BbICOKOM YaCTOTOI Pa3BUTUA UH-
TpaonepawLMOHHbIX OCNOXHEHUIA, NPeXAe BCEro KPOBONOTEPU, U JAET NNLb BPEMEHHbIH 3 dekT. [TonyyeHHble 3aBUCUMO-
ctu (BnusHue obbema MH Ha 06beM KPoBONOTEPUU, NPOJOMIKUTENBHOCTb ONEPALIUM, PA3BUTUE BTOPUYHOTO 3aXKUBNEHUS
paHbl U Bo306HOBAEHMe pocTa MH) cTatucTyeckn 3HaYMMO NOLTBEPKAAIT PUCKM, aCCOLMMPOBAHHbIE C GONbIIMM pas3-
mepom [MTH. WHTepec Bbi3biBaeT Takke koppensuus obbema MH ¢ eHckuM nonom. NpumedarensHo, 4To HK Y OAHOTO Na-
LMEHT, NOJTyYaBLIEro CENYMETUHUG Noce onepayum, B HaCTosALLEe BpeMs He HAabN0[aeTCs POCT ONYX0/U, OHAKO Nepu-
0f HabaoaeHNs oYeHb Man. OTMeYaeTCA TEHAEHLUSA K BbIGOPY KOMOMHUPOBAHHOIO IEYEHNS, KOTAA arpecCUBHbLIE METOI
XUPYPrUM CONPOBOXKAAIOTCSA CBOEBPEMEHHbIM HazHayeHueMm MEK-uHrM6uTopos, YTo NpegoTepaliaert nosTopHbIn poct MH
U yNydllaeT/coxXpaHaeT LONrOCPOYHbIE KITMHUYECKUE U PEHTTEHONOTUYECKME Pe3yNbTaThl.

KnioueBble cnoBa: Helipotdnbpomaros 1-ro Tuna, naekcubopmHas Heipothnubpoma, Xupypruyeckoe nedeHue, KOMGUHM-
poBaHHOe niedeHue, UHrnbuTop MEK, cenymetnHn6, KauecTBo KU3HM naLmueHTa
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Introduction. Approximately 50 % of patients with neurofibromatosis type 1 (NF1) develop plexiform neurofibromas (PNs)
which cause pain, functional abnormalities and disfigurement. In patients with NF1, vasculopathies and hemostasis
disorders can occur, and surgical resection of PN can cause life-threatening hemorrhages. Standard treatment method of
symptomatic PNs is surgical treatment but complete resection is often impossible. Additionally, renewal of PN growth is
observed in 43 % of patients. Selumetinib, inhibitor of mitogen-activated protein kinase (MEK), allows to significantly
control PNs in clinical trials and practice which confirms the possibility of its combination with surgical treatment.
Aim. To evaluate the results of surgical treatment of adult patients with symptomatic PNs, determine factors promoting
development of complications and recurrences, and justify the use of selumetinib as a subsequent therapy.

Materials and methods. Retrospective analysis of treatment of adult patients with NF1 and symptomatic PNs who
underwent symptomatic surgical treatment between July 2022 and September 2025. The study included 15 patients
(11 women and 4 men); median PN volume was 1023 (14.56-74,800.00) mL. Some patients required multistage
surgeries. Median follow-up was 10.5 months (95 % CI 3.75-23.00). PN sites: thoracic wall - 1 case, lower limb - 7,
lumbar region - 3, back - 2, gluteal region — 2. In 3 cases, malignant tumor of the peripheral nerve sheath was reported;
in 13 patients, mutation in the NF gene was identified.

Results. Surgical intervention relieved symptoms but led to significant complications. Median intraoperative blood
loss volume was 700 (5-32,000 mL) mL. In 28 % of patients, complications associated with wound healing developed,
in 5 (42 %) patients - clinical and/or radiological disease recurrence. Median disease-specific survival was 32 months
(95 % CI 14-36). One patient died due to coagulopathy (blood loss volume was 32 L, operative time 9 h). Selumetinib
in the postoperative period was prescribed to 3 (20 %) patients with residual or progressive disease. Significant
differences were observed in PN volumes depending on sex (p = 0.009), as well as significant effect of PN volume
on a operative time (p = 0.041), blood loss volume (p = 0.011), development of secondary wound healing (p = 0.016)
and renewal of tumor growth (p = 0.028) was identified. There was no association between development of malignant
tumor of the peripheral nerve and PN volume (p = 0.885).

Conclusion. Surgical treatment of PN is characterized by increased difficulty due to high rate of intraoperative
complications, primarily blood loss, and leads only to temporary relief. The obtained dependencies (effect of PN volume
on blood loss volume, operative time, development of secondary wound healing, and PN growth renewal) is statistically
significantly confirms risks associated with high PN size. Correlation the volume of PN volume with female sex is also
of interest. Notably, none of the patients receiving selumetinib after surgery had tumor growth, but follow-up is very
short. A trend is observed towards selection of combination treatment where aggressive surgical techniques
are accompanied by timely MEK prescription which prevents repeat PN growth and improves/preserves long-term
clinical and radiological results.

Keywords: neurofibromatosis type 1, plexiform neurofibroma, surgical treatment, combination treatment, MEK
inhibitor, selumetinib, patient quality of life

For citation: Tararykova A.A., Valiev A.K., Salkov A.G. et al. The role of selumetinib in combined treatment of plexiform
neurofibromas: postoperative strategy in adult patients with neurofibromatosis type 1. Sarkomy kostei, miagkikh
tkanei i opukholi kozhi = Bone and Soft Tissue Sarcomas, Tumors of the Skin 2026;18(1):39-49. (In Russ.).
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BeepeHue

Inexcudopmurie Heitpobuodpomsr (ITH) sBisttores
OIHUM M3 HanboJjiee KIMHIISCKN 3HAYMMBbIX ITPOSIBJICHMIA
Helipodudpomarosza 1-ro tuma (HP1) m BcTpewarorces
y 30—50 % nauuenToB. JlaHHas MMAaTOJIOIKS 4aCTO COMpSI-
KEeHa C BBIpaXXeHHOM 00J1b10, (GYHKIIMOHAIbHBIMM Ha-
PYIICHUSIMHU, KOCMETUYESCKUMU IeheKTaMi U PUCKOM
Mayurau3anuu (1o 10—15 % citydaeB TpaHchOpMAaLIAK B 3710~
KaueCTBEHHYIO OITyXOJIh 000JI0UEK Iepr(epruIecKoro Heppa
(MPNST)) [1-3]. ¥ B3pocabix mateHToB [TH xapakrepu-
3YIOTCS 00JIee BEICOKOM TUIOTHOCTBIO M BOBJICUCHIEM Mark-
CTpaTbHBIX HEPBHO-COCYIUCTBIX CTPYKTYP.

IIpu noKaIM30BaHHBIX CUMITTOMHBIX OITyXOJISIX CIH-
CTBEHHBIM PaIUKaJIbHBIM METOIOM SIBJISICTCS XUPYpPrude-
ckoe jedeHune [4—6]. OmHaKo CIIOXKHOCTD ITOJIHOIO yaaie-
Hus ITH oOycnoBieHa MHOIroO4aroBOCTbIO, BhIPAXKEHHOM
BacKyJsipu3auueit 1 mud@y3HbIM paciipocTpaHEeHUEM OITy-
XOJIEBOM TKAaHU BIOJIb HEPBHBIX CTBOJIOB. B ymTeparype
OITCaHa BRICOKAS YaCTOTa Pa3BUTHSI PELIMINBOB IaXKe IT0-
cjle TeXHUYEeCKM ynayHoil pesekuuu: B 40—50 % ciydyaeB
otMeyvaetcs pocT ITH B TeueHue nmocnenyromux jet [7, 8].
CoBpeMeHHbIe JaHHbIe YKa3bIBalOT Ha 3(P(PEeKTUBHOCTH
nHrnouTopoB nytu RAS/MAPK, npexne Bcero cemyme-
TUHUOA, B KOHTpoJie Had pocTtoM ITH. PesynabraTsl Kiu-
HUYECKUX UCCAeAOBaHUMN 3P GEKTUBHOCTH 3TOTO TIperna-
pata y gereii (SPRINT) u B3pocaeix (KOMET)
IMOATBEPXKIAIOT BEICOKYIO YAaCTOTY OOBEKTUBHBIX OTBETOB
(20—70 %), cHIKeHMe 6OJIEBOTO CUHAPOMA U YJIydlleHHe
Ka4yecTBa KM3HU ITaIleHTOB IIPU YIOBJICTBOPUTEIHHOM
mpoduie 6e3onacHocTH [9—11].

