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O6LwWupHble NMMdaTUyeckne n NIMMMGOBEHO3HbIE Manb(opMaLMn rofoBbl U LUEN Y AeTen ABASI0TCSA TAXeNbIMU
nopokamu passuTma MMMAATUHECKNX N BEHO3HbIX cocyaoB. CyLlecTByeT psf BaXHbIX HEPELLEHHbIX BONPOCOB
no nevyeHmnto 60NbHbIX ﬂaHHOVI rlaTonorme|7|, Ha KOTOpble coOBpeMeHHasa MmeguLunHCKasa nutepartypa He faet oT-
BETOB B MOSIHOM 06bEME: KOraa, Kak 1 B kakom o6beme yaansaTb natosiornyeckme TkaHu. B ctatbe npueegeH
KIIMHUYECKUI MPUMeEP fledeHuns pebeHKa ¢ 06LLIMPHON Anddy3HOM hopMor MMMGOBEHO3HOM MansdopmMaumnm
npaBov NOMIOBWHbI FOMOBbI U LUEW.

KntoueBble cnoBa: numdarnyeckas manbgopmauns, TMmMEOoBEHO3HAA ManbgopMaLms, CKepo3mpytoLlas
Tepanus, numdaHrnoma, reMammgaHrmnoma, Xmpyprumyeckoe neveHme manbhopmaumi
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ABSTRACT

Extensive lymphatic and lymphovenous malformations of the head and neck in children are usually the severe
hereditary abnormalities of lymphatic and venous vessels. There is a number of important questions concerning
such patients’ treatment, which, however, have no full answers in the modern medical literature: when and how
widely the abnormal tissues should be remove. The authors present a clinical example of treating a child with an
extensive diffuse lymphovenous malformation of the right head and neck part.
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KINVHUYECKUIA ONbIT

06LWupHbIe NUMdaTnyeckmne 1 NUMAE0BEHO3HbIE ManbgopmaLmm
rONOBbI W LWeN y AeTel ABNAOTCA THKENbIMU NOPOKaMM Pa3Bu-
TMS NUMOATUYECKNX 1 BEHO3HbIX COCY0B. TSHXKECTb MaTonorum
06yCcnoBfeHa ToTanbHbIM MOPAXKEHWEM TKaHER 0T KOXW U Noj-
KOXXHOW XXPOBOI KNETHATKI [0 KOCTEl ¢ (hOpMUPOBAHMEM TPYObIX
Aedopmauuii nocnegHnx. MopoyHbIe TKaHN MOTYT 3aHUMATh Nto6bIe
o6nacti ronosbl 1 Wwen. [laHHble 06pa3oBaHNs MOTYT NPUBOAUTD
K Pe3KoMy OrpaHN4eHnio OYHKLMIA AbIXaHWs, 3pEHIS, NpueMa nuLm
1 peyn. Mpu noKanusauun Manbopmaumm B 0671aCTU ropTaHOTMOTKN,
[H2 NOMOCTK pTa U A3blKa CYLLECTBYET BbICOKUA PUCK Pas3BUTUSA
COCTOSIHUIA, YrPOXKAIOLLMX XKIU3HYU pebeHka. O6wmpHble nuMdaTi-
yeckue 1 NMMGOBEHO3HbIE ManbopMaLnn ABASIOTCS MPUYUHON
06e306paX1BaHNs BHELUHEro BUAA NAUMEHTa, Y4TO O0TPULATENbHO
BMWSIET Ha ero Ncux03MOLMOHaNbHbIA cTaTyc. Bee 310 noaTeep-
xpaT cnosa akagemuka H.®. cakosa [1], ony6nnKoBaHHbie
B 1974 r.: «[lopokn pa3sutns nepudepnyecknx KPOBEHOCHbIX
N NIUMAATUYECKMX COCYI0B OTHOCATCS K Mano U3y4eHHbIM pasaenam
JeTCKOii aHrnonorun. MHorvne BONpockl 3TNONOMWN, NATOreHesa,
KIMHUKW, AMArHOCTVKM 1 NIEYEHNS 3TUX MOPOKOB OCTAKTCA HesC-
HbIMU 1 TPEOYIOT AanbHeliLIero uccneaosaxus. Mopokn passutus
nepudeprnyeckx coCyaoB SBASKOTCA TSHKENbIMIA BPOXAEHHbIMU
3a605eBaHNAMU. Bo3HMKaA ¢ poxaeHnem pebeHka, OHM Nporpec-
CUPYIOT, BbI3bIBAKOT 3HAYUTENbHbIE (DYHKLIMOHANbHbBIE U aHATOMU-
yeckue pacctpoiictsa. MporpeccupytoLlee Te4eHne 3TUX NOPOKOB
NPUBOAMT K BO3HMKHOBEHUIO HEOOPATUMbIX N3MEHEHUA B TKaHAX
NOPaXXEHHOT0 OPraHa, YTo 3aTPYAHSAET NPOBeAEHNe 60NbHbIM paju-
KanbHOro neyenus. CBOEBPEMEHHAR NArHOCTIKA 11 onepauns Aens-
I0TCS €AMHCTBEHHBIMI CIOCco6amMi NPOUAAKTIKIA 3TUX HAPYLLEHNIA.
Paankanuam B Xupypruu nopokoB pasBuUTMs nepucepuyecknx
COCYJ0B Hax0AMTCA B NPAMOI 3aBUCUMOCTI OT PacnpoCTpaHeH-
HOCTW 1 NOKannU3auyuy Nopoka, CTeneHn BOBMEYEHUS B NMPOLECC
OKPYXIoLLKX TKaHeli». Bce 370 CTaBUT Nepej Xupyprom CepbesHble
BOMPOChI: KOrfa, Kak 1 B KakoM 06beMe 0nepupoBaTh LaHHOIO
nauueHTa.

Ha cerofHawWwHWiA geHb [06POKAYeCTBEHHble 06pa30BaHNA
13 IMMATNYeCcKnX CoCyL0B N0 MeXAYHAPOAHON Knaccudgukaumum
6onesHeit 10-ro nepecmotpa (MKB-10) HOCAT Ha3BaHWe UM AHTN-
oma. Korzia B natonornyeckom 06pasoBaHum, KOTOPOe KNNHUYECKM
onpefensnn Kak nuMmanrnoma, 06HapyxmBanu KpoBb, TO OHO
HOCWNO Ha3BaHWe remnumdanrnoma. B HacTosLee Bpems B pesy/ib-
TaTe UMMYHOTMCTOXUMIYECKIAX 1 TEHETUYECKNX NCCIEA0BAHWIA JOKa-
3aHO OTCYTCTBUE MApKePOB ONYXOMN y AaHHbIX 06pa3oBaHuii [2].
[1na 0603Ha4eHNs NOPOKOB Pa3BUTUA NUMMDATUYECKUX N KPOBE-
HOCHbIX COCYZI0B MPUMEHSIOTCA TePMUHbI ManbopMauus unm
aHrmnoaucnnasus. Hasgaxue cocyamcras Manbopmaums (vascular
malformation) Hanbonee 4acTo MCNONb3YETCH B aMePUKAHCKOIA
nuTepartype, TOrAa Kak eBporenckoe MeguLnHCKoe Co06LLECTBO
NPUMEHSET TEPMUH aHruoaucnnasng (angiodysplasia). Mo knaccm-
thukaumn MexxayHapoAHOro 06LLecTBa N0 U3y4eHU COCYANCTbIX
aHomanuii ISSVA (International Society for the Study of Vascular
Anomalies) B pegakumn 2014 r. numarnyeckas manbpopmamus —
9TO NMOPOK pa3BuTUa NUMATUYECKNX COCYL0B, MMM OBEHO3HAs
ManbMopmaumns — 3T0 KOMEMHUPOBAHHbIA MOPOK Pa3BUTUS NIUM-
(haTuyeckmx 1 BEHO3HbIX COCY/0B.

