© 2021 ®rby «HMUL, Aroun
uM. IMnTpusa Porauesa»
Mwunsppasa Poccuu

MocTynuna 19.07.2021
MpuHsTa k neyatn 09.08.2021

KoHTakTHas uHcopMmaums:

XauatpsH Iunn AnbbepToBHa,

KaHp. Mef. Hayk, 3aBeqyloLLas
BOKCMPOBaHHbIM OTAENeHNeM rematonorum/
oHkonorun ®rey «HMWLL AFoun

uM. iIMuTpusa Porauesa» Munaapasa Poccun
Anpec: 117997, Mocksa,

yn. Camopbl Mawena, 1

E-mail: lili.2510@yandex.ru

© 2021 by «D. Rogachev NMRCPHOI>

Received 19.07.2021
Accepted 09.08.2021

Correspondence:

Lili A. Khachatryan,

cand. med. sci., Head of Box Department
of Hematology/Oncology, Dmitry Rogachev
National Medical Research Center

of Pediatric Hematology, Oncology

and Immunology, Ministry of Healthcare
of the Russian Federation

Address: 1 Samory Mashela St.,
Moscow 117997, Russia

E-mail: lili.2510@yandex.ru

OPUTUHAJNIbHBIE CTATbU

DOI: 10.24287/1726-1708-2021-20-3-74-91

Kanowmud)opmMHas
reMaHrmosaHpoTenuoMa/cMHapoOM
Kaszabaxa—MeppuTT: KIIMHUKO-
nabopaTopHas xapakTepucTUKa.
AHanus KNIMHUYECKUX criyyaeB

J1.A. XauatpsH, U.C. Kneukas, A.H. Pemusos, [".A. HoBuukoBa, A.A. MacuaH

®IBY «HavmoHanbHbIin MeaULMHCKMIA NCCIIER0BATETbCKNIA LIEHTP AETCKOM reMaTosiornm, OHKOIormm
1 uMMyHosorum uM. [imntpus Porayesa» Munsapasa Poccumn, Mocksa

KanoLumcpopMHas remaHrmoaHgoTtenvoma (KI3) — aTo penkas, Kak npasurio, BPOKAEHHas cocyaucTas
onyxosb. ['MCTonornyecky HanoMmnHaeT capkoMy KamoLum, HO 3TMOMOrMYECKN OHa He accoLMMpoBaHa ¢
BMpycoM repneca 8-ro Tuna. K3 0THOCKTCA K OMyX0onsaM NPOMEXYTOUHON CTENEHN 311I0KaYeCTBEHHOCTU.
CaMbIM FPO3HBIM U TAKENbIM OCMOKHEHWEM ABMAETCA NPUCOEANMHEHNE TPOMBOLIMTONEHUN 1 KoaryrnonaTim
notpebnenus, T. e. pasBuTHe cuHapoMa/deHoMeHa Kazabaxa—Mepputt (CKM), koTopbiit 1 onpepenset
BbICOKYIO leTanbHOCTb (1o 30%) npu faHHOM rcTonoruyeckoM sBapuatTe. Yactota BctpeyaemocT CKM
HeusBecTHa. MaumeHTsbl ¢ KIT'3/CKM nMeloT ueTkue KMHUYecKkre 1 nabopaTopHble XapakTepUCTUKK,
KoTopble B H0MbLUMHCTBE CryyaeB NO3BONSAIOT MOCTaBUTb AVArHO3, HE NOATBEPXKAASA €r0 FMCTOSNOrMYECKM.
3a 7-MuneTHun nepwop HabnioaeHua B HaweMm LleHTpe Bbinv 3aperncTpupoBaHbl 32 naumeHTa ¢ K3,
y 90,6% oHa ocnosHunace passutveM CKM. MiccnenoBaHue NoaaepaHo HE3aBUCKUMbIM 3TUYECKUM
KOMWUTETOM U YTBEPKIEHO peLueHneM yyeHoro coBeta ®IBY «HMUL OION um. Omutpusi Porauesa»
Munzgpasa Poccuu. Y GonblumHcTBa naumeHToB (72%) onyXosb BbISIBASSIACH C POXKAEHUS, B NOMOBUHE
cnyyaes (59%) remaTonorMyeckue oCromMHeHUs AMarHoCTMPOBAMINCL OQHOBPEMEHHO C BbISBIIEHUEM
onyxonu. K 4acTbiM NOKasibHbIM OCMOMKHEHWAM OTHOCSATCS KOHTPAKTYPbl CYCTaBOB, AECTPYKLIMS KOCTHOM
TKaHW, NpopacTaHWe B COCefHVe OpraHbl. Y NOMOBMHbI NALMEHTOB OTMEYanUCh TaKKe USMEHEHWs COo
CTOPOHbI CepAaLa: 0T Masioin NaToorn A0 BPOXKAEHHbIX MOPOKOB. KpoMe TOro, BbIABAANCS PAR KNMHWUKO-
MHCTPYMEHTabHbIX U3MEHEHUI, CBA3aHHbIX C Neperpyskor 06bEMOM: yBENIMYEHE Pa3MepoB MeYeHw,
runepTpodhns Muokapaa. HecMoTpsa Ha Hanmume YeTKUX KIMHUKO-NabopaTopHbIX xapakTepucTuk CKM,
HekoTopble cryyan TpebyloT npoBeaeHVs anddepeHLManbHOro anarHosa ¢ ApyrmmMm CoCyamcTbIMu
aHOManusaMK1, COMPOBOXKAAIOLLMMMCS TPOMBOLIMTONEHUEN 1 KoaryrnonaTuen noTpebnexns, a UMeHHo
C BPOMKAEHHbIMU reMaHrnoMamu (rapidly involuting congenital hemangioma), MynbTUchoKanbHbIM
NMMEHMMO3HLOTENMOMAaTO30M C TPOMBOLIMTONEHWEN, KanoLUMXOPMHBIM TMMCAHMMOMaTO30M, BEHO3HbLIMM
ManbcopMaumamMn. Pogutenu nauneHToB Aanm cornacue Ha MCnomnb3oBaHne MHpopMaLmu, B TOM Yncre
dhoTorpadomii fieTen, B HayUHbIX UCCNERoBaHUAX U NyBrmkaumsx.

