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AHHOTaUKA

Numdatnueckne manbbopmauuu (JIM) y aAeTeit xapaKTepumsyoTca ANUTENbHLIM U BOHOO6PA3HbIM TEYEHWEM C PUCKOM NPOAOIKEHHOTO
pocTa nocne neveHus. BoiaBneHne HE3aBUCUMbIX NPEAUKTOPOB U pa3paboTka KAMHUYECKU NPUMEHMMOW LWKabl PUcKa CNocobHbI yayy-
LUNTb BbIGOP TAaKTUKM IEYEHUSA U NIaHUPOBAaHME KaTaMHeCTUYEeCKoro HabaoaeHua.

Lienb uccnepoBaHus. BbifiBUTb HE3aBUCUMbIE KIMHUKO-aHAaTOMMUYECKUE NPEeANKTOPbI MPOAOMMKEHHOMO POCTa UM NOBTOPHOIO YBENUYEHUSA
JIM y peteit nocne XMpypruyeckoro Ne4eHna Ha OCHOBe MHOrOGaKTOPHOro aHanusa.

MaumeHTbl U MeToAbl. PeTpocnekTMBHOE O4HOLEHTPOBOE KOFOPTHOE nccneaosaHue BbinonHeHo B 2012-2022 rr. BkntoveHo 115 naumen-
TOB B BO3pacTe A0 17 neT BKAOYUTENBHO, MONYYUBLIMX XMPYPIUYECKOoe edeHne (BKoYas 06LWMpHbIe pe3eKLMOHHbIE BMeLLaTe1bCTBa),
CK/IEPOTEPANUI0 UM KOMBUHUPOBaHHbIN Noaxos. MepBUYHON KOHEYHOW TOYKOM ABNACA NePBbI 3MM304 NPOAO/KEHHOTO POCTa UK
NOBTOPHOTO yBenuyeHus JIM, npenmyL,ecTBeHHO No gaHHbiM MPT ¢ KOHTpacTHbIM ycuneHuem. MNpoeegeHbl ROC-aHanus ans soibopa
nopora o6bema, MHoropakTopHas sIorucTUYecKas perpeccusa ¢ byTcTpan-sanugaument U aHaamMs BpemeHun o cobbitna metogamn Ka-
nnaHa—Meiiepa n Kokca.

Pe3synbratbl. MeanaHa HabnwoaeHus coctasuna 11,0 (3,2; 27,0) mec. oT UHAEKCHOTO BMeLaTenbcTsa. CobbiTve 3aperucTpupoBaHo
y 22/115 (19,1 %) naumeHToB. Ha nocnegHem Bu3uTe ymeHblueHue obbema > 50 % vau NosiHbIM oTBET oTMedeHbl y 95/115 (82,6 %)
naumeHToB, ymeHblieHme < 50 % —y 15/115 (13,0 %), npogonxatowmiica poct—y 5/115 (4,3 %). HezaBucMMbIMKM paKkTOpaMm pUCKa
ABAANNCH Npe- UK HeoHaTanbHbIN aebioT (OR 4,08; 95 % AN 1,10-15,05; p = 0,035), npesonepaumoHHbIi o6bem > 90 cm® (OR 4,06;
95 % AN 1,09-15,15; p = 0,037) 1 nepBuYHan onepauus BHe pedepeHc-ueHTpa (OR 5,93; 95 % [N 1,73-20,36; p = 0,005); arpeccusHoe
aHaTOMMYecKoe pacnpocTpaHeHe 4eMOHCTPUPOBANO TEHAEHLUMIO K yBeAnYeHuo pucka (OR 2,82; p = 0,092). AncKpUMUHaUMA Mogenm
6bina Bbicokor (AUC 0,812; 95 % M 0,708-0,916) u coxpaHanacb nocne BHyTpeHHeW Banmaaumm (AUC_0,632+ = 0,812). AnautusHas
LWKana cTpatudumumposana puck cobbitua: 6,0 % (95 % AN 1,9-17,4) npu < 1 6anna, 10,3 % (95 % M 3,2-28,7) npu 2 6annax u 44,4 %
(95 % N 28,8—61,2) npu = 3 6annax. MeanaHa 6eccobbITMMHON BbIXXMBAEMOCTM COCTaBuAa 65,2 Mec.; pPasnMymii No TUNY NIeYEHUN He
BbiagseHo (log-rank p = 0,699).

3aknoueHume. Puck nporpeccupoBaHusa JIM onpeaensetca NpeMmMyLLecTBEHHO paHHel MaHudecTauvmeit 3ab6oneBaHus, UCXOLHbIM 06bemMoM
NopaxeHua 1 NpeaLuecTBYIOLWel onepaLumen BHe pedepeHc-LeHTpa; arpeccMBHOE aHaTOMMUYECKoe PacnpocTpaHeHUe AeMOHCTPUPOBaIo
TEHAEHLMIO K yBesMYeHnto. Pa3paboTaHHas LWKaia PUCKA MOXKET MCNO/b30BaTbCA AJ1A NEPCOHANN3aLMN HabAOAEHNUA U N1IAaHUPOBAHUA
nleyeHunsn; HeobxoaMMa ee BHeLIHAA Baiuauums.

KnroueBble CNOBa: NMMhaTMueCKMe ManbgopmaLvm, cocy4ucTble Manbdopmaumuu, 4eTH, 061acTb Wew, NPoL0MKEHHbIA POCT, IPOrPECCUPOBAHNE,
thakTopbl pUcKa, NPOrHo3, 6eccobbiTMitHaA BbIXXMBABMOCTb, NPOTHOCTUUBCKAA MOLENb, CTPATUtUKALMA pUCKa
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Abstract

Lymphatic malformations (LMs) in children are characterized by a prolonged and fluctuating clinical course with a risk of continued
growth or recurrent enlargement after treatment. Identification of independent predictors and development of a clinically applicable
risk score may improve treatment planning and long-term follow-up strategies.

Purpose of the study. To identify independent clinical and anatomical predictors of continued growth or recurrent enlargement of
lymphatic malformations in children after initiation of surgical treatment using multivariable analysis.

Patients and methods. A retrospective single-center cohort study was conducted between 2012 and 2022. A total of 115 patients
aged 17 years or younger were included who underwent surgical treatment (including extensive resection procedures), sclerotherapy,
or combined treatment. The primary endpoint was the first episode of continued growth or recurrent enlargement of LM, defined
predominantly by contrast-enhanced magnetic resonance imaging findings. Receiver operating characteristic analysis was used to
determine the optimal lesion volume threshold. Multivariable logistic regression with bootstrap validation and time-to-event analysis
using Kaplan—Meier and Cox methods were performed.

Results. The median follow-up after the index intervention was 11.0 (3.2-27.0) months. The event occurred in 22 of 115 patients
(19.1 %). At the last follow-up visit, a 250 % reduction in lesion volume or complete response was observed in 95 of 115 patients
(82.6 %), a <50 % reduction in 15 of 115 patients (13.0 %), and ongoing growth in 5 of 115 patients (4.3 %). Independent risk factors
included prenatal or neonatal onset (OR 4.08; 95 % Cl 1.10-15.05; p = 0.035), preoperative lesion volume = 90 cm?® (OR 4.06; 95 %
Cl 1.09-15.15; p = 0.037), and previous surgery outside a referral center (OR 5.93; 95 % Cl 1.73-20.36; p = 0.005). Aggressive ana-
tomical spread demonstrated a trend toward increased risk (OR 2.82; p = 0.092). Model discrimination was high (AUC 0.812; 95 %
Cl 0.708-0.916) and remained stable after internal validation (AUC_0.632+ = 0.812). The additive score stratified the risk of the event
as 6.0 % (95 % Cl 1.9-17.4) for patients with <1 point, 10.3 % (95 % CI 3.2-28.7) for those with 2 points, and 44.4 % (95 % Cl 28.8-61.2)
for those with 2 3 points. Median event-free survival was 65.2 months. No significant differences were observed between treatment
approaches (log-rank p = 0.699).

Conclusion. In this cohort, the risk of continued growth in pediatric lymphatic malformations was primarily associated with early
disease onset, baseline lesion volume, and previous surgery outside a referral center, whereas extensive anatomical involvement
demonstrated a trend toward increased risk. The proposed risk stratification score may support individualized follow-up and treatment
planning; however, external validation is required.

Keywords: lymphatic malformation, vascular malformations, children, neck, continued growth, progression, risk factors, prognosis, event-free survival,
prognostic model, risk stratification
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AKTYAJIbHOCTb

KnunHunyeckas npeseHTauma aMmobaTnmyeckmx masb-
dopmauuii (JIM) xapakTepusyeTcs BblparkeHHO Bapu-
abenbHOCTbIO: OT CTabUNbHbIX O4aros A0 ANUTENbHO-
ro peunamsupylolero/nporpeccmpytolLero npouecca
C 3NM304aMu BOCNANEHUA, KDOBOU3IMAHUA U KOMMNpec-
CUOHHbIX CMMNTOMOB. [1pn 3TOM OCHOBHAsA Lenb ne-
YeHUA B peasibHOM NpPaKTUKe YacTo onpeaenaeTca He
«3pagmnKaumein» NopaxKeHuns, a CHUKeHnem GyHKUMo-
HaNbHOrO M KOCMEeTMYeCKoro yuwepba, KOHTponem oc-
JIOKHEHUI N YMEHbLLEHUEM «1le4ebHOM HarpysKkmn» Ha
naumeHTa u ero cembto [1]. Takas KAMHUYECKas cnewm-
dWKa OCNOKHAET YHUDUKALMIO KOHEYHbIX TOYEK U NO-
CTpoeHWe BannAHbIX NPOrHOCTUYECKUX MOZENEN.