Tem He MeHee ocTaeTcsl OTKPHITHIM BOITPOcC 00 3pdek-
TUBHOCTU XUPYPTAYECKOTO JICUCHHS Y B3POCIIBIX MAIlCH-
TOB ¢ cumnToMHbiMu ITH u nenecoobpaszHoctu nociemy-
Iollell CUCTEMHON Tepalluy CeTyMeTUMHUOOM, OCOOEHHO
P CJIOKHBIX aHATOMUYECKUX JTIOKATU3ALIMSIX OITYXOJIU
[12, 13].

Ieab ncenenoBanns — OLICHUTH PE3YJIBTAThI XUPYPIH-
YeCKOTO JICYCHUS B3POCIBIX ITAIIMEHTOB C CUMIITOMHBIMU
ITH, omnpenenuth (paKTOPHI, CITOCOOCTBYIONINE PA3BUTHIO
OCJIOXKHEHUU 1 pelluIuBOB, 1 000CHOBATH 1ieJiecoo0pas3-
HOCTh IPUMEHEHMS CeIyMETHHNOA B Ka4eCTBE ITOCTICIY-
IOLEH Tepallvu.

Marepuanb! u metopbl

B 2022—2025 rT. mpoBeAeHO OTHOLIEHTPOBOE PETPO-
CIIEKTUBHO-IIPOCIIEKTUBHOE MCCIICIOBAHNE, BKIIOYABIIICEe
B3pocibix nanueHToB ¢ H®1 u cumnromusimu ITH, Ha-
XOIVBIIIMXCS MO HAOIIONCHNEM U TTOIYIaBIINX JICUCHUE
B HamnoHaipHOM METMIIMHCKOM MCCIIEIOBATEIbCKOM
ueHtpe onkoioruu uMm. H.H. bnoxuna. Jluarnoz H®1
YCTaHABJIMBAJIM HAa OCHOBAaHUM KJIMHWYECKUX W/WJIM Te-
HETUIECKNX KPUTEPUEB B COOTBETCTBUHU C MEXIYHAPOI-
HBIM KOHCeHcycoM [1].

B aHanu3 BkiIoyeHk! 15 maureHToB, CpeaHUiA BO3pacT
Kortopbix coctaBuia 32,00 + 8,17 roma. CpegHuii oobeM
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Tabnuua 1. Xapakmepucmuka nayueHmos ¢ naeKcugopmHsIMU Helpo-
ubpomamu, BKII0YeHHbIX 8 uccredosaHue, n (%)

Table 1. Characteristics of the patients with plexiform neurofibromas
included in the study, n (%)

TToka3zareb 3Hauenue 95 % IN
Jloxanu3anust omyXoJu:
Tumor site:
IpyIHAs CTeHKa 1(6,7) 0,2—31,9
thoracic wall
HVDKHSISI KOHEYHOCTD 7 (46,7) 21,3-73,4
lower limb
MOsICHUYHas1 00J1acTh 3(20,0) 4,3—8,1
lumbar region
CIMHA 2 (13,3) 1,7-40,5
back
SATOJUYHAasA 00JIaCTh 2 (13,3) 1,7—40,5
gluteal region
MPNST:
HeT 12 (80,0) 51,9-95,7
absent
ecThb 3(20,0) 4,3—48,1
present
Myrauus B reve NF:
NF gene mutation:
HEU3BECTHO 2 (13,3) 1,7—40,5
unknown
ecThb 13 (86,7) 59,5-98,3
present

Ilpumenanue. 11 — dosepumenvruiii unmepsas; MPNST —
3/10Ka4ecCmeeHHas onyxoab 0bon0uex nepuqbepultecxoeo Hepea.
Note. DI — confidence interval; MPNST — malignant peripheral nerve
sheath tumor.

ITH Ha MOMEHT NnepBUYHON KOHCYJbTAallMUM COCTaBUJI
1023 (14,56—74 800,00) mu1. B 21 % ciny4aeB IiaHUpOBa-
JIOCh 3TAITHOE XUPYPTUYECKOE YAAJIEHUE OITyX0au. Menu-
aHa nepuona HabmoaeHus coctaBuia 10,5 Mec. XapakTe-
puctuka nauueHToB ¢ ITH npeacrasiena B tadu. 1.

V 20 % manueHTOB B aHaMHe3€e ObLIa 37I0KaYeCTBEH-
Hasl OITyXOJb O000JI04eK IepucepruIeCKUX HEPBOB
(MPNST); manHBI KpUTEPUl HE SIBISIICS MCKIIIOYAIO-
LM, TTOCKOJIBKY BCEM OOJIBHBIM paHee IIPOBEICHO KOM-
OMHUPOBAHHOE JICUCHNE, 3 HA MOMECHT BKJIIOUCHMSI B HIC-
cJIemoBaHME IIPU3HAKOB IIPOrpPeCcCUpPOBaHNs 3400 IeBaHUS
BBISIBJIEHO HE OBLIO.

[eHeTyeckoe TeCTUPOBaHME BBITTOJTHEHO Y OOJIbLIMH-
CTBa MalMeHTOB; MyTauus B reHe NF1 BoisiBiieHa B 87 %
CJIy4aeB, YTO COOTBETCTBYET JaHHBIM JINTEPATYPHI O BBI-
cokoii neHeTpantHoct HO [14, 15].

Kpurepun BKIIIOUeHUS B UCCIIEIOBAaHUE:!

* moATBepxXAeHHbIN quarHo3 HP1 (mo kinHu4YecKum
1/WIA TeHETUYECKUM KPUTEPUSIM);
» Haymuue [TH pasmepom >3 cMm;
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* HaJIM4uMe BBIpaXXEHHOM CUMIITOMATUKM (001b >3 0aj-
JIOB TI0 YK CJIOBOY peUTHUHTOBOI 11KaJIe, repopMalis,
(bYHKIIMOHAIBHBIE HAPYIIICHUS );

* BBHINIOJTHEHUE XUPYPTUUECKOIO BMEIIIATeIbCTBA B YC-

JIOBUSIX CIICIIMAIM3UPOBAHHOTO OHKOJIOTHYECKOTO

LIeHTpa.

OlieHKa TaHHBIX BKJIIOYAIa:

oobem ITH (mi);

* TIPOIOJDKUTEIIPHOCTD XUPYPTUIECKOTO BMEIIATE/Ib-

CTBa U 00bEM MHTPAOTIEPALIMOHHOM KPOBOIIOTEPH;

* BTOPMYHOE 3aXKMBJICHHE TTOCICONIEPAIIMIOHHON PaHEbI;
* BpeMsI 10 KIIMHUYECKOTO MJIM PEHTTEHOJIOTUYECKOTO

B0300HOBJeHUs pocTa [TH;

* (baxT Ha3HAYCHUS TTOCICAYIONICH TepaIuy CeIyMETH-

HUOOM.

CraTuCTUYECKUI aHAIN3 BBIIOJHSIIN C UCITOJIb30Ba-
HUEM IporpamMmMmHoro obecneuenus StatTech v.4.10.4
(00O «Crarrex», Poccus). MUcTOUHMKOM TaHHBIX SIBJISII-
Cs PEeCTp OIIYyXOJIEM MSATKMX TKaHEW, KOCTeH M KOXU
(ACHC).

Pe3synbrathbl

[lepBOoHaYaTEHO MBI BHIIIOJIHUINA KOPPEISIIUMOHHBIN
aHanu3 B3auMocBs3u oobema ITH ¢ Bo3pactom u nmojiom
nauueHToB. Accolanus Bo3pacta ¢ oobemoM ITH He BbI-
spieHa (p = 0,960), Ho ObL1a OOHapyKeHa 3HaYMMasl B3a-
MMOCBSI3b Ipu olieHKe oobema ITH B 3aBucUMOCTH OT 110-
na (p = 0,009; U—kpurepuit Manna—Yurtnau) (tabin. 2).
B HameMm mcciaenoBaHMM y TMALIMEHTOB MYXKCKOTO I10Ja
ob6beM ITH 6611 Ha TTOpsIIOK 00JIbIiIE, YeM Y OOJIbHBIX XKEH-
CKOTO IT10J1a, TIPY 3TOM 3a00JIeBaHME Yallle BCTPEUaoCh
Y >KEHIIMH.