KnioueBble cnoBa: KanowmgopMHas reMaHrnosHaoTennMoma, cuHapom Kaszabaxa—Mepputr,
TpomMbounTOneHns, Koarynonatus noTpebnexns
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Kaposiform hemangioendothelioma/Kasabach—Merritt syndrome.
Clinical and laboratory characteristics. Analysis of clinical cases

L.A. Khachatryan, I.S. Kletskaya, A.N. Remizov, G.A. Novichkova, A.A. Maschan

Dmitry Rogachev National Medical Research Center of Pediatric Hematology, Oncology and Immunology of Ministry of Healthcare
of the Russian Federation, Moscow

Kaposiform hemangioendothelioma (KHE) is a rare, usually congenital vascular tumor. It resembles Kaposi sarcoma
histologically, but etiologically it is not associated with herpes simplex virus type 8. KHE refers to tumors of intermediate
malignancy degree. The most severe complication is the addition of thrombocytopenia and consumption coagulopathy, i.e.
development of the Kasabach-Merritt syndrome/phenomenon (KMS), which determines the high mortality rate (up to 30%)
in this histological variant. The frequency of occurrence of KMS is unknown. Over Patients with KHE/KMS have clear clinical
and laboratory characteristics, which in most cases allow make to diagnose without histological confirmation. Over 7-year
follow-up period 32 patients with KHE were registered in our center; in 90.6% of cases it was complicated by the development
of KMS. The study was approved by the Independent Ethics Committee and Scientific Council of the Dmitry Rogachev
National Medical Research Center of Pediatric Hematology, Oncology and Immunology. In the most of patients the tumor was
detected from birth (84%), in half of the cases (52%) hematological complications were diagnosed simultaneously with the
detection of the tumor. Common local complications include joint contractures, destruction of bone tissue, and invasion of
neighboring organs. The half of the patients had changes in the heart function: from minor cardiac pathology to congenital
defects. In addition, there were clinical and instrumental changes associated with volume overload: an increase in liver size,
myocardial hypertrophy. Despite the presence of clear clinical and laboratory characteristics of KMS, some cases require
differential diagnosis with other vascular anomalies accompanied by thrombocytopenia and consumption coagulopathy —
with congenital hemangiomas (rapidly involuting congenital hemangioma), multifocal lymphangioendotheliomatosis with
thrombocytopenia, kaposiform lymphangiomatosis, venous malformations. The parents of the patients agreed to use the
information, including photos of children, in scientific research and publications.
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anolundopMHas remaHrnoaHgotenvoma (Kra),

WKW reMaHrMoMa c <«Mpu3HakaMu» CapKOMbl

Kanowm, unu kanowunobpasHas MnageH4eckas
reMaHrnosHpoTenvoma, boina Bnepebie onucaHa B
1993 r. Zuckerberg v coaBT. y HOBOPOsKOEHHOIO pebeHka
C peTponepuTOHeaslbHOM Nokanu3auuei onyxonu [1].
MCTONOrMYecKkn 3Ta OMyxXoNb HamoMWHama CapkoMy
Kanowm, HO 3Tnoformueckn oHa He bbina accouumpo-
BaHa C BUpPYcoM reprieca 8-ro Tuna [2].

B 6onbwuHCTBE CnyyaeB OMNyXOfb HOCUT
BPOKIOEHHbI XapakTep W BbIABMAETCSH B MepBble
2 ropa wusHu (B 45% cnydasx — no 1 roga), xoTs ectb
onucaHWe pedKkux Criyyaes y B3pocnbix [3-5]. YacTtoTa
BCTpeyaeMocTu cocTaBnseT npubnusutensHo 0,07 Ha
100 000 geTeit B rop, [6-8].

CornacHo coOBpeMeHHON Knaccudukauum
BcemupHo# opraHusaumu sgpaBooxpaHenus, K3
OTHOCWUTCSH K JIOKaribHO arpecCuBHbIM OMYyXOSAM C
MPOMEXKYTOYHOW CTEMEHbIO 3/1I0Ka4YECTBEHHOCTM — HOBO-
0bpasoBaHWe 0TIMYaeTCs NoKanbHO MHAPUIBTPATUBHBIM
POCTOM, AS1A HEr0 He XapaKTepHbl OTAaNIeHHble MeTa-
crasbl [9].

K3 npakTuyeckn Bcerga COMPOBOMOAETCHA
cuHopoMoM (dbeHomeHoM) Kazabaxa—Mepputt (CKM),
KOTOPbIM MpuAaeT onyxonu elle bonee arpeccuBHoe
TeueHne, obycrioBMBas BbICOKYID feTanbHOCTh (Ao
30%), cBA3aHHYI0 CO BTOPWUYHOM TPOMBOLMTONEHUEN W
Koarynonatueit notpebnenws [10, 11].

KnuHuueckas xapakrepucTuka onyxonu

KI'3 npeacTaBneHa oByMA hOpPMaMu — KOKHOW U
BUCLiEpasibHOW, NOCNefHAA UIMEET B OCHOBHOM peTpone-
PUTOHEarbHYIO fToKanMsaumio.

KnuHuyeckasn npeseHTauns BecbMa ogHoobpasHa,
©CIV OMyXOIlb MOopaskaeT MArkue TKaHm (KoskHas dhopma).
KI'3 — ato onyxonb, KOTOpas NpeAcTaBreHa He Knaccu-
4yecknM 0bbeMHbIM 0bpa3oBaHMeEM, BbICTYMAIOLMM Haj
MOBEPXHOCTbBIO KOXM, a UMEET BUL MHAOUIBTPATUBHOMO
obpasoBaHuA, NpPMBOAALLErO K 06LLEMY yBENUYEHMIO
nopaxeHHoro ydyactka Tena (pucyHok 1). Poputenu
NauveHTOB Aanu cornacue Ha ucnosb3oBaHue MHAop-
Mauuu, B TOM yucrne dpoTorpadounii geTen, B HayUHbIX
nccrnenoBaHuax n nybnukaumnsx.

Onyxornb MOXET UMeTb CaMylo pa3HoobpasHyo foka-
nmsaumio. Mo gaHHbIM NUTEpaTypbl, OHa C OAMHAKOBOW
4acTOTON BbLISBMSETCA Ha TY/0BULLE U KOHEYHOCTAX
(NpenMyLLLEeCTBEHHO NPOKCUMarbHbIe OTAEMbI), OfHAKO
n3niobneHHoN nokanusaunen ABNAIOTCA eCTEeCTBEHHbIe
cknagku (pucyrok 2) [12, 13].

KI'3 xapaktepuayeTcsi psgoM ocobeHHoCTeN:

1. Koska Hap onyxomnbid — OT SAPKO-KPacHoOro
po barposoro useta; npu passutum CKM otme-
YyaeTcs NOKalbHbIN FeMOpparMyeckuin CUHLPOM,
npeAcTaBneHHbI Nnbo B BMAE YYaCTKOB KPOBO-
u3nuaHusa (netexuu, akxumosbl), nubo B BUAe
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PucyHok 1

A — naumenTka E.K. 'MranTckas onyxonb, LUPKYNSPHO
OXBaTblBaloLlaa npeansyieyoe, obnacTb NOKTEBOro u
fy4e3ansAcTHOro CycTaBOB; MHOYPaTVBHOE NPONUTbIBa-
HMEe MATKUX TKaHeu KPOBbIO [KpOBOMSJ‘IMFlHVIe B MArkne
TRaHu); B — naumeHT A.A. TUraHTCKas onyxosib, LMpKy-
NApPHO oxBaTbIBatoLLas 6efpo C NepexonoM Ha NaxoByio
obnacTb ¢ nepudhokasnbHbIM reMopparnyeckMM CMHAPO-
MOM

Figure 1

A — patient E.K. A giant tumor circularly covering the
forearm, the area of the elbow and wrist joints; indurative
blood soaking of soft tissue (soft tissue hemorrhage); b —
patient A.A. Giant tumor circularly covering the thigh with a
transition to the groin with perifocal hemorrhagic syndrome

¥y e \

PucyHok 2

KnuHuyeckune npossnieHuns (nokanusawms onyxonum B
0611acTV eCTECTBEHHbIX CKMNafoK)

A - naumneHT K.A. lNMogMbilweyHas obnacTtb; b — nauneHT
B.P. MaxoBas obnactb v benpo

Figure 2

Clinical manifestations (tumor localization in the area of
natural folds)

A — patient K.A. Axillary area; b — patient V.R. Groin and thigh

WHOYPaTMBHOrO MPOMWUTHIBAHUSA TKaHEW KPOBbIO
(pucyHok 1).