KntoueBaa metozonormyeckas npobnema cospe-
MEHHbIX uccnefoBaHnn ncxonos JIM —reTeporeHHoCTb
onpefeneHus «cobbITua» Npu aHannse 6eccobbITUMHOM
BbixknBaemoctu (EFS/PFS/RFS) v Apyrnx KOHEYHbIX TO-
YeK aHanMn3a BpemeHu [0 cobbiTuA. B pasHbix paboTax
cobbITEM CUMTAIOT peunamBs/NpPoLoNKEHHbIN POCT, pa-
Anonornyeckoe nporpeccuposaHme, HeobxoaMMoCTb
NMOBTOPHOIO BMeLLaTeNbCTBa, KAMHMYECcKoe oboCcTpeHme
(Hanpumep, oTeK c obpalleHNeM B CTaLMOHAP), @ TaKKe
KOMMNO3UTHbIE UCXOAbl, 0bbeaUHSAOWME U3MEHEHUA
obbema, PpyHKLMU M KauyecTBa }Kn3Hu [2-5]. 3To npmso-
OWT K CHUXKEHWIO CONOCTaBMMOCTU PE3yNbTaTOB MEXAy
LEeHTPaMM U OrpaHMYMBAET KayecTBO MeTaaHaM308,
MOCKO/IbKY OAHO M TO e «yny4ylleHne» Uau «Heyaada
Nle4yeHuA» MOXKeT GUKCMPOBATLCA MO Pa3HbIM KpUTEPU-
AM UCXOAA U B pasHble BpEMEHHbIE TOYKK, NPU OTCYT-
CTBUM CTaHAAPTM3UPOBAHHbIX MPABUA LLEH3YPUPOBAHMA
M eANHOr0 NPOTOKO/1a KOHTPOIbHOW BM3yanusaumu [6].
B cucTemaTmyeckmnx o63opax, NocBAWwEeHHbIX JIM ronosbl
W Weu, NoKasaHo, YTo Hambonee pacnpocTpaHeHHOM
NPaKTUKON OTYETHOCTWM OCTAETCA UCMONb30BAHME Ka-
Teropuin o6vemHoro oteeTa (BKAtovasa noporun = 50 %
1 100 % pefykunn) n dpukcaums peumamsa Kak NnoBTop-
HOTo yBe/IMYeHUA Nocae NepBoHaAYaNbHOro yMeHbLLe-
HWA; O4HAKO K/lOYEBble METOA0/10rMYECKME NapaMeTpbl,
BK/tOYan BbIGOP MCXOLHOM BPEeMEHHOM TOYKM aHann3a
(TO) u onpepeneHne MOMeHTa HaUAyYLWEro AOCTUMHY-
Toro oTeeTa (nadir), a TaKKe MHTepPBabl KOHTPObHbIX
nccnefoBaHUM M NpaBuUNa LLEH3YyPUPOBaHUA, OMUCDI-
BalOTCA HENOJIHO U HeoaHopoaHo [7-9]. ChepoBaTtenb-
HO, Aa)ke Npu Hannumm GopManbHO CXOKMUX UCXOA0B
(«recurrence-free survival», «progression-free survival»)
conoctaBneHne apGeKToB Mexay UcciesoBaHNAMU MO-
YKeT ObITb METOA,010MMUYECKM HEKOPPEKTHBIM.

OfHOBPEMEHHO C 3TUM, BOMNPOC NPeAUKTOPOB Npo-
JOMKEHHOro pocta u peunamea JIM nmeet Henocpea-
CTBEHHOE K/IMHMYECKOe 3HaYeHMe, MOCKObKY N03BONAET
060CHOBaHHO BbIOUPATL TAKTUKY SIeYEHUSA, NAAHMPOBATL
06bem U «paAnKanbHOCTb» BMellaTeNbCTBa, onpeae-

10

NATb UHTEHCMBHOCTb U A/IUTENIbHOCTb NOC/IE0NEPALLMOH-
HOro HabnaeHUA, CTPATUOULMPOBATb PUCK MOBTOPHbIX
BMELLATENBCTB U PYHKLMOHANbHO 3HAYMMbIX MCXOA0B.
CoBpemeHHasa nnTepatypa OTHOCUMTENbHO Nocaes0Ba-
Te/bHO YKa3blBaeT Ha pAg, ¢aKTOpOoB, aCCOLMMPOBAHHbIX
Cc HebnaronpuATHLIM TedeHnem n bonblieit «nedebHom
Harpy3Kom»: BO3pacT NauueHTa u Haamyme Komnpec-
CMOHHbIX CUMNTOMOB, MUKPOLMUCTHbIN/CMeLLaHHbIN
deHoTuMn, BbicOKan ctagua no De Serres, gudpoysHoe
pacnpocTpaHeHue, a TaKXKe YacTUYHbIN OTBET Ha nep-
BMYHOE MHTEPBEHLMOHHOE BMeLwaTenbcTeo [2, 10, 11].

BaHOW ocobeHHOCTbIO uccaegosaHuin JIM asna-
eTCA OrpaHMYeHHaa NPUMEHMMOCTb K/laCCUYECKUX
OHKOJIOTUYECKUX KpuUTepues paaukanbHoctn (RO-pe-
3eKUMA) U NPOrpeccpoBaHmsA ONyxoam, NOCKoAbKy JIM
npeacTasnsatoT coboi BpoXKAEHHYIO ManbdopmaLmto
C BO3MOHbIMM MOBTOPHbIMM 3Nn3ogamm pocta. Nos-
TOMY NPW aHaNU3e UCXOA0B «PaANKaNbHOCTbY (06bem
YAANEHUA UK pPeayKLMU NopaXkeHus) LenecoobpasHo
OLEHMBATb Ha OCHOBE KAMHUYECKUX AAHHbIX U CTaH-
[APTU3NPOBAHHOM BM3YyaNN3aLmMmM C KOIMYECTBEHHOM
OLeHKOM 0CTaTOYHOro o6bema v y4eTom LieIn BMeLLa-
TenbCcTBa (NonHoe yaaneHue, cybToTanbHoe yaaneHue
AW YyMeHbLUeHWe obbema NopaxKeHua), YTo NoBbIWaeT
KOPPEKTHOCTb aHa/M3a BpemeHu Ao cobbitua [12]. Kpo-
Me TOro, fJaHHble ANUTeNbHbIX HAabNtoAEHMI NOKa3bIBa-
tOT PUCK NO34HMX COBbITUI, BCNEACTBME YETO KOPOTKME
CPOKM KaTaMHECTUYECKOro HabaoLeHNA He40CTaTOUHbI
ANA HaAEeXKHOM OUEHKN 6eccobbITUMHON BbIXKMBAEMOCTU
M aHann3a NPeaUKTOPOB peLunanBa/NpoaoKEHHOTO
pocra [11, 13, 14].

Ona IM xapakTepHO 4AMTenbHOe TeyeHue € BO3-
MOKHOCTbIO MOBTOPHOWM aKTUBALLMM POCTA NOPAXKEHMUA,
YTO CBA3AHO C COXpaHALLelnca nponmdepaTMBHOM ak-
TUBHOCTbIO NTMMGbATUYECKNX SHAO0TENMNANbHbBIX KNETOK
M 3aBUCMMOCTbIO MX NOBEAEHUA OT CUTHAJIbHbBIX NyTEM
PI3K/AKT, VEGF-C/VEGFR3 n MAPK [15]. B KAnHUYe-
CKOW NMPaKTUKe 3TO NPOABNAETCA HEPAaBHOMEPHOM Au-
Hamukol pocta J/IM n HepefKo TpebyeT NOBTOPHbIX
BMeELLATeNbCTB, NOSTOMY aHA/N3 TONIbKO BPEMEHU [0
nepeoro cobbITMA He BCeraa OTparkaeT peasibHoe Te-
YyeHue npouecca. B cBA3M ¢ 3TMM NpK NNaHUPOBaHUK
nccnefoBaHuUii HEO6XOAMMO 3apaHee onpeaennTb, Kak
YYUTbIBATb MOBTOPHbIE BMELIATENbCTBA U U3MEHEHMUA
TAKTMKKU SIeYEHUA, YTO COOTBETCTBYET COBPEMEHHBIM
MeToAMYECKUM pekomeHaaumam no GopmMmynnposke
KOHeYHbIX Tovek [16].

Takum 06pas3om, aKTyaIbHOCTb UCCe0BaHNA Npe-
OVKTOPOB npogonxeHHoro pocta JIM onpeaenaetca
COYETaHMEM TPEX 0OCTOATENLCTB: @) BbICOKON KNUHUYe-
CKOWM M COLMaNbHOM 3HAYMMOCTHM peunansupytowero/
NporpeccuMpytoLLero Te4eHna ¢ NOBTOPHbLIMWU BMeLLa-
TeNbCTBaMM N GYHKLMOHANBbHBIMU MOCAEACTBUAMMU;
6) BbIpa*KEHHOW METOA0/10rMYEeCKON HEOAHOPOAHOCTH
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onpeaeneHnsa «cobbiTua» n npasun HabaoaeHua/
LEeH3ypMpPOBaHUA, OrpaHNYMBaloLLLEei CONOCTaBUMOCTb
AaHHbIX M KayecTBO CMHTE3a [l0Ka3aTe/bCTs; B) Heob-
XOAMMOCTbIO CTaHAaPTU3NPOBATh OLIEHKY OCTAaTOYHOro
nopaskeHuns, obbema peayKumm U NPOTOKO/bI BU3yanu-
3aummn, 4Tobbl obecneunTb BaNUAHOCTb MOdeNen aHa-
1133 BPEMeHU A0 COBbITUA N KNMHUYECKYIO UHTepnpe-
TUPYEMOCTb GpaKTOPOB PUCKa.

Llenb uccneposaHua: BbIABUTb HE3ABUCUMbIE KIMHUKO-
aHaTOMMYEeCKMe NPeANKTOPbI NPOAOCIKEHHOMO POCTa UK
NOBTOPHOro yBennyeHuns JIM y aeTteit nocne xmpyprude-
CKOFO NeYyeHnsa Ha 0CHoBe MHOrodaKTopHOro aHanumsa.

