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Beepenue

JInmpenema — 3a0oeBaHue, 0OYCIOBICHHOE HAKOTII-
JIeHHeM JTMM®BI B TKaHSIX, COIIPOBOXKIAIONIEECS YBEJIYE-
HYEeM o0beMa ITOPaKeHHOM YaCcTH Tejla C IMOCICSAYIOIUMU
W3MEHEHUSIMM B BUJE YBEJIWYCHMS TOJIIMHBI KOXHOTO
ITOKPOBA 1 OTJIOXKEHMS KUPOBOi TKaHU. [1aTonornueckue

MPOIIECCHI BBI3BAHBI CTUMYJISILIMEH aIUIIOLIMTOB M (prOpo-
6JIaCTOB B OTBET Ha HaKOIUIEHUE TMM(BI, KOTOPasi, B CBOIO
ouepenb, MHAyLUpyeT murpanuio CD4"-T-xennepHbIx
KJIETOK Y IIPUBOIUT K PEMOJIEIMPOBAHIIO BHEKJIETOYHOTO
MaTpHKca, TUIIepKepaTo3y, AMcOaaHCy JIUITOreHe3a TKaH!
1 HubpPo3y. DTU NMPOLIECCHl YCYTYOISIOT TUM(PATUIECKYIO
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IUChYHKIIMIO, B pe3y/ibTaTe Yero BO3HUKAOT KIMHUYECKYe
nposiBieHus1 iuMmdenemsl 1, 2]. Y nereit naHHast maTojo-
TUsl BBISIBIISIETCSI PENKO (4acTOTa BCTPpeYaeMOCTH — 1 crydaid
Ha 20—250 ThIC. AeTeli) U, KaK MpaBUJIo, UMEET Iporpec-
cUpylolliee U XpoHUu4eckoe TeueHue |3, 4].

Knaccudmkauus, atmonorus v ctagmpoBaHue

CornacHo kjaccugukauuy MexayHapoaHOro ool1ie-
CTBa JIMM(DOJIOTOB BBIAC/ISIOT TIEPBUYHYIO Y BTOPMYHYIO
(MpuOOpPETEHHYIO) TUMQeaeMy.

IlepBuyHast tuMdeneMa cBsizaHa ¢ TUIIOILUIA3UEH MU
ariasuei (B peaKux ciaydasix — ¢ TUIepIiasueit) ammaTu-
YECKOI CHCTEMBI, TIPUBOMISIIEH K CHUKEHHMIO abCOpOLIN
MHTEPCTUIIMAIEHOM XMIKOCTU, M MOXKET Pa3BUBaThCS N30~
JIMPOBAHHO WJIX OBITH KOMIIOHEHTOM 00Jiee CJIOKHOTO CUH-
npoma. PacipoctpaHeHHOCTB cocTabisieT 1—1,15 ciyyast Ha
100 TBIC. yenoBeK [5]. CMMNITOMEI TTOSIBIISIIOTCS B 49,2 % city-
yaeB B MJIAICHYECKOM BO3pacTe (OT MOMEHTa POXKIEHUS
1o 1 rona), B9,5 % ciyyaeB — B iepuoje neTctsa (ot 1 roga
1o 10 net) u B 41 % ciaydaeB — B IOAPOCTKOBOM BO3pacTe
(ot 10 1o 18 jer) [6]. OOIas 3a601€BaEMOCTD ITEPBUYHOI
JuMdeneMoi cpeau NeBOYEK BHIIIE, YeM CPEIr MaJTbUUKOB
(cootHoleHue 3,5:1), oMHaKO B MJaJeHYECKOM BO3pacTe
MaJIbYMKH OOJICIOT Yallle IeBOYEK (COOTHOIIIEHHE COCTABISI-
eT ~2:1) [7]. Haubosee yacToii JoKaauzauuein sIBISIIOTCS
KoHeyHocTH: B 90 % citydaeB niepBuYHas uMdenema rmopa-
JKaeT HIDKHME KoHedHocTH (puc. 1), B 10 % — BepxHue.

[lepBuuHyo TUMdeneMy Moapa3aeIsioT Ha UaoIa-
TUYECKYIO U HacJIeACTBeHHYI0. HacnencTBeHHbIe 3a0071¢-
BaHUs, CBSI3aHHBIE C HAPYIIEHUEM OTTOKA TUMBI, Mpe-
cTaBjieHbl B Taba. 1 [8—11].

Bropuunas (mpuobpereHHas) atumdenemMa (puc. 2, 3)
BO3HUKAET Ha (poHE pa3BUTHS 3a00JieBaHUI, TPaBM WU
BCJICACTBME MTPOBEICHHOTO JieueHUsI (puc. 4).

ACTIEKThI TIOZLNEPXKVBAOLLIEA TEPAMAN
SUPPORTING THERAPY ASPECTS

OmHOI1 U3 caMbIX YaCThIX TPUYMH Pa3BUTHUSI BTOPUY-
HOM JTuMdeneMbl SIBISIETCS XUPYPIUYECKOe BMEIIaTe b~
CTBO, comnpoBoXxaalomeecs aumdaneHakTomueit. [pu
yaajieHuu 1 cropoxeBoro qumdarndyeckoro ysna (JIY)
nuMdocTas pa3BuBaercs B 3 % ciyvaes, npu aumdoanc-
cexiuu 8—10 JIY — B 30 % ciryvaes [12—15]. Kak ripaBuiio,
MoI00HbBIE OIePalIMK PACIIPOCTPAHEHBI B OHKOJIorMu. He-
CMOTpS Ha BBICOKME TT0Ka3aTeJId MHOTOJIETHE BbIKMBa-
€MOCTH ITPY XUMUOTEPArIeBTUIECKOM JICUEHUH HEKOTOPBIX
3JI0Ka4€CTBEHHBIX HOBOOOPA30BaHMI y NeTeil, ToCTUra-
fomue 85,67—94,7 % (y B3pocnbix — 85 %), Ipu XUpypru-
YeCKOM JICYCHUU TpobJieMa OTHAJICHHBIX IMOCIEACTBUI
CTOUT 0cOOeHHO ocTpo [16—19]: 80 % KIMHUYECKUX TTPO-
SIBJICHUI TTOC/IeOIepalliOHHOM TuMdeneMbl Bepuduiim-
PYIOT B Te4eHUE 3 JIET MOCJIe XMPYyPrUYeCKOro BMeIaTe b~
CTBa, W C KaXIbIM TOJAOM PHUCK pa3BUTUS JaHHOTO
OCJIOXKHEHMS YBeIMUMBaeTcs mpuMepHo Ha 1 %. 1o naH-
HBIM JIUTEPATyphl, OOIIMI PMCK Pa3BUTHUSI BTOPUYHOM
JuMdbeneMbl BCISICTBUE HATMYMS/JIeYSHUST OHKOJIOTYE-
ckoro 3abosieBanust nocturaet 15,5 %. K dakropam, yBe-
JIMYMBAIOIIMM YaCTOTY BOSBHUKHOBEHUSI BTOPMYHOM JIMM-
dbeneMbl, OTHOCIT MOXWJIOM BO3PACT, XPOHUYECKOE
BOCHaJIeHUE, SHIOKPUHHBIC 32a00JIeBaHUST ¥ TTOBBIIIICHHBIM
MHIEKC Macchl Tena [20—22].