2. ONyxonb He UMEET OYEBMAHbIX FPaHWL, XOTS B
psife Criyyaes ynaeTcs nasbrnMpoBaTbh YETKO pasrpaHu-
UEHHbIE A0SIbKU1, U3 KOTOPbIX MOXET COCTOSATb MaTosnoru-
ueckoe obpa3oBaHue.
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3. OTMeuaeTCs BbIPAsKEHHbIN JTOKASIbHbI OTEK.

4. MopaskeHHble TKaHW JOCTaTOYHO NIOTHbIE, MHOMAA
¢ Byrp1cToin NOBEPXHOCTbIO.

5. Mpwu passutun CKM npaktuuecku scerna otme-
yaeTCs BblpameHHbl Bonesoi cuHapoM (68,75%). OH
obycnoBneH HeckonbkuMKu hakTopaMu. BO-MepPBbIX,
BO3MOMHbIM CLLaBIEHWEM COCYAMCTO-HEPBHbIX MyYKOB
OMyXosblo, BO-BTOPbIX, NOBTOPSIOLLIMMUCA KPOBOM3NNSA-
HUAMM KaK B 300POBble TKaHW, TaK U B TKaHb OMyX0Jn.

6. Temnepatypa Kosku Hapg onyxonbio Ha 0,5-0,8°C
BbILLIE TEMMEPATYPbI OKPYKAIOLLMX TKAHEN.

7. MoxeT 0TMeYaTbCA JIOKasbHbIA FMNEepPruapo3
(pucyHok 3) v runeptpuxos (pucyHok 4).

8. BO3MOXHO pa3BuTME 3HAUMMOrO OrpaHUYEHUs
OBVXKEHUI B NMOPa)XeHHOM yuyacTke, ocobeHHo ecnu
3aTPOHYTbI CYCTaBbl.

"emaTonoruueckne nameHenus npu CKM npepcras-
NeHbI:

e TpombouuTOmeHuen, KoTopas UMeeT Bbipa-
EHHbI XapaKkTep (Kak npaBuno, TpoMBOLWTbLI MeHee
20 x 10°/n) [14, 15]. Mo paHHbIM HaLLIEro UCCrenoBaHus,
y 70% nauveHToB B nebioTe 3aboneBaHus Konuue-

PucyHok 3
KnuHunyeckue nposiBnenus. JlokanbHbIA runepruapos

Figure 3
Clinical manifestations. Local hyperhidrosis

PucyHok 4
KnuHunyeckue nposiBneHus. JlokanbHbIA rMnepTprnxos

Figure 4
Clinical manifestations. Local hypertrichosis

cTBO TpoMboumToB Bbino MeHee 50 x 10°/n. TpoMbo-
umMTonenus obycrnosneHa cuHapoMoM noTpebneHus
(MaccuBHoe MUKpoTpoMbBoobpasoBaHue Ha «Teppu-
TOpUM> COCYAMUCTOro 0bpasoBaHus).

o AHeMuelt cMelLaHHOro xapakTepa [16]. OcHoeHoW
reHes — MUWKPOaHrMonaTUYeCKUn — MexaHUYeckoe
paspyLleHue 3PUTPOLMTOB MPU MPOXOKAEHUM Yepes
MWUKPOTPOMBbI B NaTONOrMYECKU CCHOPMUPOBAHHbIX
cocyaax onyxofim. B Ma3ke KpoBM MOryT BbISBAATLCA
LUM30UMTBI — cOparMeHTUPOBaHHbIE 3PUTPOLIMTLI, 0Bpa-
3yloLnecs B pesynbTaTe MeXaHUYeCKOro MOBPEX-
feuus aputpoumtos [10, 12, 14]. OnpepneneHHblit
BKNaj B pa3BWTMe aHeMWM BHOCAT Takke MOBTOPS-
foLMecs 3Nn3oabl KPOBOU3NUSHUIA B TKaHb OMyXOJSiu
w/vnu nonocTy (pucyHok 5). Y BCex NaumMeHToB B HaLleM
“ccnefoBaHUM OTMeYanach aHeMUs OT NErkon CTeneHu
L0 TSXKENoun.

o Koarynonatuew notpebnenus n cdovbprHonmsom,
KOTOpble MPOSBASIOTCA W3MEHEHWUSIMU BYX OCHOBHbIX
nokasaTenei:

— CHuskeHneM dubpuHreHa (8 100% cnyuyaes)
BMSIOTb [10 HYNeBbIX 3HaueHui [17]. B nonosuHe criyyaes

PucyHok 5

KT opraHoB rpynHON KMEeTKNU, akcuanbHbIN cpes

A — naumeHTka A.M. B neBsow nnespanbHOW N00CTH
3HAUUTESbHOE KOSIMUYECTBO MUAKOCTU (KPOBb), KOM-
npeccuoHHbIN cybaTenekTas nesoro nerkoro; b — nauum-
eHTka 0.A. B npaBoi nneBpanbHOM NONOCTH 3HaUUTESb-
HOE KOSIMYECTBO MUOKOCTH (KPOBb), KOMMPECCUOHHbIN
cybaTenekTa3s npaBoro ferkoro

Figure 5

CT scan of the chest, axial section

A - patient A.M. A significant amount of fluid (blood) in

the left pleural cavity, compression subatelectasis of the
left lung; b — patient O.A. There is a significant amount

of fluid (blood) in the right pleural cavity, compression
subatelectasis of the right lung
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B Halel rpynne nauneHtoB ¢ CKM uHMUManbHbI
ypoBeHb dombpuHoreHa bbin MeHee 1 r/n;

— MOBbILLEHNEM NPOLYKTOB Aerpafaunn gunbpuHa
(0-numep) Bonee 1000 Hr/mn (B 100% criyyaes).