MNAUUEHTbI U METO/ bl

[un3aitH uccnepoBaHusn

PeTpocneKkTnsHoe KOropTHOE OAHOLLEHTPOBOE MCC/e-
[OBaHWe, BbINONHEHHOE Ha ba3e oTaeNneHna OHKoAornK
W OeTcKon xmpyprmn HaunmoHanbHOro meanLMHCKOro
nccnenoBaTeNbCKOro LEHTPa AETCKON rematonoruu,
OHKONOrMU U UMMYHOAOTMU UM. OmuTtpua Poravesa.
B nccnepoBaHue BKAOYANUCh NaLMEHTbI, NOAy4YasLIne
NleyeHune B nepuog ¢ AHBapa 2012 no gexkabpb 2022 r.
JaHHble nonyyeHbl U3 MEeAULMHCKON AOKYMEHTaL UK
LLeHTPa U MaTepuanoB KaTaMHECTUYECKOTo HabaoaeHuA.

CobntogeHune sTUYeCKUX cTaHAapToB

MpoToKon nccneposaHua 6bln 0406peEH HE3ABUCU-
MbIM 3THUYeCcKum Komutetom HMUL, AFrOUN nm. Amutpua
Porauesa (npotokon Ne 5/2023 ot 20.06.2023). Mpu 06-
palLeHMM NAaUMEHTOB 33 MeANLMHCKOM NOMOLLLBIO MOAY-
4anocb NMCbMEHHOE MHPOPMMPOBAHHOE [,06POBOILHOE
cornacue oT NauneHTOB UM UX 3aKOHHbIX NpeaCcTaBu-
Tenen Ha UCNosb3oBaHME Pes3ynbTaToB 06Cef0BaHUA
W e4eHunA ¢ Hay4yHol uenbto. Mepen npoBeaeHnem
CTaTUCTUYECKOrO aHaAn3a AaHHble bblan 0b6e3nnyeHbl
Ana obecneyeHns KoHOMAEHUMANBHOCTN MHPOPMALLMU
0 naumeHTax. JInyHble naeHTUdUKaTOPbl 6bINN YaaNEHDI
WM 3aMEeHEeHbl KoAamu, He NO3BONALWNMN UAEHTU-
dnuUMpoBaTb y4aCTHMKOB. JLOCTYyN K UCXOAHbIM AaHHbIM
6blN OrpaHUYEH NUCCAe0BaATENBCKOM IPyMnnom, y4acTBy-
toLLLelt B aHaNM3e AAHHBIX.

YYacTHUKKM uccneaoBaHuA

Kputepuu BKAOYEHUA: B UCCAeA0BaHME BKAKOYAIUCD
naumneHTbl, COOTBETCTBYIOLLME BCEM CEAYHOLUM KpU-
Tepuam: BO3pacT A0 17 neT BKAYNTENbHO HA MOMEHT
neyenus; anarHos JIM, noaTBepKAEHHbIA KAMHUYe-
CKMMMU, BM3YaNM3aLMOHHbIMKU U/Mam mopdonornyecku-
MW OaHHbIMW; NPOBEAEHME XMPYPIMYECKOro NeYeHuns
8 HMWL, ATOU nm. [1. PorayeBsa B BUAE XMPYpruyeckoro
yAaneHus, ckaepotepannun Mam KOMGUHUPOBAHHOIO
nogxoaa, nepemMYHO NMbO nocse AeYeHua No mecTy
KUTENbCTBA.

KNWHNKO-aHaTOMUUECKWE NpeAMKTOPbI W LWKkana npor{o3a

KpWTepMM HEBKNIOUYEHUA: NALMEHTbI HE BK/IHOYAJIUCD,
€C/1 BbINOAHEHHOE BMeLIaTeNbCTBO He NpeAanonarano
BbINOAHEHMWSA SHA0BACKYNAPHOM CKNEpoTepanmu, Xmpyp-
rMYECKoro yaaneHmsa uav umtopeaykumnm JIM.

KpUTEpUM UCKAIOUYEHUA: NALMEHTbl UCKAOYANUCD
NPW OTCYTCTBMM AaHHbIX MOCAEAYIOWEro KAMHUYECKOTo
HabAloAEHUA U/UAN KOHTPObHBIX BU3YaAN3aLMOHHbIX
nccnepoBaHuii, HeobXoaUMbIX ANA YCTaHOBAEHMA daKTa
cobbITUA NMMBO NpoBeAeHNA LEH3YPMPOBAHMA NPU aHa-
NIM3e BPeMEHU A0 NPOoAO/KEeHHOro pocTa JIM.

C60p paHHbIX U KaTaMHecTUYecKoe HabngeHne

C6op KaTaMHECTUYECKUX OaHHbIX OCyLecTBAaACA
NPM OYHbIX BU3UTAX NALMEHTOB B LLEHTP M NPU AUCTAH-
LMOHHbIX KOHCYNbTAUMAX C Nepegavyen meanLMHCKOM
[OKYMEHTALLMKM NO 3aMLLEHHbIM KaHalam CBA3MK.

OnuTenbHoCTb HabntogeHMA oueHMBanach No ABYM
BPEMEHHbIM LWKaNam: OT MOMEHTa NepBUYHOM rocnu-
Tanmsaumn 8 HMUL, ArOU; ot gatbl MHAEKCHOTO BMe-
WaTenbCTBa, MCNONb30BABLUENCA B aHaAM3e BPEMEHU
[0 cobbITuA.

OnpeaeneHue UCXoao0B

MNepBuYHana KOHeYHaA TOYKA

MepBUYHOM KOHEYHOM TOYKOM ABNAACA NEPBbIN
anu3o4 NpogoKeHHoro pocta/peungmusa JIM, onpe-
JenAembln Kak yBe/IMYeHne OCTaTOYHOIo KOMMOHEHTa
nopaxeHus AMbo NOBTOPHLIN POCT NOC/IE paHee AOCTUT-
HYTOrO YMeHbLUEHUA. YUUTbIBAA BPOXKAEHHYIO NPUPO-
ay 1M, ncnonb3oBaHue TepMuHa «peumamB» HOCUIO
YC/IOBHbI XapaKTep U He NoApPa3yMeBano Onyxonesoro
peunamea B OHKO/IOTMYECKOM CMbICAE.

Pernctpauunsa cobbiTa oCHOBbIBaNachb NpeuMmylle-
CTBEHHO Ha AAHHbIX NY4€BON ANATHOCTUKM, FNaBHbIM
obpaszom MPT ¢ KOHTpacTHbIM ycuneHuem. CobbiTne
dMKCMpPOBaNoch Npu OKYMEHTUPOBAHHOM YBENYEHUU
pa3mepoB NopaxeHuA No AaHHbIM BU3yanun3aLmm, COoT-
BETCTBYHOLLEM MPOAOKEHHOMY POCTY MO0 NOBTOPHOMY
YBE/IMYEHUIO OCTAaTOYHOIO KOMMOHEHTa. KnuHuyeckme
NPOABNEHUA YYUTbLIBANUCDL ANA OLEHKU 3HAYMMOCTU
BbIAB/IEHHOW AMHAMMKWU, O4HAKO MUX OTCYTCTBUE HE WUC-
KAt0YaNo perncrpaumio cobbitma npu Hannmumm ybeam-
TeNbHbIX PAAMNONIOTMYECKNX NPU3HAKOB yBenndeHua JIM.

HabntogeHne NnpoBoAMNOCh NO YHUOULLMPOBAHHOMY
NPOTOKO/Y: OLEHKA paHHEelN AUHAMUKKU BbINOAHANACH
No AaHHbIM YNbTPA3BYKOBOrO UCC/NeA0BaHMA Yepes
3 mec., OCHOBHas OUEHKa oTBeTa — No AaHHbiIm MPT
C KOHTPACTHbIM ycuneHnem Yyepes 6 mec. Mpu KAnHuYe-
CKOM YXYZLLEHMM BbINOJIHANACL BHEM/IAHOBAA BU3yau-
3aumn, U cobbiTve MOTNo BbITb 3apPerncTPMPOBAHO paHee
nnaHosoro obcneaosaHuA. Jaton cobbiTMA cunTanach
[aTa NepBOro MHCTPYMEHTA/IbHOTO UcCnenoBaHuA, Ha
KOTOPOM BbIABIEHbI NPU3HAKM NPOAO/IKEHHOIO pPocTa
WA NOBTOPHOTO yBennveHua J1IM.
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B aHanun3e BpeMeHu A0 cobbITUA TOYKOM OTCYeTa cUK-
TafNacb [aTa Hayasna MHTEPBEHLMOHHOIO IeYeHUs B yC-
nosmax HMULL ArOUN nm. imutpma Poravyesa — nepsoro
BMELLATENbCTBA, HaNpaBAeHHOro Ha peayKuuio obbema
NOpaKeHMA: XMPYPruyeckoro yaaaeHna u/unm cknepore-
panuu. HecmoTpsa Ha To 4TO NpwW CKAepoTepanmm 1 Kombu-
HWMPOBAHHbIX NOAX0AAX NIeYEHNE MOII0 HOCUTb 3TAMHbIM
XapaKTep M BKAOYATb NAaHOBbIE NOBTOPHbIE BMELLATENb-
CTBa, UMEHHO NepBOoe BMeLLaTeIbCTBO PacCMaTPMBanIoCh
KaK Ha4yano nepuoaa HabnoaeHns, NOCKObKY OHO COOT-
BETCTBOBA/I0 MOMEHTY NEPBUYHOIO TEPANeBTUYECKOrO
BO34ENCTBMA N Nepexoay nauneHTa B ¢asy aKTUBHOrO
NleyeHns B ycnoBuax pedepeHc-LeHTpa. MnaHosble no-
BTOPHbIE 3Tarbl CKAEpPOoTEPANNN AU KOMBUHUPOBAHHOIO
JleYeHnsa camum no cebe He paccMaTpUBasIUCh KaK COBbITUE,
€CNM He CONPOBOKAANNCL AOKYMEHTUPOBAHHbLIM NPO-
OONKEHHbIM pOcTOM unn peungueom JIM. Takol noaxop,
No3BONAN YHUPUUMPOBATb BPEMEHHYIO KAy MeXAy
naLMeHTamMm U OTParkaa KAMHUYECKYHO NPAKTUKY, NPU KO-
TOpoOW nocneaytowme sTanbl N1€4EHUA PAaCCMaTPUBAIUCD
KaK NpoAoNKeHME HAa4YaToON TepaneBTUYECKOM CTpaTermu.