Takzke MBI MpoaHAJIM3MPOBAJIM B3aUMOCBSI3b 00beMa
ITH u nokanu3auuu OImyxoJu; CTaTUCTUYECKUX pa3TIUInii
BBIsIBIICHO He 0b110 (p = 0,135; kpurepuii Kpackera—Yoir-
nuca) (tabn. 3). Cpennuit o6vem I[TH coctasun 1023 mut.
CorracHO TaHHBIM, IIPEACTABICHHBIM B Ta0J1. 3, OOIBIIMIA
o06beM ITH Habmonancs B STOAUYHOM Y MTOSICHUYHOM 00-

Tabnuua 2. 06vem niexcupopmHbix Helpogubpom 8 3asucumocmu
0m nosaa NayueHmos, M

Table 2. Volume of plexiform neurofibromas depending on the patient’s
sex, mL

Ilon Me Q,-Q, p

Kenckuii (n = 11)

Female (n = 11) 621,60

229,54—1721,10
0,009

Myxckoit (n = 4)

Male (n = 4) 6006,00 4514,62—24 055,00

Ilpumenanue. 3deco u 6 maba. 3, 4: Me — meduana;
0, — 1-i keapmuav; O3 — 3-ii Keapmunb.
Note. Here and in tables 3, 4: Me — median; Q

Q, — I" quartile;
0, — 3" quartile.
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Tabnuua 3. 06bem niexcugopmHbix Helipogubpom 8 3asucumocmu
0m JIOKAAU3ayUU ONyXoau, M

Table 3. Volume of plexiform neurofibromas depending on tumor site

Jlokanmu3anus

onyxo.u Me Q—Q, p

IpynHas creHka
(n=1)
Thoracic wall

(n=1)

14,56 14,56—14,56

Huxnsist KoHeu-
HoCTb (n =T7)
Lower limb (n = 7)

364,00 229,54—-2335,80

TMosscHnuHas
obaactb (n = 3)
Lumbar region
(n=3)

0,135

4872,00 2806,97—6006,00

Cruna (n = 2)

Back (n = 2) 2232,75

1627,88—2837,62

ArognuHas
obmactb (n = 2)
Gluteal region
(n=2)

38609,60 20514,40—56704,80

JIACTSIX, OMMHAKO CTOMT OTMEHMTD, UYTO TPAHUIIBI AHATOMUYE-
CKUX obmacTeii mpu ruraHTckux oobemax ITH B kimnHuueckoit
MIPaKTUKE TOBOJIBHO Pa3MBITHI, MbI OPMEHTUPOBAIMCH Ha pe-
3yJIBTaThl PEHTTEHOIOTMUECKIX MCCIICIOBaHMIA. TakoKe He BBI-
sgBJieHa B3auMocBa3b oobema ITH u pasButus MPNST
(p =0,885).

BroisienieHo Biausinue oobeMa I1H Ha nmpomomkuTesb-
HocTh omepannu (cpemHee — 200,00 + 144,27 muH)
(p = 0,041) m oobem kpoBomnorepu (700 M) (p = 0,011).
C nmomoupio ypaBHEHUS MapHO# JMHENHON perpeccuu
MBI IIPOAHAIM3NPOBAIIM 3TY 3aBUCUMOCTD. Tak, IIpu yBe-
nmmueHun oobema ITH Ha 1 M cnenyeT oxxuaaTh yBeauue-
HUSI TpoaoJoKuTenbHoCcTH onepanmu Ha 0,002 MuH, a 00b-
ema kpoBonotepu — Ha 0,054 M. ITonyyeHHasT Moxenb
o0bsacHsieT 8,7 % HabI0gaEMOI AUCIIEPCUU BpEMEHU
onepauuu u 1,4 % HabmogaeMoii qucnepcun oobemMa Kpo-
Bonorepu (puc. 1, 2).

CaMplii 60JIBIIION 00BeM KpoBomoTepH (32 J1) 1 IIpo-
JIOJDKUATETbHOCTH onepaiiuu (9 1) 3apmKcrpoBaHbl MpH MO~
nbITKe pe3ekiuu rurantckoi ITH sroguuHoit obnactu
y manyeHTKu 38 net. K coxanenuio, 00abHasI He TiepeHec-
JIa omepalyio 1 ymepia. [IpruamHbI cMepTH: KpOBOTEUYCHHE,
TreMOPParunIeCcKuii 10K, OCTPast CEPACUHO-COCYINCTAsI He-
JIOCTAaTOYHOCTh, OCTpasl IIeYCHOYHAsI W ITOYeuHass HeIdo-
CTaTOYHOCTh, OCTPOE MOBPEXIECHUE MUOKapaa. B anam-
He3e y MalMeHTKY ObITo KOMILIeKCHOe JedyeHne MPNST
MSITKMX TKAaHEU MPaBOM HYZKHEW KOHEYHOCTU: aMITyTallys
Ha YPOBHE BepXHEM TPETU roJIeHN, XUMUOTEPAITHSI II0 CXe-
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Puc. 1. 3asucumocms npodomKumensHoOCMU onepayuu om obbema niek-
cughopmHbix Helipogubpom (2paghuk pezpeccuoHHol ¢yHKyUU)

Fig. 1. Dependence of operative time on plexiform neuroblastoma
volume (regression plot)

me CYVADIC, mupokoe nuccedyeHne OImyXoiau 1o MOBOAY
peunauBa n xumuorepanusg no cxeme IE. O6bem ITH
B IaHHOM CJiy4ae cocTaBuI 4326 MIL.

3aTeM ObLIM MPOaHAIM3UPOBAHbI MUCXOIbI OEPALIMIA,
HUX OCJIOXHEHMS B BUAE BTOPUYHOIO 3aKUBIICHUSI PaHbI
U IIporpeccupoBaHms 3a00j1eBaHuUs (Ta01. 4).

O61weM ITH saBasteTcs craTuCTUYECKM 3HAYMMBIM TIpe-
JUKTOPOM BTOPUYHOIO 3aXXMBJIEHUs paHbl (ILIOLIAIb
noxa kpuBoii (AUC) = 0,925; 95 % noBepuUTeIbHbIA WH-
tepsan (AW) 0,733—1,000; p = 0,016) 1 KIMHUYECKOIO
nporpeccupoBanus (AUC = 0,886; 95 % AU 0,669—1,000;
p = 0,028). INoporosoe 3naueHue oobema I[TH mwrst BTO-
PUYHOTIO 3aKMBJICHMS paHbl (HaMBBICILIEE 3HAYCHUE WH-
nekca KOnena) cocraBuino >3442,5 My (4yBCTBUTETbHOCTD

mn/
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Puc. 2. 3asucumocms 06vema kposonomepu om ob6bemMa naeKcupopm-
Hbix Helipogubpom (epaguk pezpeccuoHHol GyHKyuU)
Fig. 2. Dependence of blood loss volume on plexiform neuroblastoma
volume (regression plot)

U CTIIeM(PUIHOCTD MOJTYYEHHOM ITPOTHOCTUYECKOM MOJEIN
coctaBuin 100 1 90 % coorBercTBeHHO). [Toporosoe 3Ha-
yeHue oobeMma [1H, accoummpoBaHHOE C IpOrpeccrupoBa-
HUEM 3a00JIeBaHMS, OKA3aJI0Ch PABHBIM >2419,2 M1 (4yB-
ctBUTeNbHOCTD — 100 %, cieuuduunocts — 71,4 %).

Taxke mpoBeaeH aHaINU3 00JIE3HBb-CITEU(IIESCKOM
BeikuBaeMocTu (BCB) y 12 mauuenToB. Y 42 % G0IbHBIX
3aperuCTPUPOBAH ITOBTOPHBIA POCT WM MPOTPECCUs
ocrasimxcs [TH, mennana BCB coctaBuna 32 mec (95 %
AU 14-36) (puc. 3).

B nepsrie 10 Mec HabMOIeHNST OTMeYaach BbICOKast
BbIKMBaeMOCTh (91,7 %) ¢ MOC/IeAYIOIIUM €€ CHIKEHHEM
10 76,4 % K 15-My Mecsilly U BhIpa>KeHHbIM YXYAILIEHUEM
B IIO3[HEM II€pUOJe HAOIONECHUSI.

Tabnuua 4. 06vem naexcugopmHbix Helipogubpom (TH) 8 3asucumMocmu om BMOPUYHO20 3AKUBAEHUS PAHbI U NPOPECCUPOBAHUS 3A60eBAHUS, M/

Table 4. Volume of plexiform neurofibromas (PNs) depending on secondary wound healing and disease progression, mL

Oonem ITH (M)
ITokasatesn
P
Me Q—Q, n
BropuuHoe 3axxuBiIeHIE paHbI:
Secondary wound healing:
HET 492,80 193,35-952,73 10 0.016
absent >
na 4461,00 3898,12—22354,00 4
present
ITporpeccupoBaHue 3a001eBaHUS:
Disease progression:
HET 301,92 121,63—2032,05 7 0,028
absent
na 4326,00 4050,00—7140,00 5
present
CapKoMbl KOCTei, MATKMX TKaHeit 1 0nyXonu Koxm 2026 | Tom18 | Ne1
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Fig. 3. Disease-specific survival of the patients with plexiform neurofibromas

B 2 u3 4 cnyyaeB nmporpeccupoBaHus 3a00IeBaHUS
Ha3HayeHa Tepanusl ceiymaTeHuOoMm, B 1 ciiyyae, He J0-
XKHUIasICh BO3OOHOBIICHUSI POCTA OIYXOJIM, — B CPEeIHEM
yepe3 17 mec (MuH.—Makc. — 1—36 mec). [1pu KopoTkom
Iepruoae HaOMIOMSHNS B 3 MeC OTPUIIATSIbHOM TUMHAMUKHI
HE BBISIBIICHO, OIHAKO OH, 0€3yCJIIOBHO, HEIOCTaTOUCH
IIJIST aieKBATHOM OILICHKH Pe3y/IbTaTOB JICUCHUS.