Elie omHO M3 caMbIX YaCThIX IPUYUH Pa3BUTHS BTO-
pUYHOI JIMMbeaeMbl ABJIsIeTCS PUISIPU03, KOTOPHIA pa3-
BUBaeTCs BCJICICTBUE 3apaxkeHMs dyesnoBeka Wuchereria
bancrofti, Brugia malayi vi Brugia timori. I1o nanHbsM Bcemup-
HOI1 OpraHu3aly 31PaBOOXPaHEHNS, B MUPE YMCJIO JIIOICH,
MOCTPAJABIIMX OT 3TOr0 MH(MEKIIMOHHOTO 3a00J1eBaHMsT, MO-
KeT npuomkarees K 100 MiaH. OgHaKo ciieayeT yIuThIBaTh,
YTO MATOJOTMYECKUE MUKPOOPTraHU3MBI PacIIpOCTPaHEHbI
MPEUMYIIIECTBEHHO B 3HAEMUYHBIX pernoHax — Mumum, Ku-
Tae, MnnoHe3un u paitoHax JlansHero Boctoka [23, 24].

Puc. 1. Hacredcmeennas aumgpedema HuxcHux koneuHocmeil y peberka é eospacme 1 mec

Fig. 1. Hereditary lymphedema of the lower limbs in a 1-month-old child
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ACTEKThITIOLLAEPXKVBAIOLLIEA TEPAMMN [
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Ta6auua 1. lenemuueckue ocHoebl u Kaunuueckue 0cobeHHOCMU CUHOPOMO8/00Ae3HEll, CONPOBONCOAIOUUXCS NePEUYHOL AUMPeOeMOll

Table 1. Genetic basis and clinical features of syndromes/diseases accompanied by primary lymphedema

Syndrome/disease

JInmbenema Mupost (HacsieICTBEeHHAs
auMmbenema Tuna 1A)

Milroy’s disease (hereditary lymphedema
type 1A)

HacneacrBenHast tumdenema tuma 1B
Hereditary lymphedema type 1B

Mupoii-riono6Has tuMdenema (Hacuen-
cTBeHHas TmMbenema tTuma 1D)
Milroy-like lymphedema (hereditary
lymphedema type 1D)

Kammnnspras manshopmarms
Capillary malformation

CUHIIpOM aTpe3nuu X0aH
Choanal atresia syndrome

CuHIpOM xoJecTaza-muMbeneMbl
(cuHOpoM AareHa)
Cholestasis-lymphedema syndrome
(Aagenaes syndrome)

Cunapom Kiosuca
Cloves syndrome

CuHapoM XeHHekaMma 1-ro Tuma
Hennekam syndrome type 1

CuHapoM XeHHeKaMa 2-ro TUIa
Hennekam syndrome type 2

CunznpoM XeHHeKama 3-ro Tuma
Hennekam syndrome type 3

Cunnpowm TepHepa
Turner syndrome

BosiesHbp Mexe (HaciaencTBeHHast
nmMpenema 2-To THIa)
Meige disease (hereditary lymphedema type 2)

CuHIpOM auCTUXUa3a TUMbeaeMbl
Lymphedema distichiasis syndrome

IepBuuHas numdenemMa ¢ MUEIOUCILIA-
3ueil (cuHIpoM DMbeprepa)

Primary lymphedema with myelodysplasia
(Emberger syndrome)

Hacnencteennas mumdbenema tuma 1C
Hereditary lymphedema type 1C

TunoTpuxo3-numdbeneMa-TeaeaHTUIKTa-
3Ust
Hypotrichosis-lymphedema-telangiectasia

CHH/IPOM XeJTbIX HOITei

Yellow nail syndrome

Cunapom HyHan
Noonan syndrome

Genetic
rearrangement

FLT4 (VEGFR3)

HewusBectHa
Unknown

VEGFC

PIK3CA

PTPN14

CCBE1

PIK3CA

CCDEI
FAT4

ADAMTS3

Monocomust X
X monosomy

HewusBectHa
Unknown

FOXC2

GATA2

GJC2

SOX18

HewusBectHa
Unknown

BRAF
MAP2K]
MAP2K2
PTPNII

RITI

SOS1

Clinical features

OTCYTCTBYIOT
Absent

OTCYTCTBYIOT
Absent

OTCyTCTBYIOT
Absent

Kak rpaBuito, Sipko-po30BbIe MSITHA HA KOXe
Usually, bright pink spots on the skin

HapymureHue mpoxoauMOCTH 3aTHUX OTIEJIOB MOJIOCTH HOCA, XOaH
Obstruction of the posterior nasal cavity, choanae

PasBuTtHe XenTyxu, 3y KOXHBIX TIOKPOBOB Ha (hoHe XojiecTasa
Jaundice, skin itch due to cholestasis

Hanuuue 1o6pokayecTBeHHOr0 HOBOOOPa30BaHUSI XKMPOBO TKAHU,
YBEeIMYEHUE JUTMHBI TeJla, HATMIUE COCYINCTHIX MaTb(hOopMaIIvii, SIUAep-
MaJIbHBIX HEBYCOB, aHOMAJIMU MTO3BOHOYHMKA/CKOJIMO3
Presence of a benign neoplasm of the fatty tissue, increased body height,
vascular malformations, epidermal nevi, spinal abnormalities/scoliosis