B 06nacTsax ronosbl W LWeK BCTPEYATCSH KMCTO3HbIE (HOPMbI JIUM-
(hatnyeckux Manbgopmawuii, KoTopble NoLPa3AenstoTCs Ha MenKo-
KNCTO3HblE (MpW Hanuyuu nosioctenn MmeHee 1 cm B AnameTpe),
KpYMHOKWUCTO3HbIE (MpU Hanu4um nonocTen 6onee 1 cmM B AnameTpe)
1 CMeLUaHHble (MPY HanU4um NonocTel pa3Horo anametpa) [3, 4].

Mo panHbim A.MT. Manuuuua (1974) [5], numdatnyeckue mManb-
(hopmaunun, 3aHUMaKOLLME OLHY UNN [IBE CMEXHbIE aHATOMUYECKIE
o6nacTu, ABNAOTCA ManopacnpocTpaHeHHbIMK, a NopaxaroLue
Tpn 1 60nee — 06LIMPHbIMK. B 3aBMCMMOCTY OT TMNA pocTa pas-
NINYAKOT OrPaHNYeHHY0 1 Anddy3Hyo hopmbl. OrpaHnyeHHas
ManbHopMaLms UMEeT YEeTKO 04epYeHHbIE KOHTYPbI 1 He npopacTaeT
B OKpY)XatoLLme TKauu. Mpn audysHoin hopme NaTonornyeckme
TKaHW NOKANU3YKTCA B XXMPOBON KNETHATKe, MbILILAX, KOCTAX,
(hacuusx, Koxe, ClIM3NCTbIX 0605104KAX, @ B HEKOTOPbIX CIy4asaX —
B 6JIM3N1EXKALLNX OpraHax.

B CBA3M C TEM YTO B HaLLIeil CTpaHe CTaTUCTUKA MO 3a60MeBaHNAM
BefeTcs no HomeHknarype MKB-10, To cTaTucTyeckie AaHHble 6epyT-
csl N0 numMdpaHrnomam. Jlnmapatnyeckas ManbhopmaLns cocTaBnser
6-18% 0T j06pOKa4ecTBeHHbIX 06pa3oBaHuil y feTei [6, 7]. Mo faH-
HbiM J.L. Acevedo (2008) [8], 3a60neBaeMoCTb UM aTU4ecKuMu
mansgopmaumsami Bapbupyetca ot 1:1000 go 1:16 000 cpefu HoBo-
POXAEHHbIX. [TOpoKN pa3BuUTUA NMUMDATUHECKIX COCY0B B 06/1aCTV
rOJI0BbI 1 LLIEN YaLlle BCEro ONpeaenstoTcs npu POXAEHU Unn B nep-
Bble FOfibl XXM3HM pebeHka. B Bo3pacTe 4o 04HOM0 rofa 06pa3oBaHms
aunardoctupytores B 60-80% cny4aes [9-11]. B 06n1actvt ronosbI v Lwen
Manbopmaumu BeTpeyarorcs B 50-75% cnyyaes [12, 13].

[To faHHbIM MeULMHCKOI HAay4HOW NuTeparypbl, CyLLeCTBYeT
HECKO/IbKO OCHOBHbIX METOJ0B J1e4eHNs [ieTeil C 06LIMPHBIMU JIUM-
thatnyeckumMm n TMMAOBEHO3HBIMU ManbMopMaLMsMU B 0651aCTH
rOMOBbI 1 Wen. VX MOXHO pas3fenuTb Ha TpW Fpynmbl; KOHCEPBa-
TUBHbIE, XUPYPTUYECKIE U KOMOMHUPOBAHHbIE. K KOHCEPBATUBHbLIM
MeTofaM OTHOCATCA ANHAMUYecKoe HabntoaeHne, MeLuKamMmeH-
TO3HOE NeYeHune, nyyesas Tepanus. Xupyprnyeckumm Metofamu
NIeYeHMs ABNAOTCA TPAANLIMOHHOE XMPYPrMYeCcKoe BMeLaTenbCcTBo
[14-16], ckneposupytowias Tepanus [17-20], nazepHas xupyprus
[21, 22], kpnoxupyprus [14, 23-25]. KOMOUHUPOBAHHbLIA METO
BKITK04AeT B CE6S COYETAHME TeX UIIN UHbIX CNOCOBOB NEYeHNs.
Takoe 41CNO METOAOB e4eHUs FOBOPUT 06 OTCYTCTBUM OJHOMO
YHUBEPCANBbHOr0 METOa JIeYeHNs.

[Tpu aHanm3e Hay4HbIX Ny6ANKALNA N0 TeMe IeYeHNs NaLneHToB
C JAHHOWN NaToNoruen BbISBAEHbI CEAYIOLLNE HEPELLEHHbIE BOMPO-
Cbl: B KAKOM BO3pacTe 0nepupoBath pebeHka ¢ 06LIMPHBIM NOPOKOM
NUMATUHECKIUX 1 BEHO3HbIX COCY0B B 0611aCTI rONIOBbI U LUEU,
B KakOM 00beme yaansaTb natosiornyeckne TKaHu, Kakue MeTo-
Obl Ne4eHns npumensTb. CoBpeMeHHas MeauLMHCKas nuTepatypa
He [JaeT OTBETOB HA MOCTABJIEHHbIE BOMPOCHI B NOMHOM 06bEME.

CTOMT OTMETUT, YTO B 3apYOEXHbIX HAY4YHbIX NCTOYHUKAX UME-
t0TCA NIULLb eAUHUYHbIE MY6IMKaLMK N0 AeMOHCTPALNN NONHOCTbIO
NPONIEYEHHbIX AeTeil ¢ 06LUMPHBIMU (hopMaMi TUMDATUHECKNX
1 IMM)0BEHO3HbIX MajibqOpMaLnii B 0651aCTU TONOBbI U LLIEN.
B HMX aBTOPbI YKa3blBAIOT HA BO3MOXHOCTYW NPOBEAEHNS TOTalbHOMO
11 cy6TOTANbHOIO YAaneHNs NaToorn4eckux TKaHen ¢ nonyvyeHuem
XOPOLUMX Pe3ynbTaToB fieveHns [26, 27]. B coBpeMeHHOI 0Te4ecT-
BEHHOW NUTePaType TakuX JAHHBIX Mbl HE HALLIN.

B naxHoii ctatbe NpuBefeH NpuMep feYeHns nawuueHTa ¢ ooLwmp-
HOW oudydpy3Hoi MM OBEHO3HON Manbgopmauueid B 0651acTu
rONOBbI U LLEN, KOTOPOMY 6bifi BbINONHEHbI BCE BUZbI COBPEMEHHBIX
METOZ0B /1eYeHus.

Knunuyeckuii npumep

B 2014-2017 rr. B 0TAe/1eHUN YetOCTHO-NINLEBON XMPYPrimn
Poccuinckoii [eTckoii ropofcKon KMHNYECKON 60MbHMLbI CBATOIO
Bnagumunpa, Mocksa (PIKB) npoBogunocs nedveHne nauyneHTa 4 net
(pocT 98 cm, macca Tena 14 kr) u3 opaaxuu ¢ gnarHo3om: o6Lump-
Has ouddysHas NMMpoBEHO3Has Manbopmauus nuua, Wwew, gHa
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nosiocTn pTa, rMOTKK, A3blKa (CMeLlaHHas hopMa), CoYeTaHHas
Jedhopmauus 4enocTen; XPOHUYECKOe TpaxeanbHOe KaHH0MeHO-
CUTENbCTBO, HOCWUTEMb FracTPOCTOMbI, 3afiepPXKKa NCUXOPE4EBOro
pa3gutus. CTONT OTMETUTb, YTO Pe6eHOK POLUNCa y poauTenei
13 Pa3HbIX NOPAAHCKUX CeMei, y BrvKanux poLCTBEHHUKOB BPO-
XKAEHHOI COCYAMCTON NaTonornn He 6bIno.