MauneHTbl, y KOTOPbIX K MOMEHTY NOC/AeAHero Ha-
61t04eHUA He 6blN0 3aperncTpMpoBaHO NpPorpeccupo-
BaHWA J/IM, paccmaTpmMBaNnUCh Kak LLeH3YpUPOBaHHbIE Ha
[aTy nocnegHen KNMHUKO-UHCTPYMEHTAIbHOM OLLEHKM.

BTOpUUYHbINA UCXoa,: KaTeropusa

K/IMHUYECKOro oTBeTa

Ha momeHT nocneaHero HabaoAeHMUA COCTOSHME Na-
LMEHTOB KAaccMPMUMPOBANOCHL NO CTENEHM OTBETa Ha
NleYeHme C y4eTOM KAMHUYECKON AUHAMUKU U U3MEHE-
HUA 06bema noparkeHua:

- NMPOAO/IKEHHbIN POCT OCTAaTOYHOrO KOMMNOHEHTA UK
nosTopHoe ysennyeHne JIM nocne paHee JOCTUTHY-
TOW peayKumu;

- peaykumsa obbema meHee 50 % 1/MAN MUHUMaNbHbIN
KNMHUYECKUI 3D DEKT;

- peayKkumsa obbema Ha 50 % v 6onee n/mnm BblparkeH-
HbIN 1IM60 NONHbIN KANHUYECKNI OTBET.

[aHHaAa KnaccndpurKauma MCnob3oBafacb UCKAOUM-
TeNbHO A5 ONUCaTeNbHOrO aHaNM3a U He NPUMEHANACh
npu pacyeTe NePBMYHON KOHEYHOM TOYKM BPEMEHU A0
cobbITuA.

OueHKa o6bema numdartnyeckoit manbdpopmauum

0O6bem nopaskeHusa onpeaenanca no AaHHbIM UHCTPY-
MEHTaNbHOM BU3yanmsauunm, npenmywectseHHo MPT
C KOHTPACTHbIM YCUIEHNEM, HAa OCHOBAHUWN JINHENHbIX
U3MepeHui ovara.

B cTaTUCTMYECKOM aHanuM3e MUCMo/b30BasicA 06b-
em JIM, 3apMKCUPOBaHHbIN MO AaHHbIM NOCAefHero
WMHCTPYMEHTA/IbHOr0 UCCNeA0BaHUA, BbIMOAHEHHOIO He-
nocpeacTBeHHO nepes MHAEKCHbIM BMELLIATe1bCTBOM
8 HMUL, ATOU nm. Omntpuna Porayesa.
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M3yuaemble NnpeanKTOpbI
B KauecTBe KaHAWAATOB B MPOrHOCTUYECKME daKTo-
pbl 6b121M 3apaHee onpeaeneHbl KAMHUYECKUE W aHaTo-

MWYECKME XapaKTePUCTUKU, MOTEHLMANBHO CBA3aHHbIE

C PUCKOM HebNaronpuATHOro UCXoaa:

- MeToA, XMPYPrUYECcKoro IeYeHnsa, BKAKOYAA XMPypru-
Yyeckoe yaaneHue, CKaepoTepanmio U KOMBUHUPO-
BaHHbIN Noaxoa;

- BO3pacT AebtoTa 3ab6oneBaHUA M arpernpoBaHHbIN
Npu3HaK paHHero ebtoTa;

- Ha/Myne KOMNPECCUMOHHOW CUMMNTOMATUKKN U CBA3AH-
HbIX C HE pecnUpaTOPHbIX HapyweHun, gucharnm
WKW HeBpoaornyeckoro aeduunta, obycnoBAeHHbIX
KoMMpeccuen opraHoB-MULLEHEN NATOIOTMYECKN U3-
MEHEHHbIMM TKaHAMMK JIM;

- npeponepaumoHHbIn 06bem JIM Kak HenpepbiBHbIN
nokasaTtenb M Nocae onpeaeneHua KNIMHUYECKU Npu-
MEHUMOrO NOPOroBOro 3HaYeHUs;

- aHaTOMWYecKoe pacnpocTpaHeHue (ctagua no De
Serres, 6MnaTepanbHOCTb, KPOCC-XMOUAANbHOE pac-
NPOCTPaHEHWeE, BbIXOA, 33 Npeaesbl Wen);

- Mmopdonorvyeckuit Tun manbbopmaunm (MUKpo-,
MaKpPOLMCTHbIN AU CMEeLLaHHbIN TUN);

- Hann4yMe NpeaLecTByHOLLEro XMPYPrnyeckoro BmeLla-
TENbCTBA MO MECTY XUTEeNbCTBA;

- KOMMO3UTHbIN NOKa3aTeslb arpeccMBHOrO pacnpocTpa-
HeHuA (bunaTepanbHoe U/MAn Kpocc-xMomaanbHoe
pacnonoxeHue).

CTaTUCTUYECKUA aHaNu3

CtatTmMcTMyeckas ob6paboTKa AaHHbIX BbINOAHANACH
B Microsoft Excel; aHann3s nposoaunnca B IBM SPSS
Statistics v.26,0 1 Stata/MP v.16,0. KosinuectBeHHble
NnoKasaTe/In ONUCbIBA/INCb KaK MeAMaHa C YKa3zaHMeM
KBapTuaei 1 AnanasoHa sHadeHnin — Me (Q1; Q3; min;
max), KaTeropumanbHble — Kak abCco/OTHbIE 3HAYEeHUSA
M NpoueHTbl. na meXrpynnoBbiX CPaBHEHUIN KOAU-
YeCcTBEHHbIX MOKa3aTenen UCNob30BaNCh KPUTEPUN
MaHHa — YuTHu nnm Kpackena — Yonauca c anocrepu-
OPHbIMW CpaBHEHUAMM NO MaHHY - YUTHM C NonpaBKoMn
boHdeppoHu. KaTeropnanbHblie NnepemeHHble CpaBHU-
Ba/IMCb C UCMnosib3oBaHnem X2 MnpcoHa, X2 OTHoLEHMWA
npasgononobma nmMbo TouHoro Kputepua duepa.

MpeaonepaunoHHbIN 06bem J/IM aHanusmMposanca
KaK HenpepbiBHaA NepemMeHHas; A40NONHUTENbHO AN
KNMHUYECKOM MHTEepnpeTauum onpeaensanca nopor no
ROC-aHanmsy ¢ ncnonb3oBaHmem nHaekca KogeHa.

Ona BoiABneHna GaKTOPOB, aCCOUMMPOBAHHbBIX
C NPOAOINKEHHbIM POCTOM MAN peunausom JIM, npu-
MeHANACb IoTUcTUYeckan perpeccua. KaHampaTHble
nepemeHHble onpeaensannucb a priori Ha OCHOBaHUU
KNMHUYECKOM 3HaYnmocTu. C y4eToM OrpaHMYeHHOro
yncna cobbITUM aHaNM3 BbINOMHANCA B CEPUUN KNHUYeE-
CKN 060OCHOBaHHbIX MOAenen, BKNOYaBLLIKX He bonee
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yeTbipex NPeanKTOPOB 0AHOBPEMEHHO. OKOHYaTENbHAA
MoZenb BbIbUpanacb Ha OCHOBaHUMU ee KAUHUYECKOM
WUHTEPNPETUPYEMOCTU U NMPOrHOCTUYECKUX XapaKTepu-
CTUK. ANCKPUMMHALMOHHAsA cnocobHOCTb OLleHWBanacb
no naowaau nog ROC-KpMBOIM, TOYHOCTb NPOrHO3a — Mo
Brier score, kannbpoBKa — no nokasartenam calibration-
in-the-large 1 KannM6pPOBOYHOMY HaK/NOHY.

BHYTpeHHAA BanuMaauma BbINOJAHANACL METOLOM
6yTCcTpan-pecamnaunHra (1000 noBTOpOB) C NOBTOPHOM
OLEHKON MOZENM B KaXKAOM PEC3IMNe, BblYMCIEHNEM
ONTUMM3Ma e€e XapPaKTEPUCTUK U NOAYYEHUEM CKOPPEK-
TUPOBAHHbIX NMOKa3aTenel ANCKPUMUHALNKN, TOYHOCTU
M KannbpoBsKKM. Ha ocHoBe OKOHYaTeNbHOM Moaenu dop-
MMPOBanNacb ynpoLweHHas aaanMTUBHAA LWKaAa PUCKa.

beccobbITUiMHanA BbIXKMBAaEMOCTb OLLEHMBANAChL Me-
Topom KannaHa — Meliepa; cpaBHeHME KPWUBbIX Bbl-
NOJIHANOCbL C UCNOAb30BaHMEM KpuTepues log-rank
n Breslow. 1na KONMYeCTBEHHOW OLEHKU Pasnnyum
pUCKa BO BpeMeHMU NpUMEHANacb MOLENb NPONOpPLMO-
HaNbHbIX pUckoB KoKca. Pasnnuma cumtanmcb cTaTucTu-
YeCKU 3HauYMmbIMn npu p < 0,05. MNMpn MHOXKECTBEHHbIX
anoCTEPMOPHbIX CPAaBHEHMAX NPUMEHANACH NoMnpaBKa
BoHdeppoHU ¢ MCNoNb30BaHMEM CKOPPEKTUPOBAHHOIO
YPOBHS 3HAYMMOCTH.

PE3Y/IbTATbl UCCNNEAOBAHUA

B unccnepoBaHue BKA4YeHO 115 nauumeHTOB.
MeauvaHa AnnTenbHOCTU HabnwaeHUs cocTasuaa
17,6 (3,4; 42,4) mec. OT NepBUYHOMN rocnUTann3aumnm
1 11,0 (3,2; 27,0) mec. OT MHAEKCHOIO BMeLIaTeNbCTBa.
3a nepuog, KaTamHesa NPOAOKEHHbIN POCT UAN No-
BTOpHOe yBenunyeHune JIM 6biaun 3aperncTtpupoBaHsbl
y 22/115 (19,1 %) naumeHTOB; OCTaNbHble HabaAeHUA
6b111 LeH3ypupoBaHbl. OueHKa MeanaHbl 6eccobbITuii-
HOM BbIKMBAaemocCTu (65,2 mec.) npesbiwana meanaHy
HabNAEHMA U UHTEPNPETMPOBANACh C OCTOPOXKHOCTLIO
BBWAY OrpaHUYEHHOrOo YMcna cobbITui.