MMcTonormyeckme xapakTepucTUKM ONMyXonu

Muctonornyeckn KI'3 npepcrasnset cobor onyxonb
[0J1bYaTOro CTPOEHUS! C UHGOIMUITBTPATUBHBIM XapaKTEPOM
POCTa, MII0X0 OTrPaHNYEHHYIO OT OKPYKAIOLLMX TKaHEN.
Mopconornueckum cybcTpaToM onyxonu SBASIOTCA
MHOTOUMCNEeHHble [oMbyaTble/HOLYNApHbIe CTPYKTYPHI
(pucyHok 6), cocTosLLME N3 KOMMAKTHO PACMONOMEHHbIX
KanwunssipoB, 04aroBo COAepsKaLLMX MUKPOTPOMOBbI, U 13
3HLOTENMAsbHBIX KIETOK 0BaSIbHOMN UIM BEPETEHOBUIHOM
chopmbl. Ha nepudhepum fonek/Honyrnei onpenensioTcs
9KTa3MpOoBaHHble TOHKOCTEHHbIE cocyabl (pucyHok 7). B
OTAESbHbIX YYacTKax [OMbKKU nponabupytoT B npoceeT
cocypa, npuaasas eMy MOmMynyHHYIO UMK LLEeNeBUIHYIO
chopmy (prcyHok é). KoMnoHeHTsl onyxonu (BepeTeHo-
BUAHbIE KIETKU U Kanunispsl) NPeacTasnieHbl B pasHbIX
COOTHOLLIEHUAX. BepeTeHoBMAHbIE KNETKM MOrYT coaep-
aTb VHTpaUMTONIa3MaTUYeCK1e rmannHoBble robynbl.
Ha nepudbepun ponek onpenenseTtca nponudepaums
numcpaTtnyecknx cocynos. Hepenko BCTpeyaloTcs Aeno-
31Tbl reMocuaepvHa. LinTonoruueckas atunus He Bblpa-
EHa, MUTOTUYECKAs W NponudpepaTUBHAs aKTUBHOCTb
Hu3kue [18].

MMMyHoOrmcToxuMmyeckue xapakTepucTuku

B BepeTeHOBMOHbIX KIETKax OTMeYaeTcs aKcnpeccus
CD31, CD34, nogonfiaHuHa; peakuuy ¢ aHTUTenamu K
GLUT-1, HHV8 — HeraTueHble [19, 20]. Skcnpeccus CD31
¥ NoponnaHMHa ONpeaenseTca B TOHKOCTEHHbIX Luene-
BMOHbIX COCyfax Ha nepudbepun ponek (pucyHok 8).
TpombounTapHble MUKpOTPOMBBLI MOryT 6biTb BbISIB-
neHbl NPU UMMYHOMMCTOXMMWUYECKOM WUCChe-
poBaHunm k CD61. YpoBeHb nponudyepaTuUBHON
aKTUBHOCTM Mo Ki-67 B BOMbLUMHCTBE ClyYaeB HU3KMIA
(B cpeaHeM 5-7%).

IundbdbepeHumanbHyio AnarHoCTUKY NPOBOAST C:

o capkoMoi Kanowm (6onesHb Kanowwm) — ucknio-
UMTENbHO PERKMiA AMarHo3 y rpyaHbix geTten. B peTckom
BO3pacTe BCErja accouMMpoBaH C MMMyHOLEULMNT-
HbIMU COCTOSIHUSIMU, Kak MpUoBpeTeHHbIMU, Tak U
BPOXAEHHbIMW. [INa anddcpepeHuUmManbHon AMarHoCTUKY
HeobxopMMo npoBefeHne bUoncun ¢ UMMYHOrMCTOXUMU-
YECKMM (1N METOIOM MONMMepa3sHOit LIeMHON peakLni)
BbisiBNeHneM HHV8 B TkaHm onyxonu;

o nNyuykoBoi aHruomoit (MA, “tufted”-aHruoma) —
OCHOBHOM audpchbepeHumManbHbll anarHos. TepMuH MA,
unu “tufted”-aHruoma, 6bin BeepeH W. Jones v M. Orkin
B 1989 r. [21], BnepBble Bbl ONMcaH B NUTepaType B
1949 r. non Ha3ssaHueM: anrnobnactoma Nakagawa
[22]. B HacTosiee Bpems MA u KI'3 paccMaTpusaloTcs
Kak OMyxofiu 0JHOr0o CReKTpa, npu 3ToM TA cuuTa-
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PucyHok 6

KIS (oKpacka reMaTOKCUAMHOM 1 303uHOM, x 100)
Onyxonb HOBYNAPHOrO CTPOEHWS C MHBA3UBHBIM POCTOM
B MbILLIEYHYIO TKaHb. PasHble No pasMepy [OMbKKU Crn-
BaloTCA Apyr ¢ apyroM. OnpepensioTcs aMnaTMpoBaH-
Hble COCYAbl, MPUYYAIMBON DOPMbI

Figure 6

Kaposiform hemangioendothelioma (hematoxylin and eosin
(H&E), x 100)

Multinodular tumor with invasive growth to the striated
muscle. Confluent lobules of various size. There are also
tortuous dilated vessels

PucyHok 7

K3 (oKpacka reMaToKCUIMHOM 1 3031HOM, % 200)
HOJJ.yJ'IM 06pa30BaHbI MeJiKuMun KaI'IVIJ'IJ'IFlpOI'IOD,OGHbIMM
COoCyfnaMu, YaCTMYHO 3amnofiHEHHbIMU KPOBbLIO U cofep-
KaLLMMU MUKPOTPOMObI, 1 BEPETEHOBMEHBIMU KITETKaMW
Ha nepudoepuu

Figure 7

Kaposiform hemangioendothelioma (H&E, x 200)

Nodules are composed of small capillary-sized vessels,
focally containing blood and microthrombi, and spindle cells
at the periphery

eTca «Manoit dhopmoit» KIrd [18]. MA npencTasneHa
OMCKPETHO PacnofloXKeHHbIMW [OfIbKaMu, paccesH-
HbIMW B lepMe U MOAKOMHOM KMPOBOW TKaHu (Mo Tuny
«MyLIEYHbIX AAEP>), MOCTPOEHHBIMU U3 TOHKOCTEHHbIX
Kanunnapos Manoro kanubpa. Kak npaBuso, K fonbkam
MPUNeKaT SKTa3NPOBaHHbIE TOHKOCTEHHbIe NMuMdlaTye-
CKMe cocyabl LeneBuaHoM KoHdmrypauvu. B otnnune
oT KI'3 f0MbKM He UMEeIOT TeHAEHLMMN K CIIMSIHUIO, pasge-
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neHbl nbBposupoBaHHoit cTpoMoit (pucyHok 9). Ha
nepudbepum foseK MoryT npucyTCTBOBaTb HEMHOMOUMC-
NEeHHble BepeTeHOBUAHbIE 351eMeHThI. MIMMyHOeHOTHN
MA aHanoruyex Takosomy npu KIr [23].

MporHos

K3 MoxeT nepcucTupoBaTb HeonpepeneHHoe
BPeMs U B OTNINUME OT MHGAHTUIIBHON FEMaHMMOMBbI OHa
HE UMeeT TeHAEHUMMN K CroHTaHHOMY perpeccy [12, 24].