113 aHamMHe3a 13BECTHO, YTO B aHTEHATaNbHOM nepuose (6 MecsLes,
23-9 Hefens 6epeMeHHOCTU) NpU NPOBELEHNN YNbTPa3ByKOBOr0
nccnepnosanms (Y3W) y nnofa 66110 BbIIBNEHO 06bEMHOE 06pa30Ba-
HWe B 06/1aCTV roN0BbI U LWeu. PoauTensmu 6b110 NPUHATO peLleHne
6epemMeHHOCTb He npepbiBaTh. PebeHOK poanncsa Ha 37-i Heaene
B Pe3ynbTare onepaTuBHbLIX POJOB (KECAPEBO CEHEHNE) C 06bEMHBIM
06pa30BaHKeM B 06/1aCT roNoBbI 1 LLew crnpasa. [ocne nposefeHns
Y3W, komnbtoTepHoi Tomorpacpun (KT) u MarHUTHO-pe30HaHCHON
Tomorpacpuu (MPT) 6b1n ycTaHOBNEH AMArHO3: 06LLMPHARA AUd)-
(hysHas numdatnyeckas mManbopmaLms rofossbl, Wen. B cBasn
C BbIP@KEHHbIM HApYLUEHNEM AbIXaHWS NaUMeHTy Obina Hanoxe-
Ha TpaxeocToma. [13-3a HEBO3MOXXHOCTW NpKemMa nuLLM Yepes poT
pe6eHOK Haxoauncs Ha 30HA0BOM nuTaHuu. B Teyenme 1,5 mecsua
nocne poxaeHust 601bHOMY NMPOBOANAACL FTOPMOHANbHAA Tepanus
(NpepHN30n0H) 6e3 NONOXMUTENBHOMO KIIMHUYECKOro 3ddheKTa.
C uenbio ymeHblueHns 06bema 06pa3osanns B 4 mecaua (puc. 1)
pebeHKy 6bIfo NPOBELEHO BCKPbITUE, APEHUPOBaHNE 06pa30Ba-
HWA, NOIY4eHO 1 3BaKynposaHo 200 Mn CepO3HO-remMopparnyeckon
XXUAKOCTY, OLHAKO Yepe3 MecsiLl BHOBb 0TMEYaoCh YBeNNYeHue
06bema naTonornyecknx TkaHen. [lanee B Te4eHne 3 neT NpoBoaU-
nack CKNepo3npytoLLas Tepanus. Beero 6b110 BbINoAHeHo 11 onepa-
LKA, KOTOPbIE ObIV NPOBELEHbI N0 MECTY XUTeNbCTBa B lopaaHuu.
B xofie neyeHns NpUMEHSANNChL CNeLyoLLLMe CKNepo3npytoLLne npe-
naparbl: 61e0MULIAH (3 Onepaumu), LOKCULMKNKH (1 onepauus), Tpu-
aMUMHOSOH 1 iekcameTasoH (1 onepaums), KOpTU30H (1 onepauus),
nuunéanun (OK 432, 5 onepauwit). Ha nepsom rofy »u3Hu 60/bHOI
nepeHec acnupaunoHHyo NHEBMOHWIO. B BospacTe 1 roga 2 mecsua
pebeHKy Oblna BbINOSHEHA Onepaums: 0TKpbITas qyHLONIMKaums
no Hucceny (Nissen), ractpoctomus, a B 1 rog 4 mecaua (puc. 2)
y naumeHTa ObINK yhaneHbl NaTonornyeckne TKauu B 061acTu Luen
cnpasa. HecMoTps Ha BCe NPOBELEHHbIE XMPYPrvecKie BMeLLa-
TeNbCTBA Y NauneHTa COXPAHANNUCH BbIPXXEHHAs aCUMMETPUA nuua
11 LWewn 3a CHeT 60/1bLIOr0 06beMa NaToNOrNYeCKNX TKaHEN rosoBbl
W LWem crpasa, Makpornoccus. Pe6eHoK Abllian 4epes TpaxeocTomy,
NUTANICA Y4epes ractpocTomy, He roopun (puc. 3 a, 6). bonbHoi Bbin
HanpasfieH B Poccuto Ans aanbHenLwero feveHus.

Mpu noctynnequn B ATKG cB. Brnagumupa y naumeHTa oTMeyanach
BbIPXEHHAA Jeopmaums nuLa 1 LWew 3a c4eT 60M1bLLIOr0 MaccuBa
NaTonorM4YecKNX TKaHei, 3aH1NMaloLLMX NPaBYKD NONOBUHY NNLA
1 wewn. PoT y pebeHka 6bin MOCTOAHHO OTKPbIT, A3bIK BbICTYNasN
13 NONIOCTY pTa.

[MaumeHTy 661N NpoBeAeHbl 06¢cneaoBanns: Y3 (Toshiba
Aplio MX), com6ponapunrockonus (Olympus Exera Il CLV 180), KT
¢ KoHTpactuposanuem (Toshiba Aquilion 16; OmHunak 350).
Mpu nposegeHun Y3 natonoruyeckux TkaHem (puc. 4 a, 6)
nocnefHue 6bINM NpeLcTaBneHbl ManoanddepeHLNpPoBaHHO
aBACKYNAPHON TKAHbIO, MECTAMU UMEIOLLEN CTPYKTYPY MENKnx
KucT. [laTonornyeckne TKaHW Ha4MHanuchb OT KOXHOIO NMoKpoBa
1 MpoJO/MKaNMCh A0 Kocteid. Onpeaenuts TOYHbIE pa3Mepbl
06pa30BaHus ¢ nomoLsio Y3U He npescTaBnanoch BOSMOXHbIM,
T.K. INHENHbIe pa3mepbl MabopmaLn BO MHOTO pas 6blin 601b-
e ANMHbI YIIbTPA3BYKOBOIO AaT4MKa.

Bo Bpems npoBeaeHust (PUOPONapUHrocKonum B 0611acTi roptaHo-
FMOTKM 0TMEYanoch BblGyxaHue NpaBoil CTEHKM rNOTKW. [aTonorus
CTPYKTYp rOPTaHN He BbIfBEHA.
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Puc. 1. BHenHumii BUI MaliMeHTa B Bo3pacTte 4 MecsleB

Fig. 1. Patient’s view at the age of 4 months

Puc. 2. Buewnumii Bun peberka B Bozpacte | roga. B obnactu yria
pTa crpaBa MPOsIBICHUsT aHTYJISIPHOTO XeiyinTa Ha (hoHe HapylleHUsI
[JIOTAHUST, UCTEUEHUST CITIOHBI U3 TIOJIOCTH pTa

Fig. 2. The appearance of a child at the age of 1 year. Angular cheilitis
in the right mouth angle due to swallowing disorders, saliva outflow from
the oral cavity