06cyxaeHune

Yacrora paszButus I1H B momnynasiuuu mauuMeHTOB
¢ H®1 cocraBiser okoso 30—50 %, 4TO COOTBETCTBYET
HalMM HabmogeHusMm [2, 3, 4, 6, 14, 16]. Dtu onyxonu
MIPOSIBJISIIOTCS. B paHHEM JIETCTBE, XapaKTePU3YIOTCS TUD-
(Gy3HBIM MHPUIBTPUPYIOIIUM POCTOM, MOTYT JTOCTUTaThb
3HAYUTEJBbHBIX pa3MepOB U BOBJIEKATh MHOXKECTBCHHBIC
HepBHBIE cruieTeHus [2, 3, 6]. ITo gaHHBIM 3apyOeXXHBIX
aBTOpOB, 00j1ee 50 % manmeHToB ¢ ITH McnbITHIBAIOT Te
WIN WHBIE OCIOXHEeHUs (00JIb, KOMIIPECCHS HEPBOB
WM OPraHoB, ABUIaTe/IbHble HapylleHus U 1p.) [6, 15,
17]. OcobeHHOCTH TeueHUs 3a00JIeBaHMSI B HALLIMX CJTy4a-
sax (HampuMep, pacrpoctpaneHue ITH Bmoab KpymHBIX
HEPBHBIX CTBOJIOB, MHOXXECTBEHHOCTDb 09aroB) ITOATBEPXK-
JIal0T XapaKTepHbIe YepThl 3TUX omyxojeil: [TH MoryTt Bo3-
HUKAaTh IIPaKTUYECKU B JII000I 00J1aCTU Teia BAOJIb ITEpr-
depryeckrx HepBOB (MCKITI0YAs LICHTPAIbHYIO HEPBHYIO
CHCTEMY) M 9aCTO OXBaTHIBAIOT Cpa3y HECKOJBKO aHATO-
MHUYECKHUX 30H [3, 6, 14]. Kak u npyrue aBTOpBI, MBI BbI-
SIBUJIM OHKoJiornueckuii moteHuuan [TH: otMeueHs city-
yan Mmaymrau3annu [TH (MPNST). M3BecTHO, 4TO pricKk

CapKoMbl KOCTE, MATKUX TKAHEil 1 0NyXoan KoXu

351oKkayecTBeHHOM TpaHcdopmanu [TH gocturaer ~10 %,
y 8—13 % nauuenroB ¢ H®1 B TeyeHue XMU3HU pa3BUBa-
torcss MPNST [2, 3, 6, 14, 17—19]. YacToTra pa3BuTus
MPNST, o HammM HabGaoaeHuSIM, cocTaBuia 23 %.91o
00CTOSITETLCTBO HAIIPSIMYIO BIIMSIET HA BEDKMBAEMOCTD: CO-
IJIACHO MEXXIyHAPOIHBIM JaHHBIM 3JI0Ka4eCTBEHHBIC OITy-
xomu (rmpeumytiectBeHHO MPNST u 1imoMbl) SIBIISTIOTCST
OCHOBHOM NPUYMHOM COKPAILICHUSI IIPOAOJIKATEIbHOCTHU
xu3Hu py H® 1. Takum 06pa3om, ¢ yueTOM BO3MOKHOCTH
IIPOTPEeCCUPOBAHNS 3a00JIeBaHS Y MAJTUTHU3ALIMH OITyX0-
JIell HeoOXOIMMBI OHKOJIOTHYECKasT HaCTOPOKEHHOCTh
U JUTATEJIbHBIM MOHUTOPUHT nauueHToB ¢ [TH.
Xupypruueckoe jiedueHue I1H siBisieTcst cioxHou 3a-
Jadeit, o0COOCHHO IPH ITPOTPECCUPYIOIIVX VT AHATOMITISCKI
Hepe3eKTabeIbHbIX OMyXoJisiXx. B monasisitoiiemM OOJIbILIMH-
CTBe ciydaeB (II0 pa3HbIM OLeHKaM, B 85—90 % ciydaeB)
IIpY JTAaHHOW MATOJIOTMY HEBO3MOXHA paIvKalbHas pe-
3eKIus oIyxoiu [5—8]. OcHOBHBIC TPUYMHBI 3TOTO —
nrddy3HOe pacrpocTpaHeHNE OITYXOJIH 10 X0y HEPBHBIX
CTBOJIOB, IIPOPACTaHUE B OKPYKAIOIINe TKAH! 1 OJIM30CTh
KM3HEHHO BaXXKHBIX CTPYKTYP [7, 8]. Halir onbIT monTBepxk-
JlaeT MUPOBBIC TCHACHLMU: ITOJTHOE yOaJICHNE KPYITHBIX
ITH 3avactyio conmpoBOXaaeTcsl HeprueMIeMbIM UHTpa-
OITepPalIMOHHBIM PUCKOM M Pa3IMYHBIMM OCJIOKHECHUSIMHU.
Jaxe mmpy IpoBeACHUN MHOTOA3TAITHBIX XUPYPTAISCKUX
BMEIIATEIbCTB YaCTO OCTAETCS OIyX0JIeBast TKaHb, UTO IIPH-
BOIUT K peUMIMBUPOBaHMIO. [10 TaHHBIM JIMTEPaTypHI,
YacTOTa Pa3BUTHS PEIIUANBOB IIOCIIE XUPYPTUUECKOTO Jie-
yeHud [TH nocruraer 18—68 % B 3aBUCMMOCTH OT IIOJTHO-
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THI yIAJICHUSI OITyXOJIH, a ITIOCICONePAlIMOHHBIC OCTOXKHE-
HUus1 (KpoBOTe4eHUsI, HUHPEKUUd, ycyryoseHue
HEBPOJOTMYECKOro neUIINTa U Ip.) BOZHUKAIOT IIPH-
MepHO y 17—19 % nauuenros [18, 19]. B Haleii KoropTe
TaKKe OTMEYEHBI CIyIar pa3BUTHSI IOCIEOIEePAIMOHHBIX
OCJIOXKHEHMI U PELIMANBOB OITyXOJI, OCOOEHHO IIpU MO~
MbITKaX pe3enrpoBaTh oommpHbie ITH ¢ BpactaHuem B Ma-
TUCTpajibHbIE COCYIMCTO-HEPBHBIE My4YKU. Takum oOpa-
30M, POJIb XMPYPTrU4eCKOro MeTojla OTpaHMYEeHA, e€TO
IIPUMEHEHHE 11eJIeCO00pa3HO IIPY OTHOCUTEIHHO JIOKAJIH-
30BaHHbIX [TH, KOoTOpHIE ITOTeHLMAILHO MOTYT OBITh yaa-
JIEHBl MOJIHOCThIO 0€3 HaHeCeHMUsI 3HauYMMOTo yllepba
(GYHKIMSIM.