Ha MomeHT nocnegHero BM3nMTa NOAHbIN KANHU-
YecKuih OTBET AN yMeHblWeHWe obbema = 50 % oT-
MeueHbl y 95/115 (82,6 %) NaLuMeHTOB; YyMeHbLUEeHNe
< 50 % 1/nNn HeNoNHbIN KNMHUYeCKKiA oTeeT—y 15/115
(13,0 %); npogonkatowmiica poct—y 5/115 (4,3 %). Gakr
cobbITHA, 3aperncTpMpPoOBaHHOrO B Xxode HabnoaeHusn,
He BCeraa coBnafan C KaTeropuen ncxoga Ha nocnea-
HemM Bu3uTe.

CpaBHUTENbHbIMA aHaNM3 UCXOAHbIX KNMHUKO-aHaTo-
MUWYECKNX XapPaKTEPUCTUK NALMEHTOB B 3aBUCUMOCTHM OT
HaNYMA NPOAO/KEHHOIO POCTa UM peungmsa npea-
CTaB/ieH B Tabn. 1.

CornacHo AaHHbIM, NpeacTaB/ieHHbIM B Tabn. 1, He-
6naronpuATHanA AMHaMMKa Yalle Habatoganack y nayu-
€HTOB C paHHUM AebtoToM 3aboNeBaHUA: Npe- UK Heo-
HaTasbHaA MmaHudecTaumsa oTmedanacb y 81,8 % (18/22)

KNWHNKO-aHaTOMUUECKWE NpeAMKTOPbI W LWKkana npor{o3a

naumeHToB ¢ cobbiTvem npotue 47,3 % (44/93) 6e3 Hero
()(2(1) =9,200; p = 0,002). NayMeHTbl C pa3BUTUEM CO-
6bITMA TaK}Ke XapaKTepM30BaINCh MEHbLUMM BO3pac-
TOM Ha MOMEHT BepuduKauum gmarHosa (U = 492,500;
p =0,003), 6onee KOPOTKUM Nepmnogom oT aebtoTa 3abo-
neBaHus go ero sepudukaymm (U =731,000; p = 0,038),
B TOM YMc/ie BBUAY Hannumus 6onee Yactoi Komnpeccu-
OHHOW CUMMNTOMAaTUKMU (xz(l) =6,333; p=0,012) 1 60nb-
WMM npegonepaumoHHbIM 06beMOM NOpaXKeHUs
(U =609,500; p = 0,003) cooTBETCTBEHHO.

Hanbonee BbipaxeHHble pa3nyma Kacaamcb npu-
3HaKoB Tonorpado-aHaTOMUYECKOM pacnpoCTpaHeHHo-
ctn JIM: 6unaTepanbHOe PacnoNoKeHME BbiABAANOCH
y 50,0 % (11/22) naumeHTOB C cobbITMEM NPOTUB 9,7 %
(9/93) 6e3 Hero (xz(l) = 16,634; p < 0,001), a Kpocc-
XnounganbHoe pacnpoctpaHeHue —y 68,2 % npoTtms
40,9 % cooTBeTCTBEHHO ()(2(1) = 5,397; p = 0,020). Ha-
Ninuve NpeaLWwecTBYIOLLErO BMELLATENbCTBA NO MECTy
KUTENbCTBA TaKXKe accouUMMpoBanoCh C Pa3BUTUEM CO-
6bITHA ()(2(1) =7,247; p = 0,007).

Mpwn 3TOM Ba*KHO OTMETUTb, YTO PUCK MPOLONKEH-
HOro POCTa UK NOBTOPHOTO yBenuyeHus JIM He 3asu-
cen oT TMNa BMeLlaTenbCcTsa, BbinoaHeHHoro B HMUL,
aroun (xz(z) =1,494; p = 0,474). Accoumaumm c TUNOMm
JIM n wkanon CDS HOCKMAKM NOTPaHMYHbIA XapaKTep
(p=0,056 1 p =0,057 COOTBETCTBEHHO).

B LenoM nosyyeHHble faHHble NOATBEPXKAANM
KNMHUKO-aHAaTOMMYECKyo npupoay GopMUpoBaHUA
pucKa HebNaronpuUATHOIO UCX0A4a U NOCAYKWUAU OCHO-
BaHWEM A1 NOCNEeAYIOLLErO PerpecCMoOHHOro aHanmsa
C LLe/Ibl0 OLLEHKM HE3aBUCMMOTO BK/aZa BblABAEHHbIX
daKTopos.

OnHO}AKTOPHbBIN NOTUCTUYECKUIA PErPeCcCUOHHDIN
aHa/NN3 UCNONb30BAJICA KaK 3Tan npeaBapuUTeNbHOM
OLEHKM HAaNpaB/iIeHHOCTM accoumaLmnii NOTeHLMANbHbIX
npeauKkTopos. Mopor npegonepaunoHHoro obbema JIM
onpeaenanun no nuaekcy K0aeHa; cTaTUCTMYECKU onTu-
ManbHoe 3HayeHne 86,5 cm® 6bI10 OKPYINEHO A0 KANHK-
Yyeckun npumeHunmoro nopora = 90 cm3. Mopor 6bin nony-
YeH Ha TOW ¥Ke KoropTe 1 TpebyeT BHELWHEeN BaaMaaunm.

B MHOrodaKkTOopHble MOAENN BKAOYANUCD KANHU-
YecKkM 060CHOBAHHbIE MEPEMEHHbIE C Y4ETOM OrpaHu-
YEHHOro Yncaa cobbITUIA; pe3ynbTaTbl 04HOGAKTOPHOrO
aHa/n3a He PaCcCMATPUBANUCD KaK eANHCTBEHHbIN Kpu-
Tepwuit oTbopa.

B OKOHYaTeNbHY0 MHOFOGAKTOPHYIO MOAE/b, Npesa-
CTaBNEHHYIO B Tab. 2, BOWN NPEeaNKTOPbI, OTParKato-
LWMe paHHIo MaHUbecTaunio 3a601eBaHMA, UCXOAHYIO
pacnpocTpaHeHHOCTb NOPAaXKEHUA MU aHaMHe3 npesLe-
CTBYIOLLETO XMPYPruyeckoro feveHuns. Hesasucumbimm
dbaKTopamu pucka HebnaronpUATHON AUHAMMKN AB-
NANUCL NPe- AW HEOHATANbHbIN Ae6t0T KANMHUYECKOM
npeseHTaumu (OR 4,08; 95 % AW 1,10-15,05; p = 0,035),
npegonepaunoHHblii 06bem JIM > 90 cm® (OR 4,06; 95 %
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AW 1,09-15,15; p = 0,037), a TaKKe HaAu4mne nepsuy-
HOrO XMPYPrMYecKoro BMeLlaTenbCcTBa BHe pedepeHc-
ueHTtpa (OR 5,93; 95 % AN 1,73-20,36; p = 0,005).

[na xapaKTepucTMku Tonorpadpuyeckom pacnpocTtpa-
HEHHOCTM NopaXeHMA NCNONb30BaH KOMMO3UTHbLIN NO-

KasaTenb «arpeccuBHOE pacnpocTpaHeHune», obbesm-
HAOWMIA BunaTepanbHoe U/MAK KPoCc-XxMomaanbHoe
pacnonoxeHue JIM. 3TOT npM3HaK 4EMOHCTpUpoBan
TEHOEHUMIO K YBE/IMYEHUIO PUCKA NPOAOAKEHHOIO
pocta unu peumausa (OR 2,82; 95 % AN 0,843-9,435;

Ta6saunua 2. MHoropaKTopHaa Mogenb PUCcKa NPoAo/IKEHHOro pocTa/peumnamnsa iMmdaTnyeckoit manbgpopmaumm
Table 2. Multivariable model for the risk of continued growth/recurrence of lymphatic malformations

M3yyaemble nepemeHHble / Studied variables B(SE) OR!? 95% Aun / Cl p
KoHcTaHTa / Constant -4,411 (0,900) 0,012 - < 0,001
Mpe- A HeoHaTanbHbIN Nepuos AebroTa KNMHUYECKON
npeseHTaunmu / 1,405 (0,666) 4,076 1,104-15,045 0,035
Prenatal or neonatal onset of clinical presentation

Y] 3
MpesonepaunoHbIii 0Gvem /IM 2 90 cm* / 1,401 (0,672) 4,059 1,088-15,151 0,037
Preoperative LM volume =90 cm

2

ArpeccusHoe pacripocTpanerie IM? / 1,037 (0,616) 2,821 0,843-9,435 0,092
Aggressive anatomical spread of LM
Hanuune nepBMYHOro XMPYPruyeckoro BMeLaTeIbcTBa BHe
pedepeHc-ueHTpa / Previous primary surgical intervention 1,780 (0,629) 5,932 1,729-20,357 0,005

outside a referral center

* — OR paccunTaHo Kak Exp(B) perpeccMoHHoro koabouumeHTa; 2 — nepemeHHas « ArpeccuBHoe pacnpocTpaHeHune JIM» BkatoyaeT
6unatepasnbHoe U/Uan Kpocc-xmomaanbHoe pacnonosxkenue; War 1: R? = 0,345 (Nagelkerke), 0,233 (Cox & Snell); X2 - moaenwu 14,877;

p =0,021; MeToz BBOAA NepemeHHbIx — Backward LR.

!~ OR was calculated as Exp(B) of the regression coefficient; 2 — the variable “Aggressive anatomical spread of LM” included bilateral and/
or cross-hyoid involvement. Model performance at Step 1: R? = 0.345 (Nagelkerke), 0.233 (Cox & Snell); model x* = 14.877, p = 0.021.

Variables were entered using the Backward LR method.