Mocne nposeaeHns KT ¢ KOHTPACTMPOBAHMEM COCYAO0B Oblin
onpefeneHbl TOYHbIE pa3Mepbl 1 06beM NaTONOrNYECKMX TKaHel,
X KPOBOCHABGXEHWeE, a TakXe BU3yanu3mpoBaHa Aedopmaums
KoCTeli nnLeBoro ckeneta. MopoyHble TKaHK pacnonaranuch B 0KO-
NOYLUHO-XXeBATeSbHOIA, BUCOYHON, NOBHO, OPOUTANbHON, CKYNOBOW,
noA60poL0YHOI 0651aCTAX Crpasa, NOAHVKHEHETOCTHON, NOANOA-
60pOI04HON 0651aCTAX Crpasa, B 0KOSIOrNIOTOYHOM NPOCTPAHCTBE
1 B 0611aCTM OCHOBaHUS Yepena, B 06/1aCTU rPYANHO-KMOYNYHO-
COCLeBWHOI MbILULbI, B BUCOYHOIA, NOABUCOYHOI U KPbITOHEGHON
AMKax Crnpasa, B LEYHbIX 06/1aCTAX, B 06/1aCTI BEPXHENA W HUX-
Hel ry6, B 06/1aCTH CKaTOB HOCA (puc. 5). HakonneHus KoHTpacT-
HOr0 npenapara B MaToNIOrMYeCKNX TKaHsX BbIABNEHO He ObINo.
[lechopmaums KocTeil nnua BbipaXXanach B CNeayLLEM: CYXXEHIE
ANbBEONSAPHbIX OTPOCTKOB BEPXHIX YENOCTEN U anlbBEOASPHON YacTH
HUDKHEIA YeNHCTH, 3HAYNTENbHOE YBENNYEHIE BETBYM 1 TENA HIDKHEN
YenocTK Cnpasa, BAaBneHHas hopma NocneaHnx, BepTuKanbHas
pesLoBas Au30kko3na (1,5 cm). Takxe onpefgensnacs aedop-
Maums KOCTe cBOAa U OCHOBAHMSA 4Yepena B BUAE aCUMMETPUM




KINVHUYECKUIA ONbIT

Puc. 3 (a, 6). BHerHuit B1I 60JbHOTO B BO3pacTe 4 JIET NMPU MOCTYIUICHUU B OTIeJIeHUe YeatocTHO-ueBoit xupypruu KB cB. Biagumupa

Fig. 3 (a,b) The appearance of the patient at the age of 4 years upon admission to the Department of Maxillofacial Surgery of St. Vliadimir hospital

ToBNmA

Puc. 4. Y3U. ManoauddepeHumpyeMasi CTpyKTypa MmaToJOrm4ecKux
TKaHen

Fig. 4. Poorly differentiated sort tissues by ultrasound

CBOJIa Yepena 3a CYeT YNoLeHNs TEMEHHOW 1 3aTbII04HON KOCTEei
Crnpasa, YBENMYEHNUS NPaBOWA HUKHEYESTIOCTHON AMKN (puc. 6).
BepxHue fpIxatenbHble myTu 6bin CMELLEHbI BIIEBO 3a CHET 06beMa
NaTo0rM4ecknx TKaHel, KOTopble pacnonaranuchb B OKOSIOr0TOY-
HOM MPOCTPAHCTBE (pUC. 7). B faHHOM KnuHu4eckom cnyvae MPT
He NMpoBoAMIack B CBA3M ¢ nosiomkoin annapara MPT. KonuyecTtso
NHCHOPMALK OT BblLLEYKA3aHHbIX METOA0B 06CNeL0BaHUsA ANna npu-
HATWS PELLEHNS O TAKTUKE JIeYeHNs ObII0 JOCTATO4HbIM. BoibHOMY
6bI1 NOATBEPKAEH ANarHo3: 06LIMpHas aAnddysHas numdarnye-
cKas Manbmopmauns rofiossl 1 LWew, CMeLlaHHas dopma.

B cBA3mM ¢ Hanu4uem 60nbLLIOro 06bEMa NaTonornyecknx Tka-
Hel, KOTOPbIE ABNANUCH NPUYUHON HAPYLLEHUS AbIXaHNS, CAMOCTO-
ATENbHOIO NPUemMa NULLK, a TAKXKEe BbIPXKEHHbIX KOCMETUYHECKNX
HapyLLEHNIA, B CBA3M C OTCYTCTBUEM I(DCEKTA OT MANIOMHBA3MB-
HbIX METOLO0B NEe4YeHUs 60/1bHOMY OblfN BbICTABMEHbI MOKA3aHUA
K XMpypryeckomy neyeHnto. B Boapacte 4 net pebeHKy npoBeaeHo
TOTanbHOE yAaneHne Natonorn4ecknx TkaHem B 0651aCTi NpaBon
NOJOBWHbI FONOBbI 11 LUEN B YCNOBUAX 06LLUei aHecTe3nu. og Kom-

Puc. 5 (a, 6). KT. TpexmepHasi peKOHCTPYKLIMSI TKaHei. BuszyanusuposaH o0beM MaTogormuyeckKux TKaHeil B 00J1acTH TOJOBBI U L1eH, nedop-

Mauus KocTei auua

Fig. 5 (a,b). CT scans with 3d reconstruction. Huge lesion in the right part of head and neck with facial bones deformities visualized
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Puc. 6 (a, 6, B). KT. TpexmepHast peKOHCTpYyKIHs yeperna. Onpenessiercsi coueTaHHast necopMaius 4entocteil, nedopMalius CBoa U OCHOBaHUS

Jeperna

Fig.6 (a,b,c) CT with 3D reconstruction. Combined maxillo-mandibular deformation, deformation of the vault and base of the skull

OMHMPOBAHHbLIM 3HA0TPAxXeaNbHbIM HAPKO30M (CEBOPaH) U3 MOAU-
thuumposaHHoro paspesa no I.M. KoBTyHOBUYY 6bIn CCHOPMUPOBAH
KOXHBbIIA JIOCKYT B BUCOYHON, OKOJTOYLLIHO-XXEBATENbHOM, LLIEYHOI
1 MOJHWKHEYeNtoCTHON o6nactax (puc. 8). BoigeneHue narono-
rMYECKNX TKaHEN NPOBOAMNOCH eANHbIM MaccuBom. OKonoyLLHas
1 NOAHVKHEYENIOCTHASA CMIOHHbIE XKene3bl He AnddepeHLmpo-
Banuchb. B xoae onepauny 66111 06HAXEHbI U COXPaHeHbI 06LLas,
HapYXXHas N BHYTPEHHSS COHHbIE apTEPUI, BHYTPEHHSAS SpeMHas
BeHa (puc. 9), ¢ KOTOPbIMU 6bISIM UHTUMHO CMasiHbl TKAHW Maslb-
hopmaumm 10 BX0Aa 1 BbIX0JA COCY0B U3 OCHOBaHWS Yepena.
13 KoHrnomepara ygansembix TKaHen XpALeson nioTHOCTU
¢ 60NbLIVMU TEXHUYECKUMN TPYAHOCTAMN ObIAN BblAENEHbI
1 COXpaHeHbl nuueBoit (puc. 10), A3bIKOTNOTOYHBIA, 61YXaat0-
LLWit, [06ABOYHbIN, NOABA3bIYHBIA HEPBbI. [1aTONOMMYECKIE TKAHM
TaKXe OblfIn UIHTUMHO CMasiHbl CO CNYXOBbIM MPOXOA0M BMIOTb
[0 Hapy>HOro CNyX0BOr0 OTBEPCTSA, YTO NOTPe60Ban0 KpONoTAmu-
BOrO BbleneHus nocneaHero. AnnutensHoCTb onepawmum coctaBuna
12 yacos, kpoonoTeps — 400 mn. B xoae onepaunu BbISBNEHbI
crnefytolne 0CoO6EHHOCTM: NATONOrNYECKNE TKAHN UMENN Xpsi-
LLIeBYO NNOTHOCTb U3-32 NPOBELEHHON paHee CK1epo3unpytoLLen
Tepanuu, pacnonaranucb cpasy noj KoXemn u pacnpocTpaHanch
110 KOCTEN NnLia 1 OCHOBAHUS Yepena, OKyTbIBas 1 CMeLLas cocy-
Obl 1 HepBbl. B pesynbTaTe Xupypruyeckoro BMeLIaTeNibCTBa BCe
BUAMMbIE FNa3y NATONOrMYeCKMe TKaHW ObInn yaaneHbl, paHa
yLUNTA Y3/I0BbIMI LIBAMW, YCTAHOBJIEHbI NEPYATOYHbIE APEHAXU
(puc. 11).