MHOXeCTBeHHBIE CTUTMBI IU33MOpHUOTeHe3a B BUIe MUKpoliedannu,
BBICOKOT0 JIOA, ITMPOKOI MIEPEHOCUIIBI, TOHKOI BEpXHE ryObl, BODOHKO-
00pa3HOIi rPpyIHOM KJIETKH, BAJIbIYCHOU AehOpMalIMK CTOT, KOPOTKHUE
HIXHHE KOHEYHOCTH
Multiple stigmas of dysembryogenesis in the form of microcephalus, high
frontal bone, wide nose bridge, thin upper lip, pectus excavatum, valgus foot
deformity, short lower limbs

HuskopociocTs, KpbUTOBIAHBIE CKIIAIKK KOXKU Ha IIee, TUTIOTOHAIN3M,
MHOXECTBEHHbIE [TOPOKM Pa3BUTHS (BPOXKIEHHbIE TOPOKU CEPALIA, MOAKOBO-
oOpa3Hasi TouKa, KOCOTIa3ue U JIp.), ieopMalivisi CyCTaBOB
Short stature, wing-like skin folds on the neck, hypogonadism, multiple
congenital abnormalities (congenital heart failure, horseshoe kidney,
strabismus, et al.), joint deformities

OTCyTCTBYIOT
Absent

I1T03, BTOpUHOE 00pa30BaHUE PECHULL U CCAAUHBI POTOBUIIBI
Ptosis, secondary eyelash growth and cornea scratches

MoXeT IpUCyTCTBOBATh MUEJIOAUCILIA3KS, BPOXKIECHHAS IIIyX0Ta
Myelodysplasia, congenital deafness can be present

JInmdenema cpasy Bcex KOHEUHOCTE
Lymphedema of all limbs

CocyaucTbie MalibpopMalliy, BKIHOUAsH IUJIATALIUIO a0PThI
U KOXXHBbIE TeJICAHTMOKTa31 K, TMIIOTPUXO03
Vascular malformations including aortic dilation and skin telangiectasias,
hypotrichosis

Tpuana XenThix/3e1eHbIX HOTTe, PeCIMPaTOPHbBIE CUMITOMBL
u mumbenema
Triad of yellow/green nails, respiratory symptoms and lymphedema

CTeHo3 KJ1aliaHa JJIerOYHOM apTepuu, 3aepkKa pocta, HapylleHe
TMIMTMEHTAIUU KOXH, YePETTHO-JTUIIEBbIE U CKEJIETHbIE aHOMAINH, 3aIePKKa
YMCTBEHHOTO Pa3BUTHS
Pulmonary artery valve stenosis, delayed growth, abnormal skin pigmentation,
craniofacial and skeletal abnormalities, delayed intellectual development
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Puc. 2. Bmopuunas aumgedema npagoii HudxiCHel KOHEUHOCMU NOCAE 6HY-
mpumblueyHol UHseKyuu y pebenka 4 nem

Fig. 2. Secondary lymphedema of the right lower limb after intramuscular
injection in a 4-year-old child

Wripekniis/Iniection Malignant lymphedema

+

BmopuyHas numegedema /
Secondary lymphedema

T

Jlumgpoouccekyua /
Lymph node dissection

Qunsapuos/ Filariasis

—

Oxuperue / Obesity

Puc. 4. IIpuuunel pazeumus emopuuroi aumgpedemol

Fig. 4. Causes of secondary lymphedema

B cooTBeTCTBUM ¢ KIIMHUYECKUMMU TIPOSIBJICHUSIMU BbI-
nensior 4 craguu tumdenemsl [25]. XapakTepucTuka cTa-
Wi TIpeacTaBieHa B Ta0JI. 2.

IlnarHoctuka

JnarHo3 ycTaHaBJIMBAIOT Ha OCHOBaHUM PE3yIbTaTOB
o0cenoBaHus 00JIBHOTO, aHAIM3a XKajJ00, UCTOPUU pa3-
BUTHS 3a00JIEBaHUSI, OCMOTpa MaleHTa, IPOBEICHUS
JTabOpaTOPHBIX U MHCTPYMEHTATBHBIX MCCIIETOBaHMIA.

B xone n3ydeHuns aHaMHe3a YTOYHSIIOT IPUYUHBI pa3-
BUTHST TUMEIEMBI, CPeTA KOTOPBIX IIPUCTATHEHOE BHUMA-
HUE CJIeAYeT YIETUTh HACIECACTBEHHBIM 3a00JIeBaHUSIM,
B YaCTHOCTHU CaXapHOMY JUa0eTy, XPOHMYECKOI BEHO3HOM
HEIOCTaTOYHOCTU M JIUM(aTUYECKUM OTeKaM, a TaKke
TepeHEeCEeHHBIM TpaBMaM, XUPYPTHUYECKMM BMelllaTeTb-
CTBaM U, 4YTO OCOOECHHO HEOOXOAMMO ITOMHHUTB, TTOCEIICHUIO
SHAEMWYHBIX 30H uisiprosa [1, 26, 27]. [Ipu ocmoTpe
OITPEIEIIIOT JJOKATU3ALMIO ¥ PACTIPOCTPAHEHHOCTh OTEKa,
a TaKKe pasHUILy MEXIY OKPY:KHOCTSIMU 3I0POBOI 1 TTO-
pakeHHOH KOHEYHOCTE! JINOO OKPYKHOCTH 00EMX KOHEY-
HOCTE# NMPY HAJIMYNW IBYCTOPOHHEM ITaTOJIOTHH.