PaHHMit £e6IOT KANHK-
YyecKol npeseHTauum
(npe- nnun HeoHaTanbHbIN
nepuoa) /

ArpeccuBHoe
pacnpocTtpaHeHue JIM
(6nnatepanbHoe u/mamn
Kpocc-xmongansHoe) /
Early clinical presentation Aggressive LM spread

(prenatal or neonatal (bilateral and/or cross-
period) hyoid involvement)

MpenonepayoHHbIN
o6vem JIM > 90 cm® /
Preoperative LM
volume > 90 cm?

MepBuYHOE XMPYpPrn-

yeckoe yaaneHue JIM

WU ee KOMMOHEHTOB
BHe pedepeHc-ueHTpa /
Primary surgical excision
of LM or its components
outside a referral center

Ho6asuts 1 6ann / Ho6asuts 1 6ann /

Hob6asuts 1 6ann / Oob6asutb 1 6ann /

Add lrpoint Add 1 point

Add 1 point Add 1 point

[o6asneHne 6ann08 U3 Bcex KaTeropuin ana onpeseneHns ctpatuduraumm pucka /

Sum the points from all categories to determine the risk category

<1 6ann: HU3KKM pUCK /
<1 point: Low risk
BepoATHocTb ncxoga 6,0 %
(95% On 1,9-17,4) /
Probability of the outcome:
6.0 % (95% Cl 1.9-17.4)

2 6anna: ymepeHHbI puck /
2 points: Moderate risk
BepoAaTHocTb ucxopa 10,3 %
(95% Ou 3,2-28,7) /
Probability of the outcome:
10.3 % (95% CI 3.2-28.7)

> 3 6aN/10B: BbICOKUI PUCK /
> 3 points: High risk
BepoAaTHocTb ncxoaa 44,4 %
(95% OM 28,8-61,2) /
Probability of the outcome:
44.4 % (95% Cl 28.8—61.2)

Puc. 1. BannbHas WwKana ctpatMdMKaLMm pucka NPOAOIKEHHOTO POCTa AN peuuanea MumoaTvyeckoin manbbopmauum

Fig. 1. Prognostic scoring system for risk stratification of continued growth or recurrence of lymphatic malformations
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p =0,092).

MocTpoeHHaa NPOrHOCTUYECKan mogenb bblna cra-
TUCTUYECKK 3Haunmon (x% = 14,877; p = 0,021) u xa-
paKTepM30BaNaACh YAOBNETBOPUTENBHON OOBACHAIOLLEN
cnocobHoctblo (R? Nagelkerke = 0,345). AnckpummnHaum-
OHHaA cnocobHocTb Moaenu oueHmsanacb no ROC-aHa-
N3y UHAMBUAYANbHbIX NPeACKa3aHHbIX BEPOATHOCTEN
HebnaronpuaATHOro ncxoaa v 6bla BbICOKOW: NAoOWaAb
noa, ROC-kpusow coctasuna 0,812 (SE 0,053; 95 % AU
0,708-0,916). Mpu BbIGOpPE ONTMMANLHOIO NOpPOra Knac-
cudukaummn no nHaekcey HoaeHa (phat > 0,23) uyBcTBU-
TenbHOCTb cocTtasuna 77,3 %, cneunodunyHoctb — 75,3 %.

[na oueHKN yCTOMYMBOCTU MOLENM BbINONHEHA BHY-
TPEHHAA BaANZaUMA METOLOM BYTCTPIN-pecaMnanHra
(1000 noeTopOB). BHYTPUBLIGOPOUHbIE XapaKTEPUCTU-
Kn moaenu coctasunamn: AUC 0,812, Brier score 0,112,
calibration-in-the-large 0 1 KannbpoBOYHbI HakOH 1,0.
Mo pesynbTaTam 6YTCTPaN-BaANAALMM OTMEYANOCh LW
MWHMMaNbHOE CHUMXXEHWE NMPOrHOCTUYECKMX XapaKTe-
PUCTUK; CKOPPEKTUPOBAHHbIE 3HAYE€HMA OCTaBaJIUCh
6/M3KMMK K BHYTpMBbIGOpOUYHbIM. OueHKka AUC 0,632+
coctaBuna 0,812 (SE 0,046; 95 % N 0,722—0,902). Kanu-
6POBOYHbIE MOKA3aTeNIM COXPAHANCH YA0BNETBOPUTE -
HbIMM, @ KO3bOUUMEHT rNMobanbHON ycaaKu, paBHbil 1,0,
He yKa3blBa/ Ha BblparKeHHOEe NepeobyyeHne moaenu.

Takum o6pa3om, COBOKYMHOCTb NMoKasaTesnen auc-
KPMMUHALUM, KAANBPOBKM M YCTOMUYMBOCTM MOAENN
CBUAETEeNbCTBOBAMA O NPUEM/IEMbIX MPOrHOCTUYECKUX
CBOWCTBAX W MO3BO/IMNA UCMONb30BATb NOJYYEHHbIE KO-
apPuLMeHTbI B KayecTBe CTAaTUCTUYECKOM OCHOBbBI 414
pa3paboTkM H6annbHOM WKaAbl CTPAaTUGUKALUKN PUCKA
NPOAOMKEHHOIO pocTa unun peunamsa JIM, anroputm

KNWHNKO-aHaTOMUUECKWE NpeAMKTOPbI W LWKkana npor{o3a

KOTOpOW npeacTasaeH Ha puc. 1.

bannbHanA WkKana, npeacTasaeHHas Ha puc. 1, bbina
pa3paboTaHa Ha OCHOBE NPEAUKTOPOB, BKAOYEHHbIX
B OKOHYaTeNbHYI MHOropakTopHyto moaens. Kaxkao-
My NPW3HaKy npuceameanca oguH 6ann. Hecmotps Ha
pasNnymnA BENIMYMH PErPecCUOHHbIX KO3hdMUNEHTOB,
MCMO/Ib30BaHMe PaBHbIX BECOB NO3BOJIUIO CHU3UTb PUCK
nepeobyvyeHns B YyCNOBUAX OrpaHUYEHHOW BbIBOPKK
M 06ecneyvmnTb KAMHUYECKYIO MPUMEHUMOCTD LKabl 6e3
CYLLECTBEHHOWM NOTEpU ee NPOrHOCTUYECKUX CBOMCTB.

CymmapHbIit nokasaTtenb Bapbuposan ot 0 go 4 6an-
JI0B M UCMONb30BaNCA Ana CTpaTMPUKaLm naumMeHToB
Ha TpW KaTeropumn pmcka. 4actoTa NPoAOKEHHOro pocTa
WU peunansa Bo3pactasa MOHOTOHHO C YBE/UYEHU-
eM cymmapHoro 6anna u coctasmna 6,0 % (95 % AU
1,9-17,4) B rpynne HMU3Koro pucka (< 1 6anna), 10,3 %
(95 % AU 3,2-28,7) B rpynne ymepeHHoro pucka (2 6an-
na) v 44,4 % (95 % AN 28,8-61,2) B rpynne BbICOKOro
pucka (> 3 6annos).

OUCKpUMMHaLMOHHAA cnocobHocTb WwKanbl (AUC
0,812; 95 % AN 0,717—-0,908) octaBanacb conocTaBu-
MOW C NapaMeTpammn UCXOLHOM perpeccCUoHHOM Moaenu,
YTO CBUAETENbCTBYET O COXPAHEHMWN NPOTrHOCTUYECKOM
nHdopmaunm npu ee ynpoueHun. NonyyeHHble pe-
3yNbTaTbl NOATBEPKAAIOT KAMHUYECKYIO MPUMEHUMOCTb
NPeANO0XKEHHOM WKanbl A CTPAaTMOMKaALMM PUCKA Npo-
JONXKEHHOro pocta unu peumamsa JIM npu ycnosuu
nocnenytolen BHeWHe Banmaaumu.

C y4eTom TOro, YTO KNMHUYECKOE 3HaYeHMe Hebna-
rONPUATHOTO NUCXOAa onpeaenseTca He TONbKO GakTom
€ro pa3BUTUA, HO U CPOKAMM ero BOSHMKHOBEHUA nNocne
XMPYPrUYEcKoro Ne4YeHns, cnesyoLwmm sTanom uccne-

65,2 % (SE 13,0): 67,0 mec. (SE 10,9; 95 % [V / Cl 45,5-88,6)

47,9 % (SE 17,1): 69,6 mec. (SE 12,6; 95 % W1 / Cl 44,9-94.3)

24,2 % (SE 18,9); 55,6 mec. (SE 6,7; 95 % [ / Cl 42,6-68,6)

Log Rank (Mantel-Cox): X? = 0.715; p = 0.699
Breslow (Generalized Wilcoxcon): X = 3.705; p=0.157

> g
55 10
e 5
g %]
[0}
3 —
2 | 1
= o 06 T
0 =
3 |
=2 o4
56 7
O
o
5]
8 02
(o]
x
g
E 0
o 1
0 12 24 3 48 60 72 8 9 108 120

OnntenbHocTb HabnogeHusa ana KKT, mec./
Time to composite endpoint or censoring, month
O6bem xupyprudeckoro BMmelwatenbersa / Surgical treatment modality
— W3onuposaHHas cknepotepanusa / Sclerotherapy only, n = 60
— KombuHupoBaHHoe neyeHne Combined treatment, n = 21

— Xupypruueckoe yaanenue / Surgical excision, n = 34

-+ =+ -+ LleHaypupoBaHHble cnyyan / Censored cases

Puc. 2. KymynatnsHaa 6eccobbITUMHaA BbIXKMBAEMOCTb naunMeHToB B 3aBUCMMOCTU OT obbema XUPypru4eckoro emellatenbCcrsa

Fig. 2. Cumulative event-free survival of patients according to treatment modality
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[0BaHWA cTana oueHKa 6eccobbITUIMHOM BbIXKMBAEMOCTU
naumeHToB. B 06LLeit KoropTe BEPOATHOCTb OTCYTCTBUA
NPOAO/IKEHHOTO POCTA UM PeunanBa NOCTENEHHO
CHW)Kanacb No Mepe yBeNMYEHUA ANUTENbHOCTU Ha-
6noaeHnA; 6ONbWMHCTBO COBbLITUIM perncTpupoBa-
NOCb B NepBble rofpl Nocne BmellaTenscTsa. MeanaHa
6eccobbITUMHON BbIXKMBAEMOCTM cocTaBmaa 65,2 mec.
(SE 12,2; 95 % AN 41,2—-89,1).