Puc. 7. KT. TpexmepHasi peKOHCTPYKLMS TKaHei. OnpeaensieTcs: cMe-
LICHME AbIXaTeJbHbIX MyTeil BIeBO (YKa3aHO Ha PUCYHKE CTPEJIKaMM)
Fig. 7. CT with 3D reconstruction. Anatomical airway displaced to the
left (arrows)

Puc. 8. Omepauust: TOTanbHOE ymaJeHUE MATOJOTHYECKUX TKAaHEIl.
Drarn onepaunu: KOXHbII JIOCKYT OTIEIEH OT MaTOJOrMYeCKUX TKaHe i
Fig.8. Surgery: total removal of the lesion. Operation step: skin flap separated

from pathological tissue
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Puc. 9. Dran onepauuu: BbiIeNCHBI 0011ast, HAPYXXHAsI U BHYTPEHHSISI
COHHbBIE apTepuu (CTPEJTKH)
Fig.9. Operation step: common, external and internal carotids are sepa-

rated (arrows)

-
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Puc. 10. DTtan onepaiuu: BbIZCIEHBI CTBOJ U BETBU JIMIIEBOTO HEpBa
(CTpesKu)
Fig. 10. Operation step: facial trunk and its branches are separated (arrows)

Puc. 12. Makponpenapar. ManonuddepeHrpoBaHHas pyoIrioBo-m3me-
HEHHasl IaToJjiornyeckasl TKaHb, ylaJeHHasi BMeCTe ¢ Tureprpoduye-
CKMM TOCJ/IeoNepallMOHHBIM pyOLIOM Ha Koxe. Bec maronornyeckux
TkaHeit 800 r.

Fig. 12. Macro specimen. Poorly differentiated cicatrically altered patho-
logical tissue removed together with hypertrophic postoperative skin scar.
Tissue weight 800 g.

Makponpenapat npefcrasnsan co6oi ManoamgdepeHLmpoBaHx-
HY0 COEMINHMTENbHYI TKaHb C hparmeHTamn MeNIKUX KIUCT, KOTOpble
6bI1 3an0NHEHbI MMMAOIA nAn NMMAOIi ¢ KpoBbio (puc. 12).

[pn natorncTonornyeckoM nccnefoBaHni 66110 NOMYYEHO Cre-
JytoLLiee onucaxue yaaneHHbIX TKaHei: B UCCNeLyeMOM Matepuane
MHOXXECTBEHHbIE (DParMeHTbI COEAHUTENbHON TKaHU C BKIIOYEHMS -
MW XKMPOBOIA TKAHW, 60ITbLLOE KONNYECTBO NUMAATNYECKUX COCYLOB
Pa3NNYHbIX PA3MEPOB 1 HOPMbI, Pa3LeNeHHbIX NEPeropofKamu pas-
HOW TONLUMHBI; NONIS CKNEPO3UPOBAHHON TKaHM C BEHAMU MEJIKOro
kanu6pa; 6onee KpynHble BEHbI YPOAMBON (DOPMbI C YTONLLEHHBIMY
CKJ1ePO3MPOBAHHBIMI CTEHKAMU; UMEOTCS Y4aCTKM C pacLUnpeH-
HbIMW MOJTHOKPOBHbIMU BEHO3HbIMI COCYAAaMM C NepuBacKynap-

Puc. 11. Dran onepauun: maToJ0THYeCKe TKAHU BbIIETIEHBI 10 OCHO-
BaHMsI Yyepera, Tejia HUXKHe YeocTu (CTPEesIKK)

Fig. 11. Operation step: pathological tissues separated up to scull base and
mandible body (arrows)

HbIMU KPOBOWU3NMSHUAMN; BCTPEYAIOTCS AOMbKU CIIHOHHbBIX XKesne3
C PACLUMPEHHbLIMU BbIBOLAHBIMI NPOTOKAMU. 3aKNHO4EHNEe: NOPOK
pasBuUTMA NUMMDATUHECKMX U BEHO3HbIX COCyAoB (puc. 13 a, 6).
Ha 0CHOBaHWU [JAHHOrO 3aKI4eHUs 60NbHOMY Oblfl NOCTABIIEH
OKOHYaTesbHbIA KNUHUYECKUA ANMArHo3: 06LumnpHas anddysHas
NMMOBEHO3HAA ManbOPMALWS FONOBbI U LLIEN CNPaBa, CMELLaHHas
hopma.

[TocneonepaunoHHbIN NEPUoL 0CNOXHIIICH KPaeBbIM HEKPO3OM
KOXHOr0 JlockyTa. Jlumdopeu He 6b110. PaHa 3axuna 4acTuyHo
NEePBUYHBbIM HATSXXEHWUEM. BTOPUYHBIM HATSXKEHNEM 3aXKMBIEHNE
paHbl NPOX0ANII0 B MeCTax Hekpo3a fiockyTa. LLBbI CHATLI Ha 10-e
CYTKW. BOnbHOM 6bIN BbINUCAH U3 OTAENEHUS B YAOBNETBOPUTESIb-
HOM COCTOSHUM Ha 20-e CYTKM mocne onepauun. Tpaxeoctoma
11 TacTpOCTOMA BbINN OCTABMEHbI.

[Tpn KOHTPONBLHOM 0CMOTpe pebeHka Yepe3 6 MecsLeB nocne
onepauun xXanob y poanTeneii Ha nocneonepaLmoHHy 0651acTb He
6b1110, MUMUYECKIE MbILILbI (DYHKLIMOHMPOBA/M B MOSIHOM 06bEME.
OfHaKo y naumueHTa 0TMeYanach BbIPQXXeHHAA MaKpOrnoceus: a3blk
He NoMeLLancs B pOTOBOW MONOCTW, BbICTYNAA Ha 2 ¢M (puc. 14).
Mo paHHbIM KOHTPONbHbIX KT 1 Y3W, natonornyeckux TkaHei
B 06/1acTax nepsoil onepawumn BbIfBIEHO He 6biin (puc. 15 a).
CoxpaHanach co4eTaHHas fechopmanns YentocTeil, 0TMe4anoch yse-
JINYEHNE BEPTUKANTbHO Pe3L0BON AU30KKM03uK (¢ 1,5 4o 2,7 cm)
13-3a BbIP@XXEHHON Makpornoccun (puc. 16). CMeLLeHus BEpXHNX
JbIXaTesbHbIX NYyTeN BbISBEHO He 6bino (puc. 15 6).

C Lenblo YMEeHbLUEHNS pa3mMepoB A3blKa 1 NPULAHUA aHATOMUYe-
CKOVi hopmbl nocregHemMy 60/1bHOMY 6bina NpoBeAeHa Cy6ToTabHASR
pe3eKLms A3blka C OLHOMOMEHTHOI NACTUKOM MECTHBIMU TKAHAMMU.
B xop4e onepaunn A3blK 6bI pacceyeH BAOMb MO CPEAHE NMHNN
Ha [Be NON0BMHbI 10 V-06pa3HO PacnonoXeHHbIX XenoboBatbIx
COCOYKOB, Janee 6blna MCCeveHa Npasasi, 3HAYUTENLHO YBENNYEHHasA
B pa3Mepe 4acTb A3blKa, @ TAKXE 4acTb JIEBOM MONOBUHbI A3bIKa.
Mpu Takom paspese A3blKa ObIsT NOMY4eH JOCTYN K NaToN0rnyecknm
TKaHAM B 0611aCTW KOPHS A3blKa, KOTOPble NPeACcTaBnsanm co6on
KMCTbl pasHoro fuamerpa, nocnefHue 6oinu yaaneHsl (puc. 17 a).
B pesynbTare onepauum 6bina chopmMmUpoBaHa aHATOMUYECKas
(hopma A3bIKa 1 OH CTan NoMeLLaTbca B nosioctu pra (puc. 17 6).
lMocneonepaunoHHbIA Nepuog NPoxoann 6e3 0CNOXHEHUNA, paHa
32K1Na NEPBUYHBIM HATSXXEHWEM, LLBbI CHATI HA 14-e CyTKM.
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CLINICAL EXPERIENCE

Puc. 13 (a, 6). Mukpockonuyeckasi KApTHHA MaTOJOTMYECKUX TKaHe

a) OcoOEHHOCTH JOJbYATOTO CTpoeHUs TMMGbOBeHO3HOI Manbdopmanuu. 06. X10; B.T.