B mocneaHme rombl MOSIBIIEHNWE TapreTHOM Teparu
CYIIECTBEHHO M3MEHMJIO TTOIXO K JICUCHUIO Hepe3eKTa-
6enpubix [TH mpu HD1 [10, 11, 20]. CenymMeTUHNO — UH-
ruouTop akTuBrupyeMoit MutoreHoM KuHasbl (MEK ctan
IIePBBIM OTOOPEHHBIM CPEICTBOM IIJISI CUMIITOMHBIX HeE-
onepabenbHbix [TH y gereii, mpoaeMOHCTpUPOBABIIUM
CIIOCOOHOCTh CTAOMJIM3UPOBATH U 1aXKe YMEHbIIATh 3TU
omyxoji. Pe3ysbraTel MexKIyHapOIHOTO MHOTOIICHTPOBOTO
uccaenoBanuss SPRINT II ¢a3bl (meTn) mokasanm BBICO-
Ky10 3¢ (HEKTUBHOCTb 3TOTrO IMpernapara: 00beKTUBHBIN
OTBeT (JaCTUYHASI PErpecCHsi OMyXOJIH — YMEHBIICHHUE
o6bema omyxonu Ha >20 %) nocTurHyT npumMepHo y 70 %
MmarueHToB. [Ipudyem moydeHHbIE OTBETHl HOCUIM IOJITO-
BpeMEHHBII XapakTep: 6ojee ueM y 50 % maimeHTOoB AeT-
CKOTO0 BO3pacTa CoKpallleHre o0beMa omyxoau Ha >20 %
JepKaytoch CBhIIIe roga. CpearHee MaKCUMAJIBHOE YMEHbB-
HIeHre o0beEMa OITyxoH coctaBuiio okoiio 30 %. Ha done
Teparnuy CEIYMETUHNOOM OTMEUEHO 3aMeIJICHUE eCTe-
CTBEHHOTO ITPOTPECCUPOBAHUS 3a00JIEBaHUS: TaK, 3-JI€T-
HSISI BBDKMBAeMOCTb 0€3 IMPOTPeCcCUpPOBaHUS COCTAaBUIA
0K0J10 84 %, TOrma Kak B MCTOPUYECKUX KOropTax 6e3 Jie-
YeHUs OHa He mpesblmaia 15 %.

I[MoMuMo BIUSITHUS Ha pa3Mephl OIyXOJIH, TOT IIpe-
rmapaT 3HAaYMTEIbHO YIIyYIal KIMHUYECKOE COCTOSIHUE
MMAIIMEHTOB. YK€ uepe3 IOl TepaIllii PeTUCTPUPOBAIM 3HA-
YUMOE CHIDKCHME MHTEHCUBHOCTU XPOHUYECKON 00
(B cpemHeM Ha 2 6aJria 110 YMCIOBOM pEeUTUHTOBOM IIIKaJIe,
YTO CYMTACTCSA KIIMHIISCKN 3HAYMMBIM YJTydieHeM). Tak-
K€ TIOBBICHJIMCB ITOKA3aTeJI Ka4eCTBA XXU3HU U (PYHKIIIO-
HaJIbHBIE TTapaMeTphl: y 48 % neteii (1 58 % vx ponureneii)
OTMEYEHO YJIydllleHe KauyecTBa Xu3Hu, y 50 % nalueHToB
YMEHBIIWIOCH BIMSIHUE 00U HA TTOBCETHEBHYIO aKTHUB-
HOCTb, Y 56 % BO3pociia MblllieyHast cuia, y 38 % — 00beM
IBUXEHUI B mopaxeHHol obOjactu. IlokazaTenbHO,
YTO HEKOTOPHBIC IETH, MHOTO JIET CTPaIaBIIIIE OT 00JIEBO-
IO CMHAPOMA, CMOIJI OTKA3aThCs OT aHATIBICTHKOB OJ1aro-
naps perpeccun 6oiu Ha poHe cenmymetnHuo6a. [poduin
TOKCUYHOCTH TIpeIapaTa B OCHOBHOM COOTBETCTBOBAJ
I-II crenenu (ToITHOTA, MMApEsi, KOXHAS CHIIIb U T. 1.)
U CUMTAJICSI IIpueMieMbIM; Juiib 10 % malLueHTOB Ipe-
KpaTWIN TEPAIUIO U3-3a pa3BUTHS HEXeJIaTeIbHBIX SIBJIe-
Huii. Takum o6pa3om, pe3yabTaTbl KIMHUYECKOIO UCTIbI-

CapKoMbl KOCTel, MATKNX TKaHeN 1 ONyXONU KOXK

tanugd SPRINT BmepBhle mnpoaeMOHCTpPHUpPOBAIU
BO3MOXXHOCTb MEIUKAMEHTO3HOTO KOHTPOJISI Hall pPOCTOM
ITH u oGaeryeHus: CBSI3aHHBIX C 9TOM OITYXOJIbIO CUMIITO-
MOB y TIeAMAaTPUICCKUX TTAIITUEHTOB.

Pesynbrarhl qanpHEUINX UCCIICAOBAHMI IIOATBEPIM -
111 3(pHEKTUBHOCTD CETYyMETHHIOA M BO B3POCIIBIX KOTOP-
tax. B 2025 . onyGIMKoOBaHbI pe3yJIbTaThl PAaHIOMU3UPO-
BaHHOTO IUIalie00-KoHTpompyemoro rccrnenoBanuss KOMET
¢azp1 11 (B3pocieie ¢ HP1) — mepBoro B cBoeM poze ist 3Tk
BO3pacCTHOM IpyIinbl. XoTs uyBcTBUTENBHOCTL [TH K Teparviu
y B3pPOCJIBIX TAIIMEHTOB OKAa3aJIach HIDKE, YeM y JeTCH, Celry-
METUHMO 3HAaYMMO MPEeBOCXOAUJ ILIale0o0 I0 IJIaBHOMY
IMoKa3aTei0: 9acTOoTa 00OBEKTUBHOTO OTBETa JTOCTHUIJIA
~20 % npotus 5 % B rpynmne miaue6o (p = 0,011) [9, 13,
21]. Y ocranbHBIX 00JIBHBIX Ha (hOHE TepaIluy 3TUM TIpe-
ITapaToM Tak:Ke Jallle Ha0Ionaa0Ch YaCTUIHOE YMEHBIIIE-
HHE pa3MepOoB OITyX0JIu 0e3 (popMaTbHBIX KPUTEPHUEB OT-
BeTa, TOrga KakK B Tpymme Iniamedo 3avacTyio
¢ukcuponanu poct ITH. BaxHo, 4To yiydineHue cuMi-
TOMAaTHKHU OTMEYAJI0Ch ¥ BO B3POCJIOM TOITYJISIIINK. Y ma-
LIMEHTOB C MCXOTHO BBIPAXKEHHBIM OOJIEBBIM CHHIPOMOM
IPYIIILI ceTyMeTUHMOa Ha0II0Aa10Ch 0oJiee 3HAYUTEIbHOE
YMEHBIIIEHNE BBIPAXKCHHOCTH 00U, YeM Y IMallMeHTOB
TPYIIIB IU1a1e00 (XOTA K 12-My IIUKITY pa3Indus He J0-
CTUTJIM CTaTHUCTUYEeCKOoi 3HaummocTu — p = 0,07).
Tem He MeHee, IO CyMMapHBIM JaHHBIM MCCJICIOBAaHUS,
y OOJIBHBIX, MOJYIABIIMX 3TOT IIpernapar, 3apKCUPOBAaHbBI
yMeHbllIeH1e 00beMa OIyX0JIu K 16-My LIMKITY, CHUXKEHHUE
YPOBHSI XpOHUYECKOI U OCTPOI 00JIM, COKpallleHUE I10-
TPeOHOCTH B aHAJIBTETUKAX Y YMEHBIIICHNE BIUSTHUS 00N
Ha MOBCEIHEBHYIO aKTUBHOCTh. TakuM 00pa3oM, cesryme-
TUHUO IPOAECMOHCTPUPOBAI KIMHNYECCKH 3HAYMMBIN (-
(exT 1 'y B3pOCIIBIX OONBHBIX, 03 BBISIBJICHUSI HOBBIX ITPO-
O67eM 0e30ITaCHOCTU. DTU pe3yJbTaThl MPEeaCTaBISIOT
OOJIBIITYIO BaXKHOCTb, IIOCKOJIBKY 10 CHX TIOP TSI B3POCIIBIX
marueHToB ¢ HP 1 He cyIecTBoBaIO 0MOOPEHHBIX JIeKap-
cTBeHHBIX onuuii. [ToydeHHBIe HAMU TaHHBIE (TIPHM OTpa-
HUYEHHOM YHCJie HaOJII0IeHWI ) COBITAJAIOT C INIO0ATbHBI-
MM TCHICHUUSIMHU. DTO MOTYSPKUBAET, YTO TapreTHas
Tepanus CTajla BaXXHEHIIEH COCTABIISIONIEe COBPEMEHHOM
TaKTUKU BeneHus maureHTos ¢ HO1 u ITH.