3n10kavecmeeHHas numgpedema /

ACTEKTbITIOLAEPXVBAIQLLIEA TEPAMIN
SUPPORTING THERAPY ASPECTS

Puc. 3. Bmopuunas aumgpedema 1e6oii Huxchei KOHeHHOCMU Nocie YOaneHUs!
006eMH020 00paz06anus HuXNCHell mpemu 6edpa y pebenka 10 1em

Fig. 3. Secondary lymphedema of the left lower limb after resection
of space-occupying neoplasm of the lower third of the hip in a 10-year-old child

CucmemHele 8BocnasnumernbHole 3a6onesanus /
Systemic inflammatory diseases

Xumuonyyesas mepanus /
Chemoradiation therapy

4__

Tpasma, oxo2/
Injury, burn

[Mpu manemanuy OMpeacssioT pa3Mep M XapaKTep
oTteka (MSTKUI, TeCTOOOpa3HbIil, (pUOPO3HBII, TBEP-
JIBIii), CTOMKOCTh BMSITUHBI ITOJ] JaBJICHUEM, TOJIEPaHT-
HOCTb K JaBJICHHIO U cMeleHn10. OMHUM 13 ITaTOTHO-
MOHUWYHBIX TIPU3HAKOB JIUMQEIEMBI SBJISIETCSI CUMIITOM
CremMepa, 3aKII0YAIOIIUIACS B OTCYTCTBUM BO3MOXHO-
CTH 3aXBaTUTh U MPUIIOTHSITh KOXHYIO CKJIaIKy Ha ITPOK-
CHUMaJIbHOM (hajiaHre 2-TO Mayiblia HOTY WJIM Ha THUIbHOM
ITOBEPXHOCTH ITPOKCUMAIbHOM (hajaHTH IablieB KUCTH.
Ecnu xoxa He cxkumaercst, cumrnToM CTeMMepa CUM-
TaeTCs MOJIOKUTEIbHBIM U yKa3bIBaeT Ha JUMMeaemy,
B TO K€ BpeMsI IIpX OTPULIATSIbHOM CUMIITOME JMarHo3
HE MCKJII0YaeTCs U TPeOYIOTCS AOIMOJHUTEIbHBIC HC-
caegoBaHus [28].

B kauecTBe BU3yaIM3UPYIOITUX METOIOB ISl YCTAHOB-
JIGHUWST IMarH03a MOTYT MCIIOJIb30BaThCsl YIBTPa3ByKOBOE
uccieaoBaHue, mpsiMast TuMgaHruorpacdust, TMMQGOCLIMH-
TUrpadus, ornTUYecKasi BUsyainsalus B OJvkHeM uHppa-
KpacHOM Auara3oHe, MarHUTHO-pe30HaHCHast JTUMGorpa-
dus. [peumyiecTBa 1 HEAOCTaTKA METOIOB AMATHOCTUKY
MpeacTaBieHbl B Tao. 3 [29].


https://creativecommons.org/licenses/by/4.0/

MD-ONCO p

TOM5/VOL5

2025

Tabmma 2. Kiunuueckue cmaduu aumpedemot

Table 2. Clinical stages of lymphedema

Characteristic

CybxmHunveckast inMdenema, 00yCIOBIeHHAST aHATOMUIECKM Wi QYHKIIMOHATEHBIM HapyIIeHueM JTuMdbaTuie-

ACTEKThITIOLLAEPXKVBAIOLLIEA TEPAMMN
SUPPORTING THERAPY ASPECTS

0 CKOW CETH, BBISIBJIEHHBIM C TOMOIIIbIO TUMGbOCHMHTUTPAGUH, HO 63 KIMHUYECKUX TPU3HAKOB OTeKa
Subclinical lymphedema caused by anatomical or functional disruption of the lymphatic network detected using
lymphoscintigraphy but without clinical signs of edema

TTocTostHHBIN OTEK, KOTOPBIi HApacTaeT MPU OPTOCTATUIECKOM MT03€ M YACTUIHO YMEHBIIIAETCS TIPU KIIMHOCTaTAYe-

I CKOM IOJIOXXEHUU U/WIN B TIOKOE
Constant edema worsening in orthostatic pose and partially reducing in clinostatic position and/or at rest

1 TTocTosIHHBII OTEK, HE YMEHBIIAIOIIUNICS IPY KITMHOCTaTUYECKOH 03¢ M MMEIOIIMIA TPOTPEeCCUpYIOIee TeYCHUE
Constant edema not reducing in clinostatic pose and progressing

C1oHOBOCTS ¢ nedopmalireit KOHeUHOCTe, (PYyHKIIMOHAIEHBIMU HapyIIEHUSIMU U U3MEHEHUEM TPODUKH KOXKU

111

lymphostatic verrucosis)

(MUKO3BI, 13BbI, TMM(OCTaTUIECKIE BEPPYKO3bI)
Lymphatic filariasis with limb deformities, functional abnormalities and skin trophism changes (mycoses, ulcers,

[y 20 |

Taomma 3. CpasrHumenvHas XapaKmepucmuka memoo0os AUM@pamu4eckoli 8U3yaius3ayuu
Table 3. Comparative characteristics of lymphatic imaging techniques

Modality Advantages Disadvantages

TpaguimonHas
(mpsimast) Tumd-
aHruorpadus
Traditional (direct)
lymphoangiography

JIumdocmHTH-
rpadus

(puc. 5)
Lymphoscintigraphy
(Fig. 5)

Crapeiiuit 1MarHoCTUIeCKUit
METOJI JIJIST OLIEHKU JInMaTrye-
CKOI1 cUCTeMBI. DTUOIMPOBAHHOE
MacJio BBOJST
B IMMbaTUYeCKre KaHaIbI
Wiy TuMdaTndecKue y3iubl
U OTCJIEXKUBAIOT C ITOMOIIbIO
PEHTIeHOCKOITUH B PEXIMeE
peaIbHOTO BPEMEHU
Oldest diagnostic technique
for evaluation of lymphatic system.
Ethiodized oil
is injected into lymphatic vessels
or lymph nodes
and is traced using X-ray
spectroscopy

[IpoBoouTCS TIyTEM BHYTPUKOX-
HOTO BBEICHUSI PaIlOaKTUBHBIX
BelecTB — TexHeuus (P°™Tc) wiu
KOJUIOMA cepbl. PannoakTUBHbIIA
WHIUKATOP 3aXBaThIBACTCS
nMGaTHYECKUMU COCYIaMU
M TIPOTEeKaeT Yepe3 TnMbaTnde-
CKYIO CHCTEMY
Is performed by subcutaneous
administration of radioactive
compounds — technetium (**™Tc)
or sulfur colloid. Radioactive
indicator is captured by lymphatic
vessels and flows through the
lymphatic system

O6ecreynBaeT MpPeBOCXOAHOE
paspelieHue 1 To3BOJIsIeT
OLICHUTbH KaK Tepudepuiyeckue,
TaK M LeHTPpaJIbHbIE TUMbaTh-
YECKHUE OTHEINbI.
Tpsimast kaH1OMST IUTST GOJTBIITNX
TMPOTOKOB TaKXe JaeT
BO3MOXHOCTb ITPOBENEHUST
aHTUOIUIACTUKH
Achieves excellent resolution
and allows evaluation of both
central and peripheral parts.
Straight cannula for large vessels
also allows to perform
angioplasty