PucyHok 8

KI3. UIMMyHOrncToxmMmueckoe uccnenoBaHue: A —
akcnpeccusi CD31 B aHOOTeNMM CocynoB M BepeTe-
HOBWMOHbIX KNeTkax; b — naTorHoMoHWYHbIM ana K3
naTTepH aKcnpeccuu nogonnaquHa (D2-40) B BepeTe-
HOBWIHbIX KMETKax Ha nepudepumn gonek

Figure 8

Kaposiform hemangioendothelioma. Immunohistochemistry:
A — CD31 expression in the endothelium and in the spindle
cells; b - specific for KHE Podoplanin (D2-40) staining
pattern in the spindle cell component at the periphery of the
lobules
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PucyHok 9

MA (oKkpacka reMaToKCHIMHOM 1 303uHOM, x 100)
CTpenkaMu yKkasaHbl paccesiHHble B IepMe HEMHOMOUNC-
TNIEeHHbIe Y3erKW, OKPYsKEeHHble TOHKOCTEHHbIMU LLene-
BMOHBIMW COCyAaMu

Figure 9

“Tufted”-angioma (H&E, x 100)

Arrows — rare lobular structures scattered within the
dermis, surrounded with thin-walled slit-like vessels
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MporHo3 BO MHOFOM OMpeRenseTcs pa3MepaMu 1 fioka-
nn3aunent onyxonu, a TakKe NPUCOeOUHEHUEM TaKuUX
FPO3HbIX OCMOXHEHUI, KaK TPOMBOLMTONEHNS 1 Koary-
nonatus notpebnenus, 1. e. passutuem CKM, koTopsblit
Habniopaetcs B 90% cnyvaes K3 [10, 11, 14, 25, 26].
BrnepBsble aaHHbIM cuHOpoM bbin onucaH B 1940 r. neau-
aTtpamm Xeinrom Kasabaxom n KatapuHoi Mepputt y
2-MeCSAYHOro MamnbuuKa ¢ MHDAHTUIBHOWM reMaHrMoMOoM
[27]. B TeueHMe OOCTATOYHO ANMMTENIbHOrO BPEMEHM
TepMuH «CuHopoM Kasabaxa—MeppuTT» npuMmeHAncs
NPV HaMUMuMM TUraHTCKOro cocyancToro obpasoBaHus,
conpoBoxpaatoLLierocst TpoMboumnToneHnen. Tak Bbino oo
1997 r., korpa Sarkar u coaBT. u Enjolras u coaBT. bbino
nokasaHo, YTo B ocHoBe CKM nexuT He uHaHTuIIbHas
reMaHrmoMa, a CocyamcTast onyxosib MHOTrO rMCTONOMn-
yeckoro cTpoenus — KM3/MA [3, 28].

YacToTa BcTpeyaeMocTu CKM HenssecTHa. [ebioT
3aboneBaHWsl MPUXOAMUTCS Ha paHHWMI Bo3pacT — B 79%
cnyuaes B Bo3pacte fo 1 roma [29]. BposaeHHble
chopMmbl He Tak peakm (ao 20-25%), uHorna KI'd auarHo-
CTUpYyloTCH elle BHYTpuyTpobHo. Martinez un coasrT.
onucaH cny4yan BHyTpuyTpobHou rubenu nnopa B
pesynbTaTe pasBuTUSA heTonnaueHTapHOM aHacapku
[30]. CocyancTas onyxosb, acCoUuMMpoBaHHas C passu-
TWEM [aHHOr0 COCTOsHUSA, BbigBNnseTca y 50% naumeHToB
C poaeHusi. Manbunku 1 eBoykmn 3abonesatoT npnbnu-
3UTeSIbHO C OIMHAKOBO YacToToi [8, 10].

[MokasaHo, 4TO onpeAeneHHble fokanusaumm
OMyXxonn AOCTOBEPHO Yalle acCoLMMPOBaHbl C pasBu-
TneM CKM. MouTtn BCe peTU € nokanusaunen onyxonu
B PETPOMEepPUTOHEarlbHOM MPOCTPAHCTBE, a TaKXe B
cpenocTeHun passueatloT CKM. Kpome Toro, obHapyskeHa
KOppenauma Mesxay pasMepom 0bpa3oBaHusi M YacTOTOM
pa3sutua CKM: nnowanb nopaxenus 49 cm? u bonee
npegnpacnonaraet K passutuio CKM [29]. NaHblid chakT
MOATBEPIKAAETCA TaKkKe pesynbTaTaMu UCCMef0BaHuS
Gruman 1 coaBT., KOTOpPblE MPOAEMOHCTPUPOBANYM acco-
UMaLMIo MEesKAY YBENMUMBAIOLLIMMUCS pasMepamm/obbe-
MaMM OMyXoJiu 1 YacToToi paseutus CKM [31].

B uenoM npuuuHbl, no kotopbiM passutue CKM
cBasaHo ¢ K3 u A, B HacTosiLee BpeMs HEACHBI. 3TK
BapWaHTbl aHIM'MOM C YYETOM UX CTPOEHMS B 3apybexHon
nuTepaType Ha3blBalOT «OMyXOJIAMU-TOBYLUKaMu»
[32]. 310 pocTaTouHO TOYHOE OMpefesieHne, KOTopoe
OTpa)aeT reMaToNlorMyeckKne U3MeHeHus, npucyLume
AaHHOMY CMHAPOMY: TpoMBouMTONEHUA M Koaryno-
naTus notpebneHns, a TakKe MUKpPOAHrnonaTnyeckas
aHemus. Bo3MoOxHO, B OCHOBe MmaToreHesa reMaTosio-
FMYECKUX U3MEHEHUIN NexaT 0COBEHHOCTU CTPOEHUS
onyxonw:

1. YHuKanbHan apxXuTeKTOHWKa COCYAoB, NPeacTas-
NeHHas MHOMOUYMCIIEHHbIMU U3BUTBLIMK Kanunnsapamu,
OTXOASALLMMMN OT KPYMHbIX MUTAIOLWMX COCYAOB, YTO
CO3[AeT YCNOBUS A1 BO3HUKHOBEHMA TypbyneHTHOro
MOTOKa KPOBH.
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2. Hannune numdaTMyeckoro KOMMOHEHTa B
COCTaBe JaHHOW onyxonu. BaskHbIM 3TanoM HopMarsb-
HOro chopMMpoOBaHUA NUMAATUYECKOro M KpoBe-
HOCHOro pycna Bo BpeMs aMbpuoreHesa ABnsercs
CBOEBPEMEHHOE UX pasrpaHWyYeHne, KOTopoe peanu-
3yeTcsi 3a CYeT MexaHM3Ma B3aMMOLENCTBUA Moponsa-
HWHa (MapKep 3HOOTENMasbHbLIX KNETOK IMMMaTUUECKIX
COCYLOB) C er0 eCTeCTBEHHbIM JIMraHLOM — PELEenTopoM
CLEC-2, BbICOKO 3KCnpeccupylommes Ha TpomboumTax
(pucyHok 10). B 300pOBOM OpraHu3Me Takoe B3anMo-
AENCTBME UCKIIOYEHO. B naTonornyeckn namMeHeHHbIx
cocynax ofyxonu 3TO NPUBOAUT K BbIPaXKEHHON aKTu-
BaLMW TpOMBOLMTOB (NOLONNaHUH — CUMbHbINA aKTUBATOP
TpoMBOLMTOB), UTO, C OAHOM CTOPOHbI, crocobeTeyeT
BbIBPOCY MpOaHr1oreHHbIx hakTopoB U3 anbda-rpanys,
CTUMYNUPYIOLLIMX POCT OMYXOJKU, @, C APYroi CTOPOHbI,
MPMBOAWT K arperauuu TPOMOOUMTOB M akTWUBaLWK
KoarynsLUMoHHOro 3BeHa reMocTasa [33, 34].