OTmeabHOTO BHUMAHUS 3aCITy>KUBACT BOIIPOC O IIPH-
MEHEHUN KOMOMHMPOBAHHOTO ITOIX0Ja, COYCTAIONIIETO
MeIMKaMEHTO3HOE M XUPyprudeckoe iedeHre. Harr oIt
W TaHHBIC JINTEPATYPhl CBUAETEIBCTBYIOT O TOM, YTO CE-
JIYMETUHHO HepEeKO MO3BOJISIET IIEPEBECTH OITyXOJIb M3 He-
pe3eKTabeIbHOr0 COCTOSIHUSL B YCJIOBHO pe3eKTabebHOe
3a CYET YaCTUYHOIO YMEHbIIEeHUS ee o0beMa. TeopeTuye-
CKM IMPUMEHEHME 3TOTO IIperaparta B HEOaIblOBAHTHOM
pexXUMe MOXKET OOJErYUTh MOCSAYIOIIYI0 OIepallnio,
YMEHbUIUB PUCK WHTPAONEPALUOHHBIX OCIOXHEHUN
1 00beM BMelIaTeabcTBa. OOpaTHasT CTpaTeTust — aab-
IOBaHTHAS TapreTHAsl TePaITHs IOCIe HETTOJIHOTO YAAJICHUS
ITH — takxe npeacTaBisieTcsl IepCeKTUBHOM U ITpUMe-
HSIETCSI C IS0 TIONABIICHMS] OCTATOYHOI OIYXOJIN U TIPeI-
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Puc. 4. KnuHudeckas u peHmeeHoM02U4YecKas OUeHKa pacnpocmpaHeHHOCMU naeKcugopmHol Helipogubpombl: @ — UHMPAONEPAUUOHHAS OUeHKA
COCMOAHUS NAMOI02UYeCKU U3MeHeHHbIX cocy0os; 6 — NaHUPoBaHue pazpesa

Fig. 4. Clinical and radiological evaluation of plexiform neurofibroma extent: a — intraoperative assessment of the condition of pathologically

altered vessels; 6 — incision planning

VIPEXISHMS pa3BUTHS pelarBa. B MupoBoii tutepaType
MBI HE HAIITA TaKUX KIMHUYECKUX ITPUMEPOB, ITOITOMY
ONTUMAJIBHBIC CXeMBI (BpeMsI Hadyasla TepaItiy, IIPOIOJKI-
TEJIBHOCTB JICYCHUS 10 U ITOCIIE OIepalliyl, KPUTEPUH OT-
0opa IMalMeHTOB) IIPSACTOUT OIIPEACTUTH B OymymaeM. Ode-
BUIHO, YTO IPUHATHE PEIICHUSI O KOMOMHUPOBAHHOM
JICYCHUH JTOJDKHO OCYIIECTBIISITHCS MYIBTUAVCIIUILIHAD -
HOI KOMaHJIOM, COCTOSIILIEN 13 OHKOJIOTOB, HEMPOXUPYPIOB,
IJIACTMYECKUX XUPYPrOB, HEBPOJIOTOB M IPYTUX CIICIIAAIH -
croB. UHIuBHMIya bHBIN ITOOXOM C YICTOM JIOKATM3AIINH,
TemrioB pocta [TH, ob11iero cocrosiHus: malMeHTa u A0CTYII-
HOCTHU Tepamnuu SBISETCS KII0YOM K ycrexy. B HemaBHO
OIyOJIMKOBaHHBIX MEXIYHAPOTHBIX PEKOMEHIAIMSIX ITO Be-
neHuto nanyeHToB ¢ HO1 nmoguepkuBaeTcs, 4To ST KaXK-
noro ciydass H®1 ¢ ITH Heobxomumo paccMaTpuBaTh Bce
JTOCTYITHBIE METOIIbI — HAOJIIONEHIES, XUPYPIUUECKOE yaale-
HME OITyXOJIH (€CJTM BBITOJTHUMO) WJI CUCTEMHOE JICUCHIE —
1 KOMOMHUPOBATh UX P HeobxoaumocTu [17, 22].
Cremyetr OTMETUTD, UTO TIOMUMO CETyMETUHNOA KT -
Hu4eckyo 3¢gdektuBHoCcTh npu ITH memMoHcTpupyoor
U IpyTve MHTUOUTOPHI curHaibHOro mytu RAS/MAPK.
Taxk, B uccnenopanuu ReNeu uzyuaiicsi riepopajbHblil MH-
ruoutop MEK mupmnameTnnu6. Ero pe3ynbsraThl mokazanm
COTIOCTaBUMBIN C CeIyMeTUHUOOM 3(PPeKT: IMPUMEPHO
y 50 % nereit u 40 % B3pocabix ¢ HO1 nonyyeHa oobex-
tuBHag perpeccust [TH [23]. Ha ocHoBanum storo B 2025 1.
MUpAaMeTUHUO ObUT 0100peH YIIpaBieHUEM 10 KOHTPOJIIO
3a MUILIEBBIMU TTPOAYKTAMHU 1 JICKAPCTBEHHBIMM CPEICTBA-
mu CIIA (Food and Drug Administration, FDA) mst mpu-
MCHECHHS Y IeIUaTPUISCKUX W B3POCIBIX MAaIlMCHTOB
C CUMITTOMHBIMU Hepe3ekTabeabHbiMu [TH. TTosiBnenue
aJIbTepHATUBHBIX IIPEIIapaToOB PACIIMPSCT TepalleBTUIC-
CKV€ BO3MOXHOCTH U TTIONTBEPKIACT, YTO CTPATEI ST MHTH-
oupoBanus MEK siBisieTcs1 Ha cerogHsIIIHUN JeHb Hau-
0oJiee pe3yJbTaTUBHON MpU JaHHOU MmaTojoruu. B To xe
BpeMsI IIPSIMOE CpaBHUTEIbHOE M3YYeHHUE IIperapaToB
OTCYTCTBYET, I BBIOOP KOHKPETHOTO CPEACTBA MOXKET 3a-
BHUCETH OT IIEPEHOCUMOCTH, CXeMBI TO3MPOBAHUS ¥ UHIH-
BUAYyaJbHOM peakiuu namvenTa [2, 12, 13, 17].
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Harmr onbIT mokasaj TeXHMYEeCKYIO M OpTaHN3allOH-
HYIO CJIOXXHOCTb XUPYPruyecKux BMeinareabcTs npu ITH,
a TaKKe BBICOKME PUCKM Pa3BUTHUS OCIOXHeHUI. KimmHu-
YeCKH CJIOKHO TOYHO OIPEACTUTh TPAHUIIBI PE3CKIINU
U COCTOSIHME TTaTOJIOTUICCKU M3MEHEHHBIX TKaHEeH maxe
C IMOMOIIBIO TOMOJHUTEIBHBIX METOIOB BU3yaIM3alli1
(HammpuMep, KOMITBIOTEPHOI TOMOIpachrIeCcKOil aHTHO-
rpacun) (puc. 4).

Pesynsrarel KOMET u npyrux vccienoBanmii moka-
3bIBAaIOT O0BEKTUBHBIN OTBET — YMeHbllieHHe pa3mepa [TH.
OnHako, Korga pedb uuet o ruranTckux ITH, To cokpa-
menune pasmepa ITH na 10—20 % npuHUMOUAIBHO
He yJIy4IIaeT KaueCTBO XKM3HM MalreHToB. [loaTomy 11e-
JIeCOOOpa3HO MPUMEHSTh KOMIUIEKCHBIN ITOIXO, KOTma
Ha 1-M 3Tame JOCTUTaeTCsS MaKCMMAaJIbHO IOIYCTUMOE
YMEHBIIIEHE CUMIITOMHOTO oYara, a Jajce HauMHaeTCs
rmaroreHetnyeckas tepanus [3, 10, 16]. A.K. BaaueBsim
M COABT. OIIMCAH KJIMHUYECKUI CIydaid XUPYPTrUYEeCKOTO
JiedyeHus ruranTckoit ITH [2]. DTo ciydail BKITIOUEH B HaIlx
aHanu3. Ha puc. 5 npeacrasieHbl pe3yJbTaThl HAOIIOAeHUST
3a rmanueHToM. Kak peHTreHOIOrMIecKy, TaK M KITMHUIe-
CKH 3apeTHCTPUPOBAHO IIPOrPECCHPOBaHKE 3a00ICBaHNS.
DTOT KIMHUYECKUI clTydaii IeMOHCTPUPYET 1ie1ecoodpas-
HOCTh Ha3HAYCHUS CeTyMaTeHnOa ITOCIe TAKMX CJIOXKHBIX
onepauuii. K coxaneHuio, 60JbHOM B HACTOsIIIEE BpeMs
MIPOAOJIKACT OTKA3BIBATHCSI OT TepaIllK, HalesCh Ha BO3-
MOXHOCTh IIOBTOPHOI omepanuu. B 2 apyrux ciaydasx
TIPH IIPOrPEeCCUPOBAaHMU 3a00JIeBaHUS ITAIIMEHTHI COTIa-
CWIKCh Ha JieueHue ceiymeTuHuooM. Ele B 1 ciaydae 3ToT
npenapaT Ha3HAYeH cpa3sy IOCjIe 3aKUBICHUS PaHBI.