B nomnonHeHune Kk aHaTOMUYE-
CKOMY M300pakeHHUIO TTPOBO-
TIATCSI OLIEHKA JTMM(OIMHAMUKI
¥ MOXXET OBITH BBISIBJIEHO
HapyllleHue JuMbOTOoKa.
OTmuuTenbHas 9epTa KOXHOTO
00paTHOIO TOKA CYUTACTCS
MMAarHOCTUIECKUM <«30JI0THIM
CTaHIAPTOM» JIJIsT TMMdeneMbl
In addition to anatomic image,
Ilymphodynamics are evaluated
and lymph flow abnormalities
can be detected. Dermal
backflow is considered
the diagnostic gold standard
of lymphedema

WMHBa3uBHBIN MeTO BU3yan3a-
AU, KOTOPBIN TTOABEPTracT
MaleHTa BO3AEUCTBUAIO NOHU3H-
PYIOLIETO U3ITYIEeHMUST
U TpeOyeT MPUMEHEHUSI KOHTPACT-
HOTO BEILECTBA.
DTHOIUPOBAHHOE MACIIO — BSI3-
KO€, IJISI eT0 OTCIIEeKUBAHUS
0 BCeil LIEHTpaIbHOM JTMMpaTrde-
CKOM CHCTEME MOXET ITOTPe0oBaTh-
51 HECKOJIBKO YacoB
Invasive imaging technique which
exposes the patient
to ionizing radiation and requires
the use of contrast agent.
Ethiodized oil is viscous, its tracing
through the whole central
lymphatic system
can take hours

I1noxas paspelnaroiiasi crocoo-
HOCTb OTPaHMYMBAET
HCITOJIb30BAHKE 3TOTO METOAA
JUISL TUTAHUPOBAHUS JICYSHUSI.
HecMmoTtpst Ha TO YTO OMTHO(DOTOH-
Hasi SMUCCUOHHAs! KOMITbIOTEpHAast
ToMOTrpadust yTydIluia MpoCTpaH-
CTBEHHOE pa3pelieHne, 3TOro
HEIOCTATOYHO /ISl IPOBEICHUST
VHTEPBEHIMOHHBIX MTPOLIEYD
Poor resolution limits the use
of this technique for treatment
planning. Single-photon emission
computed tomography improved
spatial resolution but it is still
insufficient for interventional
procedures
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OkoHnuanue maba. 3
End of table 3

Modality Advantages Disadvantages

Cser, uzimyJaemblit hryopec-
LIEHTHBIM ar€HTOM, TTO3BOJISIET
BU3YaJIM3UPOBATh JIMMaTHIe-
CKYIO CUCTeMY 1 OOHapyX1UBaTh

00paTHBI TOK B KOXE.
HHTpaonepallnoHHYIO BU3YaJlv-

[Ipu onTryeckoit BU3yanu3anuu
B OJIMKHEM MH(PaKpacHOM
nuanaszoHe (NIRF) ucnonbssyior

OnTuyeckas BHYTpHKOXHOE BBefienne [CG 3auuio ¢ ICG ucnonb3yioT 1ist
BU3yaIM3alIvst AJL OLIPENEIICHIT aHATOMUU BBISIBJICHUS TIOTEHIINATbHBIX
¢ BBeneHuem ICG u (byH(IgHHH O D X JUMGATUYECKUX COCYI0B JIJIst
Optical imaging SOV IOR JMMDATUYECKOTO BEHO3HOTO
! In optical imaging in the near
with ICG infrared ranee (NIRE IIYHTUPOBAHUS
administration ge (NIRF) Light emitted by the fluorescent
subcutaneous administration t allows to visuali
of ICG is used for determination agent a jows Lo visuaiize
: the lymphatic system and detect
of anatomy and function of :
superficial lymphatic vessels dermal backflow. Intraoperative
imaging with ICG is used
for detection of potential lymphatic
vessels for lymphatic venous bypass
JlymuieKCHOe YIbTpa3ByKOBOE
HCCIIeIOBaHUE MOXET OBITh
WCTIOTb30BAHO JJIST OTIPEIeIICHUST
OTEKa HUXKHUX KOHEUHOCTEN
ITyTeEM OILIEHKY Pa3TUIHBIX
XapaKTEePUCTUK CJI0EB TKaHEM,
BKJTIOYAST TOJIIIUHY KOXK
M TIOKOKHOM KJIETYATKH, a TAKXKE
MOAKOXHYIO 3XOT€HHOCTb. HewvHBa3uBHBINM 1 OTHOCUTEb-
INokazaHo, 4YTO MOAKOXHAS HO HEJ0POroi METO, KOTOPbIA
3XOF€HHOCTIf SKI?I(?CHHPYGT | He TpeOyeT 3K30TeHHOTO
CO CTaguel o nternational KOHTPaCTHOTO BeIlleCTBa
Xgé’;g;gi%i%oe Societ;u/ of Lymphology) ¢ Bbico- WY PaiyallMIOHHOTO
Ultrasound KOI 4yBCTBUTEIHHOCTHIO BO3/IECUCTBUS

U CIIEU(PUIHOCTHIO
Duplex ultrasound can be used
for detection of edema of the lower
limbs through evaluation of various
characteristics of tissue layers
and subcutaneous tissue,
and subcutaneous echogenicity.
It was shown that subcutaneous
echogenicity correlates with the
ISL (International Society of
Lymphology) stage with high
sensitivity and specificity

Noninvasive and relatively
inexpensive technique which
does not require exogenous
contrast agent or radiation

Bricokoe pa3pelieHue nmpu
OCMOTpPE aHATOMUYECKUX
o0acTeit U MITKMX TKaHEeM,
TOCJIEI0BATEIbHOCTD UMITYJIb-
COB, KOTOPbIE MOXHO PEryJIupo-
BaTh, YTOOBI BBIIEJUTD OTEKH,
JKMPOBYIO TKaHb MM KOHTPACT-
HOE BelleCTBO, UCKIIIOYast MpU
5TOM BO3[ECUCTBUE NOHU3UDY-

HpOBO,E[I/ITCH C KOHTpaCTUpOBaHU-
eM ujiv 6e3 Hero U Mo3BOJISIET

MarnutHo -p€30- IIOJIY4UTb TPEXMEPHOEC

HaHCHas TUMGOrpa-  M3006paXeHUe BCEX BHYTPEHHMX m}ﬁeﬂﬁggfﬁ%gﬁﬁggﬂﬁ
obus CTPYKTYp KOHEYHOCTH C BHICOKMM 6 P

(puc. 6) paspeLieHreM 0 TTIyOnHE 1 nogforaeT
Magnetic resonance Is performed with contrast BBV IS OBAE f)J'IBIJ.II/Ie
lymphography or without it and allows to get W?ITK}I;I B Teflcignc d CLEes)
(Fig. 6) a 3D image of all internal igh resolution during

examination of anatomic areas
and soft tissues, pulse sequence
that can be controlled

to highlight edema, fatty tissue
or contrast agent without

exposure to ionizing radiation.