ITaTonornyeckne TKaHM AEIATCS INPOKUMU (PHOPO3UPOBAHHBIMY MOJI0CAMU COEAMHUTEIbHOM TKaH! Ha CBOeOOpa3HbIe 10JbKU. BHYTpHI01bKOBOE
CTPOEHUE MX MOJMMOpP(dHOE, OTIMYaeTcs pa3HOOOpa3MeM: B OJHUX 30HAX 3TO TOHKOCTEHHbIE MPUYYMLIMBbIE MEJIKHUE IMOJOCTU, B APYTUX —
TOJICTOCTEHHBIE KPYIHBIE MOJOCTU; CTEHKHM MPEACTABICHbl TO HEXHBIMU KOJIJIATEHOBBIMU BOJIOKHAMM, TO TMIIEPTPOGUPOBAHHBIMU MYyYKAMU
TJIaIKOMBILIEYHBIX KJIETOK, CPEIM KOTOPBIX BCTPEUAIOTCS LIEMOUYKM U3MEHEHHBIX BeH. O0pa3oBaHue MPEeMMYLIECTBEHHO COCTOUT M3 KPYITHBIX
TTOPOYHBIX IMMdaTnuecknx cocynoB. OnHaKO BCTPEUAIOTCsI 30HBI ITepexoia CTeHKH MaToJI0rnueckoro JInMGaTIecKoro cocya B CTeHKY BEHO3HOTO
cTBOJIA (YKA3aHO Ha PUCYHKE CTPEJIKOii) € runepTpoGrpOBaHHBIM IIAIKOMBILLIEYHBIM c1oeM. 0) JInMdoBeHo3Has ManbhopMalus ¢ JJOKycaMu
(hOPMUPYIOIIKUXCS COCYI0B Cpeau MoJjieit rpydoro ckieposa. O0. x4; Majutopu.

KpoMe TUMMYHBIX CTPYKTYP, XapaKTEePHBIX Uit TUMMaTUIeCKOil MaibhopMaluy (MHOXECTBO KPYITHBIX TTOPOUHBIX TUM(ATUUECKUX COCYIOB),
BCTPEYAIOTCSI MHOTOUMCIICHHBIE MOJIsi XAOTUYHOW aHTMOMATO3HO# Mposudepaliii cocy10B KanuISIPHOTO TUIIA CPEIU PBIXJION COETMHUTETbHOM
TKaHU (CTPEJIKH).

Fig. 13. Microscopic picture of removed tissue

a) Features of the lobular structure of lymphovenous malformation. Pathological tissues are divided into peculiar lobules by broad fibrous bands of con-
nective tissue. Their intraparty structure is polymorphic; in some areas it is represented by thin-walled fancy small cavities, in the others - thick-walled
large cavities; the walls are represented by delicate collagen fibers, or hypertrophied bundles of smooth muscle cells, among which there are chains of
altered veins. The lesion mainly consists of large abnormal lymphatic vessels. However, there are zones of transition of the pathological lymphatic vessel
wall into the wall of the venous trunk (arrow) with a hypertrophied smooth muscle layer. b) Lymphovenous malformation with the loci of forming vessels
among the fields of gross sclerosis. Besides the typical structures usual for [ymphatic malformation (many large, abnormal lymphatic vessels), there are

numerous fields of chaotic angiomatous proliferation of capillary type vessels among loose connective tissue (arrows).

Puc. 14 (a, 6). BHeurHuii Bux nauueHTa yepe3 6 MecsiLieB 1mocjie nepBoil oneparu
a) Mumuka mia coxpaHeHa. 6) OTmevaercst BbIpaxkeHHasi MaKpOTJIOCCHSI.
Fig. 14 (a,b). Patient’s appearance at 6 months after Ist surgery. A) Facial mimics preserved b) significant macroglossia remains
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Puc. 15 (a, 6). KT 4epe3 6 mecsiieB rnocie onepaiiu. TpexmepHasi peKOHCTPYKIIUST TKAHEH

a) BbIpaxeHHass MakpOIJIOCCHsl, OTKPBITHIA MPHUKYC. B 06G1acT onepauuu OTCYTCTBYIOT MAaToJOrMYecKue TKaHu. 0) [lbIXaTeJbHble MyTH

He cMellleHbl (YKa3aHO Ha PUCYHKE CTPEJKaAMM).
Fig.15 (a,b). CT scans at 6 months after surgery. 3D reconstruction.

a) Remarkable macroglossia, b) airways are not displaced (arrows)

Puc. 16. KT nocne nepBoii onepaiuu. TpexmepHass peKOHCTPYKIIMS
yeperna. CoxpaHsieTcsi couetaHHast aedopmarius yenocTeit
Fig. 16. CT after Ist surgery. 3D reconstruction of scull. Combined jaws

deformation remains.

YaaneHHble TKaHuW npejcTaBnanu co60M KOHrnomepar
MENKUX KWUCT, MPWU BCKPLITUM KOTOPbIX UCTeKana numda.
MonepeyHononocaTble MbllLbl A3blKa ObIAN NPeCTaBNEHbI eAM-
HUYHBIMI BONOKHAMU, PACTONOXEHHBbIMYU MEXAY KucTamu (puc. 18).
Mo pesynbTatam NaTorncTonOrNYecKoro ccnesoBaHns 6bino nony-
YEHO CNeaytoLLiee 3aKIi0YeHMe: NaTonorMyeckne TKaHu NpescTas-
neHbl CHOPMUPOBAHHBIMU (3pesibiMu, ANtdEepeHLNPOBAHHbIMM)
AMMATUHECKUMI LLENAMI U TONOCTAMU, CTEHKI KOTOPbIX YTOM-
LL|eHbl 32 CYET MOBbILIEHHOTO prbpo3a, 6€3 rnagKoMbILLEYHbIX
KneToK. TkaHu mManbcopmaLni pacnonoXeHbl MecTaMmi 04aroso
B TOJILLE CMIN3UCTON 060SI04KM, HO NPEUMYLLECTBEHHO B LUIMPOKOM
MOLCMU3NCTOM C0E U CPeaN MbILLIEYHON TKaHN A3blka. Cnnaucras
060104Ka paBHOMEPHO 1 Auddy3HO runepTpodompoBaHa 3a cyet
AKaHTO3HbIX Pa3pacTaHuin CO3PEBAKOLLEr0 MHOrOC/OMHOrOo anuTe-
nust. NOACAM3NCTbINA CNON YPE3MEPHO LWMPOKIAIA, B T.4. U3-3a rpyboro
(hrnbpo3a. Takxxe 0TMEYaeTCsd HepaBHOMEPHAs BACKyNapu3aLms
CTEHOK NMEaTN4eCcKOi NosiIoCcTI C 3aCTOEM U MOSTHOKPOBUEM
NOCNEAHNX, 04araMmy XaoTU4HON aHrMOMATO3HOM nponudepaLmum
cocyf0B KanunnspHoro tuna (puc. 19 a, 6, B).

Puc. 17 (a, 6). Onepauusi: cyoToTaIbHAs pe3eKIIUS 3bIKa C OMHOMOMEHTHOM TJIACTUKOW MECTHBIMU TKAHSIMK

a) YajeHue naToJorMyecKnx TKaHeil B 00J1acTh KOpHS A3bika. 6) BepTukanbHag pe3Losast IM30KKI031A. SI3bIK pacrojiaraeTcs B MoJIOCTH pTa.