Mpui1 BeisgBUIIN, yTo HM 1 BeTpevaeTcs ¢ paBHOM 4acTo-
TOU M Y MYXKYMH, W XEHIIIWH, OTHAKO PE3YJIFTaThl HEKO-
TOPBIX UCCJICTOBAHUI YKa3bIBAIOT HA PA3INYUS B IIPOSIB-
JieHusix 6oe3Hu Mexxay noyiamu. B kontekcre I1H nanHbie
HeogHo3HaYHbl. C OMHOI CTOPOHBI, PsAA HAOTIOMEHUI
JIEMOHCTPUPYIOT, YTO XKEHIIUHBI 00JIee CKIOHHBI K pa3-
BUTHUIO KPYITHBIX WX BHyTpeHHUX (mryookux) ITH. Ha-
npuMep, B KpynHoii koropre neteit ¢ HO1 (n = 357) no-
Ka3aHo, 4To BHyTpeHHHEe H® MOSIBISAIOTCS y IeBOYEK
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Puc. 5. lloamanHoe HabodeHue 3a nayueHmom ¢ naekcugopmHoli Helipogubpomodii: a — 0o onepayuu [5]; 6 — yepes 1 mec nociie onepayuu [5];

8 — 4yepe3 30 mec nocse onepayuu

Fig. 5. Continuous observation of a patient with plexiform neurofibroma: a — prior to surgery [5]; 6 — 1 months after surgery [5]; 8 — 30 months

after surgery

B OoJiee paHHEM BO3pacTe, U MX pacIpOCTPaHEHHOCTH
PE3K0 BO3pacTaeT B IIEPHO/I IIOJIOBOTO co3peBaHusI. Kpome
TOT0, €CTh JaHHbIE 0 OoJbiIeM o61IeM oobeMe ITH y xkeH-
wmH ¢ HP1. B xone ucciiefoBaHUA ¢ UCIIOIb30BAHUEM
totasibHOTO MPT-ckanupoBanus (MPT — marauTHO-pe-
30HaHCHasE TOMOrpadus), B KOTOPOE BOIILINA B3POCIIbIE
nmauuenTsl ¢ HO1, yctaHOBIEHO, YTO Y KEHILMH HA0JI0-
IaeTcs 3HaYMTEIbHO OOJBIINI cyMMapHbIii 0oobeM HD
10 BCEMY TeJIy MO CpaBHEHMIO ¢ MyxXunmHamu. C npyroit
CTOPOHBI, HE BO BCeX paboOTaxX MOATBEPXKIAIOTCS IIOJIOBBIC
pasnuuus B pa3mepax [TH. B psanme nccnenoBanmii He BbI-
SIBJICHBI CTATUCTUICCKY 3HAYMMBIE Pa3IINsI MEXKITY MyX-
YUHAMU 1 KSHIIMHAMHA B YACTOTE M KIIMHUYECKOM 3HAYM -
mocTtu ITH. MBI BBISIBUIA, YTO Y TTAIIMEHTOB MYKCKOTO
nosa oobeM ITH Ha mopsgaok Gosblile, 4eM MaleHTOB
JKEHCKOTO IT0JIa, IIPXA 3TOM 3a00JIeBaHME Yallle BCTPeUaeT-
¢ Y XKEeHIIH. DTO MBI OOBSCHSIEM BIMSIHUEM COLIMATbHBIX
¢akTopoB, OOJIBIICHE HACTOPOXKEHHOCTHIO U XXKEJaHUEM
KEHIIUH TOCTUYD YIOBJIETBOPUTEILHBIX KOCMETHUYECKIX
PE3YJIBTaTOB.

JlaHHBIE, IOJTyIeHHBIE B X0/l HAIIIETO UCCIICIOBaHNS,
TaKXXe TOATBEPKIAIOT BRIPAXKCHHYIO TeTepOTeHHOCTD KIIH-
Huueckoro teueHus ITH y mccimenyeMbiXx MamueHTOB.
B nepsrie 12—24 mec HaOmoAeHUS OTMEYaIUCh OTHOCH -
TeabHO BeicoKass BCB 1 oTcyTcTBIE HaKOIUIEHUS COOBITHIA
(TIporpeccrupoBaHMsI), 9YTO YKa3bIBaeT Ha IIEpUOI OTHOCH -
TeJIbHOM KJIMHWYECKOM CTaOMIM3al TOCIe TPOBEAeH-
Horo jedeHus. OMTHOBPEMEHHO C 3TUM Pe3K0Oe CHIDKCHIE
BCB B nto3gHeM 1ieprone HabI0AeHUS TT03BOJISET TIpe/-
ITOJIOXKUTh HAJIMYME IOATPYIIILI MAllMEHTOB ¢ HebJaro-
MIPUSTHBIM TEYCHUEM 3a00JICBaHMS, Y KOTOPBIX Pean3y-
eTCsl OTCPOUYEHHBINM PHUCK IporpeccupoBaHusd. Takoii
xapakTep KpuBoit Karmana—Maiiepa ¢ JIMTeIbHBIM I1Ia-
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TO M ITOCIEAYIOLINM «OOPBIBOM» TUITUYCH IJIST MAJIbIX KO-
TOPT ¢ HEOTHOPOIHBIM OMOJIOTMYECKIM IOBEICHUEM OITY-
xojeBoro npounecca. KimHu4Yeckn IMo3mgHuE COOBITUS
MOTYT OBITh ACCOLIMMPOBAHBI C PSIOM (DaKTOPOB, BKITIOUAsT
3HAYUTENbHBIN McxonHblil o0beMm ITH, mnddysHbrit xa-
paKkTep pocTa OITyXOJIM C BOBJICUECHUEM KPUTUICCKIX aHA-
TOMHYECKHUX CTPYKTYP, HEBO3MOXHOCTD PaguKaJIbHOIO
XHUPYPrAYeCcKOro yaajeHHusl, a TaKKe POCT OCTaTOYHOM
OITyXOJICBOI TKaHU. [{OTTOIHUTEILHYIO POJIb MOIJIM UTPATh
pPa3BUTHE OCIOXHEHUN MOCIIe MHOTO3TAITHBIX XUPYPIH-
YeCKMX BMEIIATEIbLCTB M OTPAaHMUYCHHBIE BO3MOXHOCTHU
TOCJIEAYIONIETO KOHTPOJIS Hall 3a00JIeBaHUEM.

CrenyeT MOOYEepKHYTh, YTO OLICHKHU IIPOLICHTIIICH
un JIW B HacTosIIIIEM aHAJIN3€e COMPOBOXKAAIOTCS BICOKO
CTaTUCTUYECKOU HEOIIPEASICHHOCTHIO, YTO O0YCIOBICHO
MaJbIM pa3MepOM BHIOOPKU M 3HAYMTEIbHBIM UKCIOM
LeH3YPUPOBAHHBIX HAOIIOAEHW. B CBSI3M ¢ 3TUM TTI0JTy-
YeHHBIE TTOKAa3aTeIn CIeayeT pacCMaTpUBaTh KaK OIKCa-
TeJIbHBIC, a He KaK OCHOBaHUE IS MHINBHUIYAJIbHOTO
TIPOTHOCTUYECKOTO MOIEIUPOBAHUS.

Tem He MeHee nTokazaTenn bCB moguepkuBaloT K-
HUYECKYI0 3HAYMMOCTD JITUTEIBHOTO JMHAMMYECKOTO Ha-
OI0IeHUs 3a alMeHTaMU JaHHOM KOrOpThl U HEO0XOAM-
MOCTh paHHell uaeHTuGUKaAuuu G(aKTOpPOB pHUCKa
TO3IHETO YXYAIICHMS COCTOSTHUS MaleHTOB. [1omydeHHbIe
PpEe3yIIBTaThI ITONTBEPKIAIOT BaXKHOCTh KOMOMHUPOBAaHHOTO
TOAXO0/a K JICYCHUIO, TIPU KOTOPOM XMPYPTrUIeCKOe BMeIlIa-
TEJIBCTBO PACCMATPUBACTCS B KAYECTBE 3Talla CUMIITOMA-
THYECKOTO ¥ IINTOPEIYKTUBHOTO KOHTPOJICH, TOTIA KaK CH-
CTeMHasl TapreTHasI TepaIvs MOKET UTPaTh KITIOYEBYIO POJIb
B CHIDKCHUHY PUCKA TTO3THETO IIPOrPeCCUPOBAHMSL.