The technique does not have
a depth limit and allows to visualize

large areas during 1 session

structures of the limb with high
resolution

Ilpumenanue. ICG — undoyuanun 3enemblil.
Note. ICG — indocyanine green.

IMpumenenne ICG orpannueHO
paccesiHieM (hOTOHOB

¥ WX TIOTJIOIIEHNEM B TKAHSIX,

YTO OTPAaHUYMBAET BU3YaIN3aLUIO
Ha riry6uHe 1—3 cMm
ICG use is limited by photon
scattering and absorption
in the tissues which limits imaging
depth by 1-3 cm

OrpaHuvyeHHas TTyOMHA OLIEHKH
Limited depth of evaluation

K OTPAHUYCHUAM OTHOCATCA
apTe(l)aKTI)I OT UMILJIAaHTATOB,

HEo0XOAMMOCTh OOIIIETO T0CTyIa
Yyepe3 UMILIAHTATHI, YTO TPeOyeT

CHVXEHUS 103bl BO3ACHCTBUS

SJICKTPOMArHMUTHOIO I10JIA 6o

OTMEHBLI UCCJICAOBAHUA B CBA3U

C HCCOBMECTUMOCTBIO UMILJIAaHTA-

TOB ¢ MAaTHUTHO-PE30HAHCHOM
toMorpadueii. Hemoctatkamu
TAKXe SIBJISIIOTCSI CTOMMOCTD
1 MaJIOMOCTYITHOCTh JAHHOTO
HCCIICIOBAHUS

The technique is limited by implant

artefacts, the necessity of access

through implants which requires
lower electromagnetic field dose
or cancellation of examination due

to implant incompatibility with

magnetic resonance imaging. High
cost and low availability are also

disadvantages of this technique
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2 hours

Puc. 5. Jlumpocyurnmuepaghus y pebenxa 11 1em ¢ gmopuuroii aumghedemoit
Npaeoli HUJCHeil KOHeYHOCMU

Fig. 5. Lymphoscintigraphy in an 11-year-old child with secondary
lymphedema of the right lower limb

Puc. 6. Maenumno-pesonarcnas aumepoepapus y pebenka ¢ mopu4Hoil
Aumpedemoti npagoil HuxcHeil KoHeuHocmu. Cmpeakamu cieea yKa3aol
YyeeauueHHble Aumgamuyeckue cocyobl NPAgoil 20AeHU, CIMPeNKaMU CRpasa
0003Hauena 6oaee HU3KAS UHMEHCUBHOCMb CUSHAAA OM GEHbl

Fig. 6. Magnetic resonance lymphography in a child with secondary
lymphedema of the right lower limb. The arrows on the left indicate enlarged
lymph vessels of the right shin, the arrows on the right indicate a lower
intensity of the signal from the vein

ACTIEKTbI MO AEPXVBAIOLLIEA TEPAMIN
SUPPORTING THERAPY ASPECTS

[y 20 |

«30JI0TBIM CTaHAAPTOM» TUATHOCTUKY JTUMMEISMBI 51B-
JisieTCst TMMGOCIMHTUTPapYIsT, KOTOpasi IIO3BOJISIET ITOJTYYUTh
Hn300pakeHKe TMMMATUUECKIX COCYIOB B Pe3yJIbTaTe BBEIe-
HUsl pamuoTpaccepa, MEYeHHOro TexHelueM-99m (™ Tc),
CIIyXalllUM KOHTPACTHBIM areHTOM IJIsSI BU3YaJIM3alluu.
Tpaccep TpaHcTOpTUpPYeTCS Yepe3 JUMGbaTUIECKYIO ape-
HaxXHYI0 cucTemy B peruoHapHbie JIY [30—32]. B HacTos1-
1ee BpeMs He CYIIeCTBYET €IMHOIO MHEHHUSI O TOM, KOraa
M CKOJIBKO M300pakeHMIA CIIeyeT TOyYUTh ITPH ITPOBEe-
HUU JaHHOTO HcciienoBaHusa. OnHaKo HamboJiee 4acTo
CIIEIMAJIMCTHI ONTUPAIOTCS Ha 2 300pakeHrsT — Ha paHHe
craauu (yepe3 30 MUH Mocje UHBEKIIUM) U B TTO3IAHEN
aze (uepe3 90—120 mun) [15]. [Tpu npoBeaeHUHU Uccaea0-
BaHMs JTMMbaTHIECKIE TTPOTOKH ITPEACTaBIIIOT CO0Oi JIH-
HEHHBI pUCYHOK, JIY — rpaHyIMpOBaHHBI PUCYHOK
C YCHJIEHHEM KOHTpacTHOCTH. Eciu muMdbatyeckuii moTok
neperpyxeH, JuMdarudeckast KUIKOCTh BO3BpalliaeTcs
B TuMdaTUIeCKNe KaWLISIphl KOXU, YTO OIPEIEISIeTCs
Kak JIepMaJIbHbIi1 00paTHBI MOTOK.

JIumdocuuHTUrpaduss MO3BOJSIET BU3YaTU3UPOBAThH
HapyleHre QYHKIUY JTUMGbaTUIeCKON CUCTEMBI C BBICO-
Kol cnenuuaHocThio — 10 97—100 %, HO YYBCTBUTEIb-
HOCTb CHJIbHO BapbUPYET M3-3a 3HAYUTECIIBHOM M3MEHYM -
BOCTH LUPKYISALNY TUM@BI, cocTasisisg 61—-97 % [30].