Fig. 17 (a,b). Operation: subtotal tongue resection with immediate plastics with adjacent tissues.

a) Pathological tissues around tongue base removed b) vertical incisive disocclusion. Tongue is fully inside the oral cavity
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Puc. 18 (a, 6). Makponpermnapar

CLINICAL EXPERIENCE

a) YnaJieHHbIe YacTH si3bIKa pazmepaMu 5X 3 cM, 3x2 cM. 6) OcHOBHasT Macca TKaHel MpeacTaBieHa MEJTKMMU KUCTaMU ¢ JTuMboit. OnipeneisiioTest

€IMHUYHBIC MbILLIEYHbIE BOJOKHA.
Fig. 18 (a,b) Macro specimen

a) Removed tongue pieces, size 5x3 and 3x2 cm b) most of the removed tissue is represented by small cysts with lymph. Solitary muscular fibers visualized

B cBS31 C OTCYTCTBUEM HAPYLLEHIS CAMOCTOSATENbHOIO [bIXaHWS,
YTO GbINO MOATBEPXKAEHO [AHHBIMI KOHTPONbHOI hMGPONApUH-
rockonuu, Ha 14-e cyTKM Nocne BTOPOIl ONepaLuy NauueHTy Gbina
npoBefieHa AekaHwnAUMsA. HecMOTPS Ha TO YTO MaUMEHT Havan
CaMOCTOATENbHO MUTATbCS OT 3aKPbITUS racTPOCTOMbI POANTENN
0TKaszanuch. PeGeHOK Gbin BbINMCAH U3 OTAENEHUs C PeKoMeHaaLmen

AanbHenLero HabnaeHns B JUHaMUKe. 3aKpbITe racTPOCTOMbI
NNaHpoBaNoCh N0 MECTY XNUTENbCTBA.

[Tpn KOHTPONLHOM OCMOTpE Yepe3 1,5 roga nocne BTOPOIA one-
pauun y pebeHka CUMMETPUS LA He HapyLUeHa, NaTonoruyeckne
TKaHW B 0671aCTV NPABOM MOI0BUHbI MOJIOBbI U LLUEWN He BblSIN BbIsiB-
NeHbI, NPUKYC HOPMATU30BANCS (BEPTUKANIbHASA LLEMb BO (DPOHTASTb-

Puc. 19 (a, 6, B). Mukpockomnuueckasi KapTMHa MaTOJOTUISCKUX TKAHE si3bIKa

a) Jlumdarnyeckast Mabhopmarius CIM3UCTOrO 1 MOJCIU3UCTOrO CI0EB SI3bIKa C XpOHUYECKUM BocranienreM. 00. X4; I'.D.I1aTonornyeckue TKaH!
s13bIKA MpeicTaBIeHbl CHOPMUPOBAHHBIMU (3peSbIMU, TU(depeHIMPOBAHHBIMU ) TUMGATUYECKUMU LIEISIMU U TTOJIOCTSIMU (CTPEIKU), KOTOPbIE
HaXOJATCS KaK B CIM3UCTOM, TaK ¥ B TIOACIU3UCTOM ClIOsIX. BocnanutenbHast MHGMIBTpaLus yMepeHHas, TuMdounuTapHasi, IpeuMyLeCTBEHHO
110 Tiepudeprun Ype3mMepHO TITyOOKMX aKAHTO3HBIX TSKeil MHOTOCTIOMHOTO TUIOCKOTO SMUTEIHS CIIM3UCTON 00010uky. 6) JInmbaTueckast Maib-
(hopmarust riIyGOKMX CI0EB S13bIKa CPEIU Pa3pO3HEHHbIX ITYYKOB MBILICUHOI TKaHU U 1oJieii rpydoro ckieposa. 06. X4; Mannopu. [TonoctHbie
CTPYKTYPBI TIIyOOKHMX CJIOEB S13bIKa, XapaKTepHbIe Uit JUMdaTuueckoir MaabhopMaliu, PacIoNOKEHbl CPEAN OTACIBHBIX MEJIKUX MbILIEYHBIX
TyYKOB U TIOJIEH PBIXJION, TPy00ii HrOPO3UPOBAHHOI COETUHUTETHLHON TKaHU. B) AHTMOMAaTO3Has nponndepanus B cTeHKe dhparMeHTa tumdba-
Tr4yeckoit manbdopmaruu. 06. x10; Mamnopu. [TaTtonornyeckne TKaHM sI3bIKa MpeaCcTaBIeHbl 1eOPMUPOBAHHBIMY, MPUYYIIINBO U3BUTBIMU
M KUCTO3HO-pacUIMPEHHBIMU TUM(ATHUECKUMU TIOJIOCTSIMU C HEPAaBHOMEPHBIM IPyObIM (hUOPOCKIEPO30M CTeHOK. CTEHKHM TOJIOCTEei Ha Mepu-
¢epuu TUIOTHBIE, 3HAUYUTENBHO YTOJIIEHBI, CKJIEPO3UPOBaHbI (00Jiee TeMHAsl OKpacka), a B LIEHTPaJbHbBIX 30HAX TOHKKE, C PhIXJIBIM (hUOPO30M.
Backyssipuzatyisi CTeHKHM JTuMbaTnueckoii MoJ0CTH HepaBHOMEPHast, C 3aCTOEM U ITOJTHOKPOBUEM COCYIOB, OYaraMu XaoTUYHOI aHTMOMAaTO3HOI
npoaudepalny cCocyaoB KaluUIIPHOTO THIA (CTPEJIKM).

Fig. 19 (a,b,c) Microscopic picture of pathological tongue tissues

a) Lymphatic malformation of the mucous and submucosal layers of the tongue with chronic inflammation. Pathological tissues of the tongue are represented
by mature, differentiated lymphatic slits and cavities (arrows), which are located both in the mucous and in the submucosal layers. Inflammatory infiltration
is moderate, lymphocytic, mainly along the periphery of the excessively deep acanthosis cords of the stratified squamous epithelium of mucous membrane.
b) Lymphatic malformation of the deep tongue layers among scattered bundles of muscle tissue and fields of gross sclerosis. Cavernous structures of the
deep tongue layers, characteristic of lymphatic malformation, are located among the individual small muscle bundles and fields of loose, coarse fibrous
connective tissue. ¢) Angiomatous proliferation in the wall of lymphatic malformation fragment. The pathological tissues of the tongue are represented
by deformed, bizarrely convoluted and cystic-dilated lymphatic cavities with uneven coarse fibrosclerosis of the walls. The walls of the cavities on the
periphery are dense, significantly thickened, sclerosed (darker in color), and in the central zones thin, with loose fibrosis. Vascularization of the wall of
the lymphatic cavity is uneven, with congestion and plethora of blood vessels, foci of chaotic angiomatous proliferation of capillary-type vessels (arrows).
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Puc. 20. CoBMmectHOEe HOTO MalMeHTa C XUPYpramu OTHEJIEHMUsI

U OTLIOM pebeHKa
Fig.20. Patients with his surgeons and father.

HOM 0T[ene YMeHbLMUMACh), A3bIK pacnonarancs B Noa0CTu pra,
MUMMUYECKME MbILLLbI LA paboTany B NOMHOM 06beme, NauneHT
cTan rosoputs (puc. 20, 21).