BaKHO OTMETUTb, YTO NPU CPaBHEHUMN BeccobbITUI-
HO BbIXXMBAEMOCTMN B 3aBUCMMOCTM OT SIe4eOHOMN TaKTUKK
(M30nMpoBaHHanA cknepoTepanus, KOMOUHUMPOBAHHOE fe-
YeHue, XMpypruyeckoe yaaneHme) CTaTuCTMYECKM 3HaUu-
MbIX Pa3/inunii BbiaBieHo He Bbino (log-rank x2 = 0,715;
p =0,699; Breslow x? = 3,705; p = 0,157), 4T OTpasKeHO Ha
puc. 2. Mpu HTEpPNpeTaLmm BPEMEHHbIX NoKasaTesei ce-
[AYeT yunTbiBaTb 0COBEHHOCTM NPOTOKONA HAbAOAeHUA:
nocse cknepoTepanuu 0CHOBHAasA OLLEHKA OTBETA NPOBO-
Annacb yepes 6 Mmec., NOCKONbKY PaHHAA AMHAMMKA MO
OoTpaKaTb NPOAO/IKAOLWMIACA TEPANEBTUYECKUA IPPEKT.
Mpu 3TOM HEBNAronpuATHAA KAMHUYECKan AMHAMUKA,
NOATBEPKAEHHAA UHCTPYMEHTANbHOW BU3yann3aLmen,
perncTpupoBasach Kak cobbiTe HE3aBUCMMO OT CPOKa
ee BO3HWKHOBEHMWA. AHA/IM3 KPAaTHOCTM BMELIATeNbCTB
MOKa3a/ CYLECTBEHHbIE PAa3NUUA MeXAY NevebHbIMK
noaxogamu. NMoBTopHble npoueaypsbl (> 2) notpeboBsa-
nmcb y 56,8 % (46/81) nauMeHTOB Nocae ckaepoTepanmm
ny 32,7 % (18/55) nocne xMpypruyeckoro yaaneHus.
MeamnaHHOe YNCNo BMeLLATeNbCTB HA MauueHTa 6b1a10
Bblle B rpynne cknepotepanuu (2 [1-3] npotus 1 [1-2];

Mann-Whitney U = 2702,5; p = 0,022). CBa3b TMNa BMe-
LWaTeNbCTBa C HEOHXOAMMOCTbIO MOBTOPHBIX NpoLeayp
6blf1a CTAaTUCTUYECKN 3HAYMMOW (sz =7,613; p = 0,006;
Fisher p = 0,008; OR = 2,70). Takum obpasom, HecmoTps
Ha OTCYTCTBME Pa3nnymii B 6eccobbITMMHON BbIXKMBaeMo-
CTU MeXay nevebHbIMM NOAX0AaMM, CTPATETUN NeYeHUs
CyLLEeCTBEHHO Pa3/IM4aanch No NOTPEBHOCTM B MOBTOPHbIX
BMeLUaTeIbCTBax. ITO OTPAXKAET PasInUMA TepanesTuye-
CKOM TaKTUKM U JLONKHO YYUTbIBATLCA MPU MHTEPMPETALMU
30 PEKTUBHOCTU NeYeHUA.

B oT/nume oT cpaBHeHUs nevebHbIX NOAX0408, CTPa-
TMduKauma naumMeHToB No paspaboTaHHON BannbHOM
LIKaNe COMPOBOXKAANACh PACXOKAEHUEM KPUBbIX bec-
COObLITUMHOM BbIXKMBAEMOCTU, YTO OTPANKEHO Ha puc. 3.
B rpynne HM3KOro pUCKa BEPOATHOCTb COXPaHeHUs Bna-
ronpuATHOIO TEYEHMA OCTaBasacb BbICOKOW, TOrAa Kak
Yy NMauMeHTOB rpynnbl BbICOKOrO pucka beccobbiTninHas
BbIXXKMBAEMOCTb BblNa 3aMETHO HUXKE U CONPOBOXKAANACH
6onee YacTbiM pa3BUTMEM CODBLITUI B TeYEHME Nepuoaa
HabntogeHua. Mpu GopmanbHOM CTaTUCTUUECKOM CpaB-
HEHMMW KPUBBIX BbIABAEHA NOrPaHMYHAA CTaTUCTUYECKAsA
3HaummocTb pasnnumii (log-rank x2 = 5,898; p = 0,052).
Mpu ncnonb3oBaHMK Kputepusa Breslow, 6onee vyBCTBU-
TENIbHOTO K PaHHWM COObITUAM, CTaTUCTUYECKM 3HAYUMbIX
pasAnuniA noayyeHo He 6bino (x2 = 2,743; p = 0,254).

Mony4yeHHble pe3ynbTaTbl CBUAETENLCTBYIOT O TEH-
AEHLMU K PasNnUMAM MeXAy rpynnamm pucka, ogHaKo
WX MHTEpPNpPeTaumnsa orpaHMYeHa HeboNbLLIMM YUCAOM
cobbITUI 1 TPebyeT OCTOPOXKHOCTH.

1,0

0,8

90,0 % (SE 6,4); 39,3 mec. (SE 1,9; 95 % AW / CI 35,5-43,0)
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Overall event-free survival

04 1

0,2
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Log-rank (Mantel-Cox): X = 5.898; p = 0.052
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Puc. 3. KymynatneHaa 6eccobbITUitHasA BbIXKMBAEMOCTb NaLMEHTOB B 3aBUCMMOCTM OT FPYMn PUCKa NPOAONMKEHHOTO poCTa
n/van peumamsa ammoaTtnyeckon manbdopmaumm, chopmMmpoBaHHbIX Ha OCHOBaHMM pa3paboTaHHOM 6anabHOM LWKaNbI

Fig. 3. Cumulative event-free survival according to risk groups for continued growth and/or recurrence of lymphatic

malformations based on the proposed prognostic scoring system
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C yyeToM pacxoXKAeHUA KpuBbIX 6eccobbITUMHOM
BbIXKMBAEMOCTM BbINO/HEHA KOIMYECTBEHHAA OLLEHKaA
pasnnynii CPOKOB Pa3BUTUA HEBNAroNPUATHOIO UCXOAA
C MCNONb30BaHMEM MOAENN NPONOPLNOHANBHBIX PUCKOB
Kokca, BK/loYaBLLEel KaTeropumto pucka no paspaboTaH-
HOW WwKane. OMHUBYC-TeCT KO3POULMEHTOB MoaENM
NMoKa3an NorpaHUYHY0 CTaTUCTUYECKYHO 3HAaYMMOCTb
ACCOLMALLMM KATeropuin pucka co BpEMeEHEM A0 cobbITUSA
()(2(2) = 5,889; p = 0,053). CxoaHbIli pe3ynbTaT noayyeH
npu cCpaBHEHUU MOLENEN MO KPUTEPUIO OTHOLWEHUA
npasgonogobui ()(2(2) =6,035; p = 0,049).

OTHOLEHME PUCKOB ANA YMEPEHHOW rpynnbl He OT-
Ninyanocb ot HM3Kown (HR = 1,001; 95 % AN 0,197-5,080;
p = 0,999), Torga Kak B rpynne BbICOKOrO pMcKka oTme-
Yyanocb 6onee Yyem TpPEXKpPATHOE yBeNUYEHUE PUCKA
pa3sutua HebnaronpusaTHoro ncxoga (HR = 3,086; 95 %
[N 0,867-10,983; p = 0,082). OTcyTcTBME CTAaTUCTMYE-
CKOW 3HAYMMOCTM OTAE/bHBIX OLLEHOK, BEPOATHO, CBA3AHO
C OrpaHUYEeHHbIM YNCIOM COObITUI U HEAOCTAaTOUHOM CTa-
TUCTMYECKO MOLLHOCTBIO aHa/IM3a BPEMEHU A0 cObbITUA.

Pe3stomunpys, B Lenom pesynbraTbl YKa3blBAKOT HA NO-
cnepoBaTenbHOE yBeIMYeHWe YacToTbl U TEMMNOB pas-
BMTUA NPOAOJIKEHHOrO POCTa MW peunansa no mepe
MOBbIWEHMA KaTEropuUn pUCKa pPa3paboTaHHOW LWKabI
CTpaTUdMKaLMKN pUCKaA, HECMOTPA HA OrpPaHMYeHHoe
4Yncno cobbITUi.

OBCYMAEHUE

B npeacTaBneHHOM MCCNELOBAHMM PUCK Hebnaronpu-
ATHOM AMHaMKKK JIM onpefenanca npenmyLLecTBEHHO
KMHWKO-aHAaTOMUYECKMMM XapaKTepPUCTUKaMM NOpaKe-
HWA, TOr4a Kak TN ne4ebHOro BMeLaTenbCTBa He OKa-
3bIBa/l 3HAYMMOTIO BAUAHUA Ha BEPOATHOCTb COOLITUS.
He3aBMCHMbIMKM NPEAMKTOPaMM NPOAOMKEHHOTO pocTa/
peuuanBa ABNAAUCL paHHAA MaHubecTauua 3abonesa-
HuAa (OR 4,08), ncxoaHblit 06bem nopaxeHuna = 90 cm®
(OR 4,06) 1 Hannumne NpeaLWecTBYOLWEro XMpypruye-
CKOro BMelllaTeNbCTBa BHe pedepeHc-ueHTpa (OR 5,93);
arpeccuMBHOE pacnpocTpaHeHUe 4eMOHCTPUPOBAJIO TEH-
AeHUMIOo K yBenmyeHuo pucka (OR 2,82).