Takum 06pa3oM, TTOTyIeHHBICE HAMU JaHHBIC CBUIC-
TEJBCTBYIOT O HEOOXOMMMOCTH KOMILJIEKCHOTO ITOAX0/1a
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K BeneHuto rmaueHToB ¢ HO1 u ITH. Uctopuuecku ennH-
CTBEHHBIM METOJIOM Te€palluy JaHHOK MaTOJO0TUu ObLIO
XUPYPruyeckoe BMEIIATeIbCTBO, HO U3-3a XapaKTepa po-
cra ITH ono ManoaddekTuBHO 1 CONMPOBOXKIAETCS BBICO-
KUM PUCKOM Pa3BUTUSI XKUZHEYTPOKAIOIIMX OCIOKHEHUMA.
CoBpeMeHHasI TapreTHas TepaIysl CyIIeCTBEHHO YIIy4III-
JIa TIPOTHO3 JIJ151 3TOM KaTeropuu O0JIbHbIX, 3aMEMJISISI TTPO-
rpeccupoBaHue W obJjierdass CUMIITOMBI. OnTMMabHast
crparerus nedeHus maureHTos ¢ HO1 u ITH, onpenens-
eMasd MeXIUCLHUIUIMHAPHON KOMUCCUEN, TI0-BUIANMOMY,
OyaeT BKJIIOYATh MEPCOHATUM3UPOBAHHYIO KOMOMHALIMIO
HaOII0AEHMS, CBOEBPEMEHHOTO MEIMKAMEHTO3HOTO Jie-
YeHUs U MIPU HEOOXOAMMOCTH XMPYPTUUYECKUX BMeElla-
TeJIbcTB. Halll ommbIT MOXET OBITh MCIOIL30BaH MPU Pop-
MHWPOBAHWM HOBBIX KIMHUYECKUX PEKOMEHIALMM
no nedyeHuio nmaumeHToB ¢ H®1 ¢ AH u crmocobeTByeT
YJIYYIIEHUIO Pe3yJIbTaTOB TEPANMU JAHHOM NMaTOJOTUH.

3aknoueHue

PesynbraThl poBeneHHOro Hab/I101aTeJIbHOTO UCClie-
nosanus nanueHToB ¢ HP1 u [TH noka3siBatoT TexHUYe-
CKYIO CJIOXXHOCTB OIIepallnii, BEICOKYIO YaCTOTY Pa3BUTHS
OCJIOXXHEHUH 1 pucK Bo3ooHoBIeHUs pocta [TH, accoru-
MpOBaHHbIE ¢ O0ybIIMM 00beMoM oryxou. ITH accouu-
HUPYIOTCS C BBIPAXKCHHBIM CHIDKCHUEM KadecTBa XKU3HU:
y 6osee yem 50 % maLyeHTOB OTMEYAalOTCs 00N, HEBPOJIO-
TUYECKUI Je(PUIINT, KOCMETUYECKNE Y (DYHKIIMOHAJIBHEIE
HapylLIeHWsI, a TIPUOJIU3UTEIIBHO Y Kaxkaoro 10-ro 60b-
HOT'O B TeYCHHME XU3HM MOXKET Pa3BUTHCS 3TIOKAYeCTBEHHAS
OITyXOJIb.

ITonyyeHHble HAMU TaHHbIE B LIEJIOM COIJIACYIOTCS
C pe3yJbTaTaMM KPYITHBIX 3apyOeKHBIX MCCICTOBaHUI
W TOTIOJIHSIIOT UX HAIIMOHATbHBIMU CTATUCTUYECKUMU CBE-
neHussMu. OHU MMEIOT BaXXHOE KIMHUYECKOE 3HAYeHUE
DI ONTUMM3ALMY MAPIIPYTU3ALNU U CTpaTU(OUKALIUN
oonbHbIX ¢ HB1 u ITH. Bo-niepBbix, Ha3pena HeoOXoau-
MOCTb CO3HaHUS (eaepallbHOTO PErucTpa MalueHTOB
¢ HO1 u pa3paboTku 4eTKOI CMCTEMBI MapIIPYyTU3aALUN —
OT PaHHETO BBISIBJICHUS A0 HAMPaBJIE€HUS B CIICLIAAIU3U -
poBaHHbIe LIeHTpbl. B HacTosiiee BpeMsi B Poccun ot-
CYTCTBYET e€OWHasl CUCTEMa MapIIpyTH3allMi OOJIbHBIX,
YTO 3aTPyIHSET MOJydeHNEe UMU KBATU(DUIIMPOBAaHHOMN
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MEIUILIMHCKOM IToMoI. OpraHn3alms MHOTOIIEHTPOBOIO
pPErucTpa u peruoHaIbHbIX pe(PEepeHC-LIEHTPOB C MYJIbTH -
IUCIUTUTMHAPHBIMU KOMaHIaM1 (HEBPOJIOT, OHKOJIOT,
T€HETUK, HEUPOXUPYPT, MJIaCTUUECKUIA XUPYPT U Ap.) MO~
3BOJIUT YJIyYLLIUTh HaOJIOeHKE 32 TTallMeHTaMU, CBOEBpE-
MEHHO BbISBIATH nporpeccupoBanue ITH u npuHumMarh
B3BELLIEHHbIE PEILIEHUS O JeUeHUU. Bo-BTOpBIX, CTpaTu-
¢uKamus 60JBHBIX IO CTEIICHN PHUCKA U TSKECTU Topa-
KEHMSI TOJKHA JIeUb B OCHOBY KJIIMHUYECKUX PEKOMEH 1A~
uuii. HeobxonuM muddepeHIUpOBaAaHHBIA ITOIXO:
HalueHThl ¢ 6ecCUMOTOMHBIMU, cTabuiibHbIMU [TH MoryT
HaXOJAUThCS MO HAOII0JEHUEM, TOTIA KaK ITPU MOSIBICHUU
CUMIITOMATUKHU, MPU3HAKOB OBICTPOTO POCTA OIMYXOJU
WIX YTPO3bI PA3BUTHUSI OCIOXHECHUM (KOMIIPECCHUSI XKM3-
HEHHO BaXXHBIX CTPYKTYpP, MaJIUTHU3AIIMSI) TTIOKa3aHO aK-
TUBHOE JieueHue. Kpurepuu BpIOOpa TOro Uik MHOTO Me-
TOoda TepanuM HOJXKHbI OBITh YETKO IIPOIMMCAHBI
B IIPOTOKOJIaX BeleHUsl. B-TpeTbrX, HaKOILIEHHbIE CBE/IE-
HUS CTUMYJIMPYIOT IPOBENECHNE JATbHEUIINX UCCIEN0Ba-
HUI, HaNpaBJE€HHbIX HA COBEPIIEHCTBOBAHUE TepaIluu
ITH. Cpean mepcrieKTUBHBIX HAIIpaBJIeHUN — OLIeHKa
JIOJITOCPOYHBIX PE3YJbTaTOB MPUMEHEHUSI UHTMOUTOPOB
MEK (Bxitouasi aHaJIM3 X BIMSIHUASI HA PUCK MaJIMTHU-
3auuu I[TH 1 00111y10 BEDKIMBaeMOCTh), a TAKXKe M3yU4EHUE
KOMOMHHUPOBAHHBIX ITOAXOMOB (HEO-/amblOBAHTHOE MC-
ITOJIb30BaHME CEIYMETUHNOA B COUYCTAHUU C XUPYPTUEit).
Kpome Toro, TpeOyeTcsi MOMCK HOBBIX TepalleBTUYECKUX
MMUILIEHEN U MpenapaToB JJIl MallMeHTOB, Y KOTOPbIX Tap-
reTHas Teparus He Obl1a 3(P(OEKTUBHOIM.

B 6nukaiiiiiee Bpemsi 0XXUIaeTCsl BHEIPEHUE MEPBBIX
OTE€UYECTBEHHBIX KIMHUYECKUX PEKOMEHIAUUNA MO aua-
rHocTuke 1 gedeHuto HM1, 4To mo3BogIUT CTaHIApTU3U -
poOBaTh MOAXOABI K TMALIMEHTAM C JAaHHOW MAaTOJIOTUEN
U YJIYYLIUTh B3aUMOIEHACTBUE MEXIY YUPEXKICHUSIMU.
ITonyyeHHbIe HAMU JAHHBIE 1 MUPOBOI OIBIT OTHO3HAY -
HO IEMOHCTPUPYIOT, YTO MYJIBTUIUCLIMILIMHAPHOE BEIEHUE
mammeHToB ¢ H®1 n [TH ¢ ncnoip3oBaHneM COBpeMEHHBIX
TapreTHBIX CPEACTB 3HAYUTEIbHO PACIIUPSIET TEPATIEBTH -
yeckue BO3MOXHOCTU. IIpomgoskeHue ucciienoBaHUi
W MHTETpalvsi HOBbIX 3HAHUI B MPAKTUKY OYAYT CIIOCO0-
CTBOBATb MOBBIIIEHUIO BBIXXKMBAEMOCTH 1 KaU€CTBa XKU3HU
MNAlMEeHTOB 3TOM CJIOXHOU KaTerOpUU.
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