PucyHok 10

BsaumopeincTtame nogonnanuHa ¢ nuranpom CLEC-2
Cssi3biBaHMe nogonnaxvHa ¢ peuentopom CLERC-2 sB-
NISIETCS OCHOBHbIM aKTMBaTOPOM 06pa3oBaHMs TPOMOOB,
yTo HabnopaeTcs npu onyxosiax ¢ NnofoniaHMH-No3n-
TUBHbIM NUMcpaTUUECKMM DEHOTUMNOM

Figure 10

Interaction of podoplanin with CLEC-2 ligand

Binding of podoplanin to the CLERC-2 receptor is the main
activator of thrombus formation, which is observed in
tumors with podoplanin-positive lymphatic phenotype
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NucchepeHumnanbHbli gUarHos

HecMoTps Ha ouyeBMOHYIO MPOCTOTY AMarHosa
CKM, cyliecTByeT psg ApYyrux cOCyamcTbiX aHOManum,
KOTOpble MOryT COMPOBOMKAATLCA TPOMBOLMTONEHNEN.

B mndpdpepeHunanbHOM IMarHOCTUYECKOM pAny
criefyeT NOMHUTB O criegylowwmx 3aboneBaHmsx:

- RICH (rapidly involuting congenital hemangioma) —
BbICTPO MHBOSTIOLMOHUPYIOLLIASA BPOKOEHHAS FrEMaHIMOMa,
OAMH U3 BapWaHTOB BPOXAEHHbIX FEMaHrvoM;

- MynbTUAPOKasbHbIN NMMAAHTMO3HAOTENNOMATO3 C
TpombounToneHuen;

- KanowmdOpMHbIV TIMMaHrMoMaTos;

- BEHO3HbIE COCYAMCTbIe ManbopMaLymu.

RICH. Onyxonb nMeeT Bug MaccuBHoro obpaso-
BaHWs, BbICTyNaloLlero Haj NOBEPXHOCTbIO, LOCTUran
MOPON He OAHOro leCATKa CaHTUMETPOB B AnaMeTpe.
Kak npaBuno, obpa3oBaHue MHOroy3noBoe, HEO4HO-
POLHON KOHCUCTeHUMM, Tennoe Ha owynb [35]. Koska
Hal HUM TOHKas, Nerko paHnMasi, oT 0BbIYHOM OKpackM
00 CUHIOWHO-MOMEeTOBOro LBeTa, UHOMAa C nepu-
thokanbHbIM rano (BeHYMKOM runonurMeHTauuu)
(pucyHok 11A). Ha ee noBepxHOCTM MOryT MPOCMaTpu-
BaTbCA pafvanbHO PacrofOMXEHHbIE TeNeaHrnaKTasum
MM OHa MOXeT OblTb «yCbiMaHa» B LEHTpe rnag-
KUMW KpacHbIMU y3niamu (pucyHok 11B). B oTnuuune oT
KI"3 aTta onyxonb Bcerga nofBepraeTcs MHBOMIOLMK, B
CpemHeM K nepeoMy rofy wu3Hu (0BbluHO B MHTepBase
6-18 Mecsues) [35, 36].

Mo maHHbIM KOMMblOTepHOW ToMorpadmu (KT)
M MarHUTHO-pe3oHaHcHoW Tomorpadgum (MPT) ¢
KOHTPaCTHbIM YCUITEHWEM OHa B oTnnume oT KI'3 npea-

PucyHok 11

IWraHTcKas BpoxaeHHas remaHroma (RICH) nesoro
6enpa (A), okonoyLuHoi obnactm (B)

A — ruraHTckoe ccepuyeckor hopMbl 0bpa3soBaHue
nesoro 6eapa TeMHO-hMONETOBOrO LBeTa ¢ nepndo-
KanbHbiM “Halo”; B — ruraHTckoe obpasoBaHwve npasoi
OKOJI0YLLIHOM 0611acTh ¢ MHOXECTBEHHbBIMU APKO-Kpac-
HbIMU y3naMu

Figure 11

Giant congenital hemangioma (RICH) of the left thigh (A),
parotid region (B)

A — giant spherical formation of the left thigh of dark purple
color with perifocal “Halo”; b — giant mass in the right
parotid region with multiple bright red nodules
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CTaBfeHa onyxonblo cchepuyeckonr OpMbl C YETKO
OYepYeHHbIMM FpaHMLaMu, C LeHTpUNeTasbHbIM Xapak-
TEPOM KOHTPACTUMPOBAHWUA U LEeHTpanbHbIM pybuoM B
CBS3K C HanMuneM TpoMDO30B, HEKPO3OB WK BHYTPU-
OMyXOneBOro KPOBOM3NUSAHUA. KpoMe Toro, XapaKTepHbl
KanbLMHaTbl, KOSIMYECTBO KOTOPbIX YBENWYMBAETCA MO
Mepe uHBosoLMK onyxonu [37].

HecmoTps Ha To, uTo RICH nMeeT uHble KAMHUue-
CKMe XapaKTepUCTUKM, OHa SIBMISETCA CaMOW CIIOKHOMN B
nnaHe gudpdepeHumansHoro guarHosa ¢ CKM.

MynbTucoKanbHbI MMM AHIMO3HAO0TENMOMATO3
¢ TpoMbouuToneHuen. KnMHMYECKN NaToNOrMyecKui
MpoLecc NPencTaBieH MHOKECTBEHHBIMU LUCCEMUHN-
poBaHHbIMKM 0bpa3oBaHUAMM Ha KOXKe MO TUMY MaKyn,
nanyn Mnu TEeMHO-KPacHbIX/(PUONeTOBbIX NATEH,
MMEeIOLLIMX pasMepbl OT HECKONbKUX MUMNIMMETPOB A0
HECKOMMbKUX CaHTUMETPOB B AnameTpe. [Ins aToro 3abo-
neBaHUs XapaKTepHO BUCLIEPASIbHOE MOPaMEHUEe B YacT-
HOCTM KeNyLOYHO-KMLLEYHOr0 TpaKTa, NpuBopALlee K
PerynspHbIM }enyAoYHO-KULLEYHbIM KPOBOTEUYEHMSM,
a Takxe nopasxeHune nerkux (BoO3MOMHbI KPOBOM3K-
IHWSA B MApPEHXMMy), NeyeHu, Cene3eHku, CUHOBUAsbHbIX
060M0YeK 1 NonepeyYHo-NonocaTon MycKynaTypsbl.