Mony4yeHHble HAMKM pe3ynbTaThl COMNACYOTCA C COBpe-
MEHHbIMUK npeacTaBaeHnAMU 0 JIM Kak 0 BPOXKAEHHbIX
COCYAMUCTbIX aHOManusax, bMonormyeckas akTMBHOCTb
W ANUTENbHOE TeYeHME KOTOPbIX MOTYT BbITb CBA3AHbI
C coMaTMyeckumu myTaumnamu. Hambonee yacto 3abo-
NleBaHMe accoLMMPOBAHO C aKTUBUPYIOWMMMN BapuaH-
Tamu B reHe PIK3CA, BbiaBnaembiMun npumepHo y 80 %
NaLMeHTOB M NMPUBOAALLMMUN K aKTUBALMM CUTHANBHOTO
Kackaga PI3K-AKT-mTOR [15, 17, 18]. OgHako monekynsp-
HbIM cnekTp JIM Wwupe: y YacTu naumeHToB 6e3 myTaumi
PIK3CA obHapy:KMBaloTCA aKTUBMPYIOLLME BapuaHTbl BRAF,
BKAtoYaa myTtaumto V60OOE, 4To yKasbiBaeT Ha BOBaeYe-
HWe anbTePHATUBHbIX CUTHANbHbIX NyTel, BKAto4yaa MAPK-

KNWHNKO-aHaTOMUUECKWE NpeAMKTOPbI W LWKkana npor{o3a

Kackaz, v noaYepKUBaeT reHeTUYECKYIo reTeporeHHoCTb
3abonesaHua [19]. Mpu aTom mopdonorMyeckn Takue
Nopa*KeHUsa MoryT 6biTb HEOTIUUYUMbI, YTO 3aTPYAHAET
NPOrHO3npoBaHMe TedeHWs 3a60neBaHMA UCKAOYUTEIBHO
Ha OCHOBAHMWU KIMHUKO-aHAaTOMMUYECKUX XapPaKTEPUCTUK.
3KcnepumeHTaNbHble AaHHbIE TAKXKe CBUAETENbCTBY-
10T, YTO pocT JIM nofAepKMBaETCA He TONbKO BHYTPUKE-
TOYHOM aKTUBALMEN CUTHANbHbIX NyTelM, HO U InmdaH-
rMOreHHbIMM paKTopaMmn MUKPOOKPYKeHUA. B mogenax
PIK3CA-no3uTUBHbIX Nopa*keHuit 6aokaga VEGF-C npu-
BOAMNA K 3aMeA/IeEHMIO UX POCTA, TOrAa Kak perynauus
ocu Angiopoietin-2/Tie Banana Ha }KM3HeCnocobHOCTb
W pemofennpoBaHue 3HA0TeNnA. B COBOKYNHOCTU 3TH
MeXaHW3Mbl NOATBEPKAAOT BO3MOKHOCTb YBENNYEHUA
0CTaTOYHOro KomnoHeHTa JIM faxe nocne neveHua npu
coxpaHeHMu ninmdaHrmoreHHomn akTnsHocTm [20, 21].

BaKHbIM HabnlofeHUEeM ABNAETCA PACXOXKAEHUE
Mexay GakTom pernctpaumm cobbiTUA U COCTOAHUEM
nauneHTa Ha MOMEHT NocaeAHero BM3nTa: HECMOTPA
Ha 3n1304bl NPOAONKEHHOIO POCTa/«peunamBar» B Xoae
HabntoaeHUs, NPU3HAKKW aKTUBHOrO 3aboseBaHmA co-
XpaHanucb anwb y 4,3 % (5/115) naumneHToB, Toraa Kak
y 82,6 % (95/115) oTmeueH NOAHbIN OTBET UAN YMEHb-
weHne obbema = 50 %. NogobHOe pacxorKaeHue co-
rnacyeTca ¢ AaHHbIMW COBPEMEHHbIX CUCTEMATUYECKUX
0630p0B, rae NoAYEePKUBAETCA FETEPOreHHOCTb KPUTEPU-
€B OLEHKM UCXOA0B, BOIHOOOpasHoe TeyeHMe 3abone-
BaHMA M BO3MOXKHOCTb CTabuAM3aLmMmn Nocae NOBTOPHbIX
BMELLATENbCTB AN U3MEHEHUA TAKTUKKN nedenus [2, 7].
[aHHble HabaloAeHMA NOATBEPKAAIOTCA U pesy/bTaTa-
MW KPYMHbIX KAMHUYECKUX CEPUIN, A@MOHCTPUPYIOLLMX
BapMabenbHOCTb OTBETA HA CKAepoTepanmio U ANUTeNb-
HYIO AMHAMUKY 3aboneBaHus. C NPaKTUUECKOM TOYKM
3peHMA 3TO NoAYEPKMBAET HEOHXOAMMOCTb PA3INYaATL
«CcobbITMe» B aHa/NM3e BPEMEHU [0 UCXO4A U TEKyLLee
cocTosiHWe 3aboneBaHusA Ha nocneaHem Busute. MNepsbli
MoKasaTe/ib OTPAXKAET PUCK Pa3BUTUA HEBNAronpUATHOM
AVNHAMMKKM B Xo4e HabntogeHun, Toraa Kak BTOPoW xa-
paKTepusyeT HalM4Yne UAN OTCYTCTBME aKTUBHbIX NPO-
ABNeHW 3a6071eBaHMA Ha MOMEHT OLLEHKM, YTO KOHLLenN-
TyaNlbHO COOTBETCTBYET Pa3INYMI0 MeX Ay OTCYTCTBUEM
Npu3HaKoB 3ab0s1eBaHNA U HAaIMUMEM aKTMBHOIO 3360-
NleBaHMA B OHKOIOTUYECKUX UCXOLAX.

HecmoTps Ha conocTtaBuMble NoKasaTenu 6eccobbl-
TUIHOM BbIXKMBAEMOCTHU, IeyebHble NoAXoAb! pa3nya-
INCb NO KPaTHOCTU BMeLLaTenbCTB. B Hawen Koropte
NOBTOPHbIE Npoueaypbl NoTpebosanmce y 56,8 % nauu-
€HTOB nocne cknepotepanuu ny 32,7 % nocne xmpyp-
rMYECKOoro yaaneHus. 3To OTpaXKaeT 3TanHbIA XapaKTep
CKNiepoTepanuu 1 cornacyeTca ¢ KNMHUYECKMMU CepUa-
MW U HabAOAEHUAMW, TAe PAa3INUNA MEXLY METOAAMM
NPOABAAIOTCA NPEUMYLLECTBEHHO B Ie4ebHOM Harpyske,
a He B KOHeYHbIX ucxogax [2, 4, 22, 23]. Takum obpazom,
COMOCTaBUMOCTb [,0/ITOCPOYHbIX PE3YNbTAaTOB HE UCKAIO-
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YaeT CYLLEeCTBEHHbIX Pa3/Inunii B CTpPaTerMmn fedyeHmn
N UHTEHCMBHOCTM Tepanuu.

MonyyeHHble AaHHbIe NOATBEPKAAOT HEOBXOAMMOCTb
CTaHAApTM3aumMm onpeaeneHuns cobbiTua, BpeMeHHOM
TOYKM OTCYETA M NPOTOKO/IOB HabAoAeHUA NpuU nccneno-
BaHMAX COCYANUCTbIX ManbPpopmaLMii, YTO COOTBETCTBYET
COBPEMEHHbIM MHULUMATMBAM No GOPMUPOBAHUIO YHUPU-
uMpoBaHHoro Habopa ncxogos (core outcome sets) [6, 24].

C/NbHOW CTOPOHOW UCCNeaoBaHUA ABAAETCA KOM-
N/IEKCHasA OLLeHKa NPOrHOCTUYECKNX PaKTOPOB C BHYTPEH-
Hel Banngaunen moaenum n paspaboTKon KAMHUYECKU
NPUMEHNUMOM LIKaNbl pUcKa. OrpaHUYEeHUAMM ABNAKOTCA
PEeTPOCNEKTUBHbIN AU3aliH, OrpaHNUYEeHHOE YMCIo cobbl-
TWI M OTHOCUTENIbHO KOPOTKUIA Nepuog, HabaoaeHns, 4to
MOXKET B/IUATb HAa TOYHOCTb OLIEHKM BPEMEHHbIX MCXOA0B.

Takum obpasom, NonyyeHHble pesynbTaTbl Noanep-
KUBAIOT UCMNO/Nb30BaHME pa3paboTaHHOM LWKanbl Kak
npeABapuUTeNbHOTO MHCTPYMEHTA KIMHUYECKOM CTpaTh-
duKauMmn pucka npoaoaKeHHoro pocta/peunamnsa JIM.

3AK/TIIOMEHUE

B gaHHOM KoropTe nokasaHo, 4to nporHo3 J/1IM onpe-
AenseTca NpenmmyLL,ecTBeHHO 6Moaornen n aHaTomu-
el nopaxeHusa, Toraa Kak Bbibop metoaa nepBUYHOro
NeyeHuns BAUAET raBHbIM 06Pa3OM Ha TpaeKToputo
Tepanuu, HO He HA BEPOATHOCTb HeBnaronpuATHOM Au-
HaMWKW. Pa3paboTaHHas WKana ctpatudmKaLmm pmucka
NO3BONAET BblAENATb FPYNMbl MALUEHTOB C CYLLECTBEHHO
pa3NINYHON BEPOATHOCTLIO MPOrPECCMPOBAHUA U MOXKET
MCNoNb30BaTbCA ANA NepcoHanM3aumm HabawaeHus
W NNaHNPOBAHUA nevyeHua. NonyyeHHble pesynbraTbl
TaK¥Ke noAYepKMBalOT HEOBXOAMMOCTb CTaHAAPTU3U-
pPOBAHHOrO onpeaeneHna NCXoA0B N BPEMEHHbIX TOYEK
oTcyeTa Npu UccnegoBaHMAX COCYAUCTbIX Maibdopma-
uMn. HecmoTpA Ha OrpaHUYEeHUA PeTPOCNEKTUBHOIO
Am3aliHa 1 yncna cobblTUi, faHHble cO34atoT OCHOBY
ANA fanbHenwen NPoOCNeKTUBHOM NPOBEPKU MOAENN
W ee BHeLLHel Baangaumm.
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