TTockonbKy pa3BuTUIO TUM@EIeMbl CIIOCOOCTBYIOT pa3-
JIMYHBIC TIPUYMHBI, B OOJIBIIMHCTBE CTy4acB HEOOXOMMMa KOH-
CYJIBTaLIUsI XMPYpra, OHKOJIOra, MH(EKIIMOHMCTA, TPAaBMAaTOJIO-
ra 1 IpyTUX CIEeIUaICTOB B 3aBUCHMOCTY OT MPeArioaraeMoi
naroyioruu. CiemyeT OTMETUTb, YTO IPU ITePBUMHOL JIuMdere-
Me JIOJDKHA OBbITh Ha3HAUeHa KOHCYJIBTAIMsl Bpaya-TeHeTUKa
JUTSI UICKJTIOYEHMST HaCJIeICTBEHHOM MTaToJI0rMK, COITPOBOXKIA-
oLIelCs HApYIIECHUSIMU B TUM(ATUUECKOM CHCTEME.

Jleyenue

KomniiekcHasi 1eKOHrecTHBHAS Tepamus. MUPOBBHIM
TepareBTUYECKUM CTaHAAPTOM B JICUCHUM JTUMObEIecMbI
SIBJISIETCSI KOMILIEKCHAsI ICKOHT€CTUBHAs (IIPOTUBOOTEY -
Has) Tepanus (KIT), Kotopas BKiIoJaeT 2 3Tana: JeueHue
¥ noaaepxxanue adpexta [33, 34].

Jleuenue mauuenToB ¢ tumenemoii (1-it aran KIT)
OCYILIECTBIISIETCS B CIICLIMATM3UPOBAHHBIX MEIUIIMHCKHUX
YUPEXKACHUSIX, BKIIIOYasl peaOWIMTAllMOHHBIC OTICIICHMS
U LeHTphl. Llenblo peabuMTanuy SIBASIETCS TOCTVKCHUE
CTaOMIM3alIMK TIPOIIECca M BOCCTAHOBJICHMS YTPaYeHHBIX
byHkumii. PeabumutaiimoHHas mporpaMma BKJIIOYaeT pas-
JIMYIHBIC METO/IbI JIeueOHOM (hU3KYJIBTYPBI M (hU3HOTEpaIIiH,
HO MakcuMasibHast 3(heKTHUBHOCTh OTMEUEHa IPU BKITIO-
YeHUU B ITporpaMmy JuM@oapeHaXXHOTO Maccaxa, Ipec-
coTepaliiy U 1ieJieHanpaBIeHHOM JIe4eOHOM (DU3KYJIBTYPHI.
Kpome Toro, Ha mopaxkeHHYI0 KOHEYHOCTb HaKJIa[bIBAIOT
MHOTOCJIOIHYI0 KOMIIPECCUOHHYIO ITOBSI3KY U PEKOMEH/TY -
0T HOLIIEHVE KOMITPECCUOHHOM OIEXKIbI.

TMonnepxanue acpdekra (2-it atan KIAT) npenmosara-
€T MPOBEICHUE JIEYCOHBIX MEPONIPUATUI B TOMAIIIHUX YC-
JIOBUSIX C LIEJTBIO TTPOUIIAKTUKI OCIOXKHEHUI TUMMEIeMBbl.
IManueHT npoaoKaeT BHITOMHATD YITPaXKHEHUsT, HallpaB-
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Tumdatnyeckuii cocyn /
Lymphatic vessel

MoKoXHas BeHa /
Subcutaneous vein

AHactomo3 /
Anastomosis

Tumarnyecknii cocys /
Lymphatic vessel

Puc. 7. Bapuanmol cocyoucmoeo anacmomo3a «KoHey-6-00K»

Fig. 7. End-to-side vascular anastomosis options

MMoaKoxHas BeHa /
Subcutaneous vein

Tumarnyeckue cocyal /
Lymphatic vessels

Puc. 8. Cocyducmeiii anacmomos no muny «ocbMuHo2»

Fig. 8. Octopus vascular anastomosis

JICHHBIe Ha TUMOoApeHakK, U 00s13aTeJIbHO HOCUT KOMITPeC-
CUOHHYIO ojexay. HeoOxoguMbIMU YCIOBUSIMU B 3TOT
MepUoJ, SIBISIIOTCS KOHTPOJIb MAacChl Teja, a TaKKe exXe-
JTHEBHBIN TIATEJIbHBINA YXO/, 32 KOXE U HOTTSIMMU.

Ilo naHHBIM IUTEPATYpPhI, TPU KOHCEPBATUBHOM JICUYEHUU
OTeK, CBSI3aHHbIN ¢ HApYLIEHUEM IpeHaKHON (PYHKIIUM JTUM-
daTtrueckoit cructeMbl, yMeHbIaeTcst Ha 45—70 % [35].

ACTIEKThI TIOZLNEPXKVBAOLLIEA TEPAMAN
SUPPORTING THERAPY ASPECTS

®apmakorepanus. B HacTosiiee BpeMst BeneTcst pabo-
Ta [0 U3YYCHUIO TPUMeHEeHMS (hapMaKOJIOTMUECKUX Ipe-
mapaToB IS JICUEHUS MMallMeHTOB ¢ JuMdbenemoii. Tem
HE MEHee B TeUCHUE psiaa JIET UCTIONb3YeTCs IperapaT Karl-
tonpwit 5 %, neiicTBUEe KOTOPOTO OOYCIOBIEHO MECTHBIM
MHIMOMPOBAaHUEM PEHUH-aHTHUOTEH3MHOBOM CHCTEMBI,
yJyacTByIolleii B peryasiuuu opMupoBaHus pudposa
B pa3IMYHBIX OpraHax M CUCTEMaXx 3a CYeT MOMYJISILIY BHY-
TPUKJIETOYHOM Tepeiayd CUTHAJIOB TPAaHC(HOPMUPYIOIIETO
(hakTopa pocta Bl. Takxke c LeNbIO YMEHBIIEHNST 00beMa
BEpXHeil KOHEYHOCTH B TIOCJ/ICOIEPALIMOHHOM MEPUOIE MC-
MOJIB3YIOT Takpojumyc y XeHuH ¢ | unu 11 cragueit
JM@eIeMbl, CBI3aHHOM ¢ paKOM MOJIOYHOM Xene3sl [36].
Kpome Toro, npu TaHHOI MaTOJIOTUK ITPUMEHSIOT MOHO-
KJIOHAJIbHBIE aHTUTeNIa K MHTepsielikuHam 4/13, B pe3yasrare
Yero yMeHbIIaeTCs TOJIIIMHA SIMUACPMUCA, CHIKACTCS
KOJIMYECTBO MPOIHGEPUPYIOIINX KEPATUHOILUTOB, OTJIO-
JKEHME KoJulareHa 3-ro Tuma, MHGUIBTpauKs TYYHBIMU
KJIETKaMU ¥ 3Kcerpeccrs Th,-nHIynupyonmx IMTOKUHOB
B oTeuHoii Koxe [37]. C Lesbio JOCTUXKEHMS TTIPOTUBOBOC-
MaJIuTeIbHOTO 3¢h(eKTa Ha OCHOBE BO3IEHCTBUST HA MUKPO-
JuM@datryeckylo TUCHYHKLINIO B KOXE MPUMEHSIOT Ke-
TonpodeH, YTO IPUBOAMT K 3HAYNTETHHOMY YMEHBIIICHUIO
ee TONIIUHEI [38].