KanowwudopMHbiit nuMcaHruoMaTos. 310 oueHb
penKas natofnorua nuMdaTyYecknx CoCcynoB, XapaKTe-
PU3YIOLLIaACA BbICOKON CMEPTHOCTbIO. ECTb faHHble, uTo
B OCHOBE 3aD0MeBaHNs NIeKUT coOMaTUUecKas MyTaLus B
reHe NRAS [38]. HecMoTps Ha cxosecTb rucTonoruye-
ckoit kapTuHbl KA ¢ KI'3, ¢ KNnHMYeCKon TOUKM 3peHunst
OHM OoTnuyaioTCcA. lpenmMyLlecTBEHHOE Mopa)eHue
OpraHoB CPEefoCTeHMs,, CONPOBOXAaLLEECH HapacTa-
IOLLMMM pECNMPATOPHBIMU CUMITOMaMU U remMopparunye-
CKMM BbINOTOM, SIBAISIOTCA KIMIOYEBLIMU KITMHUYECKUMM
NPOABNEHNAMK 3ab0N1eBaHWS, KOTOPbIMU, Kak NpaBwuIo,
U Npe3eHTUpYeT KanowndOpMHbIN NMMQaHrMoMaTos.
MynbTudboKanbHble aHoManuMu NMMAaTUYECKMX COCY0B
MOryT MPUBOAMTb TAKKe K MOPAsKEHUIO KOXKM, CENE3EHKH,
kocTel B otnnune oT KI'3, ans KOTOPON XapakTepHO
YHWUDOKaIbHOE NopaskeHne MArkux TkaHew. ['emopparu-
YecKuih cMHOpoM, 06ycnoBneHHbl TpombouuToneHnen
M Koarynonatven notpebnenus, yalwe npencTaBfeH
KPOBOTEUYEHUAMU/KPOBOUINIUAHWUSIMU B MOMOCTM, B TO
BPEMS KaK KOHbIi FeMOpparnyecknin cCMHApoM BoiBaeT
penko. TpoMboUMTONEHUS HOCUT MEHEE BbIPAXEHHbIV 1
CTONKMI xapakTep, yeM npu CKM [39].

BeHo3Hble cocyaucTblie ManbchopMaumm. C KIMHU-
UECKOMN TOYKM 3PEHWUA OHU MMEIOT COBEPLUEHHO WHYIO
NPEe3EHTALMIO, TaK KaK B UX OCHOBE NEXUT He nponunde-
paTVBHbBIN MPOLIECC, HEN3DEKHO NMPUBOAALLMIA K HEKOEMY
OOMNOMHUTENbHOMY 06beMy, a HapylleHne hopMMpo-
BaHWSA COCYAMUCTOW CETW B Nepuofe Backyrnorexesa [3].
K MOMEHTY poskaeHWst OHW Bcerfa chopMMpOBaHbl, faxe
€CINy He BCerpa KIMHUYecku Busyanusupyotcs. 06b14HO
Ha KOMKe onpenesnseTcs U3MeHEHHas CeTb KPOBEHOCHbBIX
COCYROB OT B/1egHO0-pO30BOr0 [0 CMHIOLIHOMO LBETa.

Mpu onuTenbHOM TeuyeHun 3abonieBaHus cocymucTas
CeTb MOKeT npuaaBaTb pefibedHbI XapaKTep Koxe.
Ecnun npouecc nmeeT pacnpocTpaHeHHbIn, Anddy3HbIn
XapaKTep, 3T0 MOXeT ObiTb NPOSBIIEHNEM MEHETUYECKM
[eTepMUHUPOBaHHOro cuHapoMa (pucyHok 12). Cocynu-
CTble ManbdopMaLmMmn HUKOrAa He PerpeccupyioT.

C remMaToniorMyeckoi TOUKM 3peHUst BCE 3TU COCY-
OMCTble aHOManuu obbeauHAIT 3MEHEHWSI CO CTOPOHbI
obLLero aHanu3a Kposwu 1 Koarynorpammel (tabrmua 1).
Ho reHes 3TuX M3MEHEHWI pasnnyeH.

UTo KacaeTcs CoCyamCTbIX OMyXOnen, CONpOBOsKLa-
IoLLMXCA TPOMBOUMTONEHNEN U KoarynonaTuen norpe-
BreHusa, To B OCHOBE NaToreHesa fexuT 0CobeHHOCTb
CTPOEHWMS, @ UMEHHO Hannuve NMMAaTNYECKOr0 KOMMO-
HeHTa. 3To Tak Ha3blBaeMble CMeLlaHHble 0bpa3oBaHus,
reMaHrmo-nuMdaHrmoreHHble onyxonu. ®okanbHas
3KCMpeccusi NOfOoNMaHNHa Ha 3HAOTENWArbHbIX KIeTKax
nMMdaTMYECKUX COCYLOB 3aKOHOMEPHO MPUBOIMUT K
arperauuun u rnbenn TpoMbOLMTOB C BOBfIEYEHUEM
B MaTONOrMYeCKUi NpoLecc KoarynsunoHHOro 3BeHa
remocTasa. Hanbonee sHauuMMble n3MeHeHUs (TPOM-
BounTbl MeHee 20 x 10°/n, coubpuHoreH meree 1 r/n)
[14] HabriopatoTcst npy CKM, uTo, BO3MOKHO, CBSA3aHO
c bonee Bblpa)eHHbIM NMMMEATUUYECKUM KOMIMOHEHTOM
COCyAMCTON onyxosun. [pn BpOXAEHHbIX reMaHrmomMax
(RICH-cy6Tvn) n MynbTUPOKaNbHOM IMMPaHIMO3H-
LOTEeNMoMaTo3e U3MEHEHUSI CO CTOPOHbI KPOBU HOCAT
Bonee «CKPOMHBIN> 1 HEMOCTOSHHBIN XapaKkTep.

[Mpv BeHO3HbIX ManbhopMaLmsix, KOTOpbIe MO Xapak-
Tepy KPOBOTOKa OTHOCATCS K MarbthopMaLum C HU3KUM

PucyHok 12

BeHosHas cocynucTaa ManbdhopMaums B paMKax CUH-
pnpoMa banHasH—Pannu—PyBankaba
PacnpocTpaHeHHas cocyancTas KanunnispHO-BEHO3-
Has ceTb, 3axBaTbIBalOLLLAA BCIO MOBEPXHOCTb CMMHbI C
pacnpocTpaHeHWEM Ha obnacTb Len, nnuua, rpyaHom
KNeTKW 1 BpIOLLIHOM NONoCTH

Figure 12

Venous vascular malformation within the Bannayan—
Ruvalcaba—Riley syndrome

A widespread vasculature, covering the entire surface of the
back with extension to the neck, face, chest and abdomen
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KpoBoToKOM (slow-flow), mpoucxonut maMeHeHwue
peonorun Kposwu, Yto cnocobcTeyeT TpoMboobpaso-
BaHuio. B obLueM aHanu3e KpoBWM MOKET 0TMevaTbCs
nerkas TpombouuTonenus (6onee 100 x 10°/n) [16], B
KoarynorpamMMe — KOCBEHHble Mpu3Haku TpoMboobpa-
30BaHWsi — NOBbILLEHWE YPOBHS [1-nuMepa, 0bbluHO He
6onee 2000-3000 Hr/mn, runocpubpuHOreHeMus, Kak
MpaBuio, MUHUMasIbHaS.