Mpu nocTynneHun B OTAeNeHNe Yepe3 4 roja nocre nepeoi
onepaumn 60N1bHO NPOAOSIKAN HAXOANTLCSA HA MUTAHUN Yepes
racTpoCcTOMY, HECMOTPS HA BO3MOXHOCTb CAMOCTOATENbHOTO NPY-
ema nuiy vyepes pot. KoHdmrypauus ninua 6bina aCMMETPUYHON
B CBSAA3M C MOCNeonepaunoHHoi py6LoBoi aedyopmalen TkaHen
npaBoi NONOBUHbI L. Py6Lbl B 06/1aCTW NPABOI NOMOBWHbI FONI0-
Bbl 1 LWew 6binn runepTpocuyeckumin. OpTOAOHTUYECKOE NEYeHNe
Mo MECTY XNTENbCTBA He MPOBOAUNOCH. OHAKO CMbIKaHME 3yOHbIX
pALoB cTano 60nee aHaTOMUYECKU NPaBWibHbIM. BepTukanbHas
pe3LoBas LieSib BO (DPOHTANIbHOM 0TAene 3HA4YUTESIbHO YMeHb-
wunacb u coctasuna 0,5 cM. A3bIK NOMHOCTBLIO pacrnonarancs
B MNONOCTU pTa.

BonbHoMy 6bina nposegeHa MPT ronoBsbl 1 Wweun B pexumMax
T2-BW, T1-BW (T1-BW, T2-BW — pexxumbl MPT: T1-B3BeLLeHHOE
n306paxeHune, T2-B3BeLLIEHHOE U306paXKeHuMe). MaTonornyecknx
TKaHer B 06/1aCTV NepBON OnepaLmn He BbISBIIEHO (puc. 22).

BepxHas 1 HWKHSAS NOBEPXHOCTU A3bIKa MeCTaMu Oblfi NOKPbI-
Tbl MeJIKUMU My3blpbKamu (8o 0,2 cM B fuameTpe) ¢ npo3pasy-
HbIM MAK C TeMOPPAru4eckuM COAEPXKUMbIM, KOTOpPbIE ABNSA-
NUCb NPOSABIEHNEM MESIKOKUCTO3HOM hOPMbl IMMAOBEHO3HON
manbgopmauuu (puc. 23). [JaHHble 3neMeHTbl 6bin yAaneHsb!
C MOMOLLbIK NoynpoBOAHUKOBOro nasepa IRE-Polus (pexum

Puc. 21. ITauueHt yepes 1,5 roma rmociie BTOpoii orepanun
Fig.21. Patient at 1,5 years after 2nd surgery.

HenpepbIBHbIA UMMYSbCHBIA, AIMHA BOMHbI 0,97 MKM, MOLLHOCTb
1-5 BT) B ycnosusx 06ueit aHecTesnu. Mocne aTon onepayum
N0 MECTY XWUTenbCcTBa 601bHOMY B BO3pacTe 7 neT Obina yaa-
neHa racTpoctoma, pebeHOK CTan CamOCTOATENbHO NUTATbCA
(puc. 24).

B peaynbTare 3TanHoro Xmpypruy4eckoro feveHns 6biau JocTur-
HYTbI XOPOLLINE (OYHKLMOHAMBHBIA N KOCMETUYECKIUIA Pe3ynbTaThbl:
BOCCTAHOBJIEHbI CAMOCTOATENIbHOE [ibIXaHWe, HOpManbHas KOH(U-
rypauus nmua, coxpaHeHbl (OYHKLMN MUMUYECKOI MYCKYNaTypbl,
A3bIKa, MONMHOCTbIO COXPAHEH rMoTaTeNbHbIN pedoieke, yeTpaHeHa
MaKpOrnoccus, co3aaHbl YCnoBus Ans caMocToATeNbHOM0 Npuema
MULLA 1 BOAbI.

3akniouenue

MpuBeLeHHbIN B CTaTbe KIUHUYECKUIA CIly4ai, BO-NEPBbIX, NOL-
4epKNUBAET 0COOEHHOCTb [JAHHOW MaTosioruu, NPy KOTOPOM Mnato-
NOrMYECKNE TKAHU TOTANIbHO NOPAXAOT BCE TKAHU: KOXKY, MOAKOX-
HYH0 XXMPOBYIO KNeTYaTKy, CNN3UCTble 0607104KM, MbILILbI, KOCTH.

Puc. 22 (a, 6, B). MPT ronoBsl 1 1ien yepes 4 roxa nocie orepaunu B pexume T2-BU Koponapnas (a), akcuanbHast (0), carutraibHast (B)

TMPOECKIUHU. TlaTonornvyeckux TKaHei B 00J1aCTH OIl€palii HE BBIABJICHO.

Fig.22 (a,b,c). Head and neck MRI at 4 years after surgery, T2-regimen. Coronar (a), axial (b) and sagittal (c) planes. No pathological tissues relapse found
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Puc. 23 (a, 6, B, T, 1). BHewHnii Bua pebeHKa, COOTHOLIEHUE 3yOHBIX PSIIOB U MOJIOXEHNUE SI3bIKa uepe3 4 roga

a), 6). [TocieonepanmonHble runepTpoduuecke pyolsl B 00I1aCTH MPaBoil TOJOBUHBI TOJIOBBI M LIIEU. B), T), 1). BepTukanbHas pe3iosas 1eib

BO (poHTaLHOM OTzHEse 0,5 cM. SI3bIK pacroyiokeH B MOJOCTH pTa.

Fig. 23 (a,b,c,d,e). The appearance of the child, the ratio of the dentition and the position of the tongue after 4 years

a) b) Postoperative hypertrophic scars in the right half of the head and neck. c), d), e). Vertical incisal gap in the frontal section 0.5 cm. The tongue is

located in the oral cavity.

Bo-BTOpbIX, MATOrMCTONOMNYECKOE UCCNe0BaHNe NMOATBEPANIIO
Hanu4ue NMMEOBEHO3HON ManbdOpMaLMK KaK MOpoKa passuTus
N NUMATUYECKIX, 1 BEHOSHBIX COCYA0B. B-TPeTbuX, ONUCAHHbIN
KNWHUYECKA CRyYail JEMOHCTPUPYET PA3BUTUE BbIPAKEHHOIO
py6L0BOro NpoLecca B Natosiorm4ecknx TKaHAX Nocne CKiepo-
3UpytoLLen Tepanuu, 4T0 3HAYMTENbHO OCMIOXKHIUIO NOCNeAyIoLLee
Xnpypruyeckoe neveHne. OTAENbHO CTOUT yKa3aTb HA OTCYTCTBUE
a(pdpekTa OT NPOBEAEHHOr0 MHOr03TaNHOr0 ManoMHBA3UBHOMO
NeYeHNs (CKIeposmpyloLLer Tepannn). B-4eTBepTbIX, 3TOT NpUMep
JEMOHCTPUPYET HEBO3MOXHOCTb WU3MeYeHNs AeTeil ¢ 06LIMPHOI
CMeLIaHHOM opMoil Manbgopmalny ¢ NPUMEHEHUEM TOJTbKO
METOAa CKIepo3npytoLLei Tepanuin. B COXHBIX KIUMHUYECKNX
CNy4aax UMEHHO TOTalbHOE yAaneHne naTonoru4yeckmx TKaHem
MOXXET MPUBECTU K NOSOXUTENbHOMY KIUHUYECKOMY pesyrbTaty
NeYeHns.

OTLenbHO CTONT 0CTAHOBMTLCA HA BOMPOCE COLManu3aLum nayn-
€HTOB TaKOW rpynmbl. A UMEHHO, MOXXHO OTMETUTb, 4TO B PE3yrbTare
JNNTENBHOr0 MHOrO3TanHOr0 XUPYpruyeckoro sieveHns pe6eHok
CTan counanbHo afanTupoBaHHbLIM: HAY4WNCH CaMOCTOATENbHO
ObILATh 1 eCTb, 06LLATLCA U UTPaTh CO CBEPCTHUKAMN.
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Puc. 24. BHenrHuii BUJ maiiMeHTa B Bo3pacte § JeT mociie ynaaeHus

ractpocTomsl B anpese 2018 r.
Fig.24. Patient’s appearance at the age of 8 years old after gastrostoma
removal in April 2018.
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