Xupypriyeckoe jiedenue. Xupypruiyeckoe BMEIIaTeIbcTBO
MOKa3aHO TMalKeHTaM CO CTOMKOI TMMbeaeMol Ipu Head-
(beKTMBHOCTY KOHCEPBATUBHOM TEPAITK, a TAKXKE MalleHTaM
C PELVAVBUPYIOLIVM POXHUCTHIM 3a0071eBaHUEM, HAPYILIEHN -
eM (DyHKIMM KOHEYHOCTH, JIMM(OpEEit, BBIPAXKEHHO# GOJBIO,
accolMMpoBaHHOM ¢ uMdooTekoM. CiremyeT OTMETUTb, YTO
XHPYPruYecKoe JieueHre Hellenecoodpa3Ho 6e3 IpeaBapu-
tesbHOro npoeaeHus KT, 1iebio KOTOpoii SIBIsIeTCs yeTpa-
HEeHUe WIK YMeHbIlIeHue oTeka [39].

11 MalMeHToB ¢ TuMpeaeMOoi TIPeayCMOTPEHBI pe-
JIYKITMOHHBII TUIT OTIepaTUBHOIO BMEIIATEIbCTBa, OCHO-
BaHHBI HAa YMEHBIICHUU 00beMa KOHEYHOCTH, U PEKOH-
CTPYKTHBHBIIA, 331a9€il KOTOPOTO SIBJISICTCS] BOCCTAHOBJICHHE
/WM yaydineHue tuMmdaTtudeckoro ortoka [40, 41].

K penyKiioHHBIM BapMaHTaM OIePaTUBHOIO BMEIIIa-
TEJILCTBA OTHOCSITCS JIMIIOAEPMATO(hACIIKTOMUS U JIUIIO-
cakuys. JlnmmonepMaTodacliaKTOMUsI peKOMEHIOBaHa T1a-
ueHTaM c 111 cragueit 3a0oneBaHus B CBSI3U € yTpaTOM WU
3HAUMTEJIbHBIM HapyLlIeHUeM (DYHKLIMW KOHEYHOCTH U TTOJI-
pa3yMeBaeT McceueHre TKaHel eIMHbIM O0JIOKOM, BKITIOYAst
KOXXY, TIOJKOXHYIO KUPOBYIO KJIETYATKY ¥ TIOBEPXHOCTHYIO
(acumro. JIeekThl IocyIe BMEIIATEIbCTBA 3aKPhIBAIOT TKA-
HEBBIMM JIOCKYTaMU JIMOO KOXKHBIMU TpaHCIUIaHTaTaMu [42].
Jlunocaxuus npumensiercst npu [I—I11 ctanuu mumbenembt
M 3aKJII0YAeTCs B yIaJICHUM JIMIITHETo o0beMa, 00pa30BaB-
IIErocs 3a CYeT M30BITOYHOTO POCTa KMPOBOM TKaAHU
U ripoueccoB ¢pudposza. CoryacHo MaTepuaiaM KOH(pepeH-
MM AMEPUKAHCKOM acCOIMAINM TUIACTUYECKMX XUPYPIOB,
KoMmOuHauus qunocakiyu u KT npuBoauT K yMmeHblle-
HUI0 00beMa KOHEYHOCTH Ha 63,95 % 1mo cpaBHEHHIO
C JaHHBIMU ITAlLIMEHTOB, KOTOPbIE ITOTyYaId N30JIMPOBaH-
Ho KJIT. BreiBombl ciaefiaHbl HAa OCHOBAaHUM aHalIu3a
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HCCIICIOBaHUI, KOTOPBIE BKIIOYAIU 48 MallMeHTOB C JIMM-
deneMoii BepxHux KoHeuHocreit I cranuu [42, 43].

[Iupokoe pacpocTpaHeHUE MOTYYMIN PEKOHCTPYK-
THUBHBIE ONEPALIVU, TIO3BOJISAIOLLME 3HAYUTENBHO YIyyllaTh
JIMMGOOTTOK, YTO B CBOIO OUYEPEb CIIOCOOCTBYET BOCCTA-
HOBJICHWIO (DYHKIIMK KOHEYHOCTH U aJalTalliy IMalleHTOB
B cotyme. Cpeau TpaauIIMOHHO MTPUMEHSTIOIIUXCS METO-
JIOB OTIEpPaTMBHOTO BMEIIATEIILCTBA 3aCITy>KMBAIOT 0COO0T0
BHUMaHUsI TMM(OBEHO3HOE IIYHTUPOBAHUE, OCHOBAaHHOE
Ha HaJIOXKEHUU JIMM(MOBEHO3HBIX, TMMbO-HOMYTOBEHO3HBIX
WA TIMMPOBEHYJISIPHBIX aHACTOMO30B (puc. 7, 8), M TpaHC-
TUIaHTalUs BacKyasipu3oBaHHBIX JIY [42, 44].

Ilo naHHBIM cHCTeMaTUYeCKOro 063opa, OnmyoJIMKo-
BaHHOTO B 2023 I, B KOTOPOM ObLJIA OTpaxkeHbI Pe3yJIbTaThl
MMKPOXUPYPTrUYeCKOro JedeHust 6496 maleHToB C JIUM-
(benemoii, yMeHbIIIEHUE OKPYKHOCTA KOHEYHOCTH B CPeJI-
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