MATEPUAIbI N METO[bl NCCNEOBAHUA

3a nepuog ¢ 2013 no 2020 r. B HaweM LleHTpe
npowwn obcrnenoBaHue n neyvenne 32 naumenta ¢ KIa.
WccnepoBaHve nopaep)aHo HE3aBUCUMbIM 3TuYe-
CKUM KOMUTETOM U YTBEPXOEHO PELUEHUEM YUYEHOIO
coseta ®IBY «HMUL AMON um. OmMutpus Porauesa»
MwuH3npaBa Poccun. OCHOBHbIE XapakKTEPUCTMKKM Naum-
eHToB ¢ KI'3 npepncraBneHsbl B Tabmue 2.

CoOTHOLLEHNE MasbyYMKOB M feBoYeK Bbino npak-
Tuueckn oamnHakosbiM — 1,1:1. [lebioT 3abonesaHus y
BCEX MauUMEHTOB B Bo3pacTe [0 1 roaa, y 6bonblumHcTBa —
B Nepuoae HOBOPOKAEHHOCTMW: ONyXOoJb BbIABMSNACH C
poskaeHus y 23 (72%) nauvenTos (tabnmua 3), BHYTpU-
yTpobHo —y 2 (B.M.,, AA).

B HaweM uccnepoBaHum KI'Q B MooBuHE Cryyaes
nokanusoebiBanack B 0bnactv koHeuHocTei — 15 (47%)
naumexToB (pucyHok 13). Mpu 3TOM y BOMbLIMHCTBA
BorbHbIX (N = 12; 80%) 0TMeuYanoch nopameHne HUKHe
KOHEYHOCTW, Yalle BCero MpoKCUMarsbHbIX OTAENOB
(73%). Y 3m3 nux (A.A., B.P., Y.P.) onyxonb pacnpocTpa-
HSAMacb Ha MbILLILbI 3abPIOLLIMHHOIO MPOCTPaHCTBA.

MpnbnmsnTenbHO ¢ 0AMHAKOBOM 4acTOM OMyXOflb
3aTparuBana TynoBsuiie U obnacTb ronosbi/wen — 8
(25%) naumenToB (prcyHok 14) n 6 (19%) nauneHTos
(pucyHok 15) cooTBETCTBEHHO.

Y 3 (9,3%) 6osibHbIX 0TMEYarnocb U30NMPOBaHHOE
nopaeHue 3abpIOLLMHHOIO NPOCTPaHCTBA/CPenoCTEHUS.
Tabnuua 1

Mo paHHbIM NUTepaTypebl, BUCLepasbHble hopMbl Bcerpa
accouumpoBaHbl ¢ K3 1 npakTuyecku Bcerna npueoasT
K passutunio CKM [8, 16, 40]. B HalleM nccnenosaHunm
y 2 13 3 naumeHToB C BUCLepanbHbiMu dhopmamu K3
conpoBoxaanacb pa3suTtueM CKM.

Y BCex MauMeHTOB 0TMeYarnochb yBefIMYeHne peru-
OHapHbIX NMMdAaTUYEeCKMX y3r0B, KOoTopoe 06bIYHO
BbiBNAETCA MeTofaMu Busyanusaumu (ynbtpasey-
koBoe uccnepnosanne/KT/MPT). OudbdepeHUnpoBKa
permoHapHbix nMMMdaTUYeCKUX Y3MnoB ManbnaTopHO
NPakTUYeCKN HEeBO3MOXHA. MaKcuManbHble pasMepsl
nMMdaTMYeCKMX Y3M0B, MO OaHHbIM HalLero uccrneno-
BaHuA, jocTuranu 3—4 cM B guameTpe.

OcnoxHenus KIM3

OcnoxHenuns KM MoXHO paspenuTtb Ha ABe KaTe-
FOPUN. OCITOXHEHWSI CUCTEMHOIO XapakTepa W OCIOX-
HEHWSI JIOKaNbHOroO XapakTepa.

CaMbIM FPO3HbLIM OCIOHEHWEM CUCTEMHOMO XapaK-
Tepa npu 4aHHOM FMCTONOrMYECKOM BapuaHTe ABMSETCS
pa3BUTME Koarynonatuu u TpombounoneHun notpe-
Brenus, T. e. CKM (pucyHok 16).

Mo paHHbIM Hawero uccnepoBaHus, y 90,6% nauu-
eHToB ¢ KI'3 otMeuancsa CKM. B tabrmue 3 npenctasneHsbl
WHWUManbHble (B camMoM pebioTe 3abonesaHus) remato-
NOrMYecKne NokasaTtesiv U BO3PacT UX BO3HUKHOBEHWS Y
naumeHToB ¢ K3, passuewmnx CKM. Bce mHuumansHble
nokasaTenu B3ATbl U3 MPEACTaBEHHbIX B BbIMMCKaX
OaHHbIX aHaMHe3a C MecCTa »uTenbcTBa. He y Bcex naum-
€HTOB ObiNKN M3BECTHbI UCXOAHbIE TEMaTONOrMYeckne
nokasaTenu, Yto obycrnoBieHo HeJoCTaToOuHbIM 0BbEMOM
NPOBEAEHHOr0 06CnefoBaHus No MecTy }uTenbcTBa. Kak
npaBuno, 3To BbINO CBSA3aHO C HEBEPHO YCTAHOBMEHHBLIM
MHWLUMamNbHLIM AWArHO30M, @ TaKKe C OrpaHUYeHHbIMU
TEXHUYECKUMU BO3MOXKHOCTSAMM fTabopaTopwii B pervoHax.

HeobxonMMo OTMeTWUTb, UTO He y BCeEX nauu-
EHTOB remMaTosIorMyYeckme OCIIOKHEHUS LMarHoCTMpYy-

CocyaoucTble aHOManuu, ConpsieHHble ¢ TpoMboLunToneHnen 1 koarynonatuen notpebneHms

Table 1

Vascular anomalies possibly associated with thrombocytopenia and consumption coagulopathy

CocyaucTble aHoManuu
Vascular anomalies

XapakTepucTuka
Characteristic

NA/KI3

'nybokas cTovkas TpoMboLMTONEHNs C TssKeS10M runodnbpuHoreHemMmuen,

“Tufted”-angioma/kaposiform hemangioendothelioma

KoarysonaTtuei notpebneHus u nossiueHnem [-aumepa (CKM)
Profound and sustained thrombocytopenia with profound hypofibrinogenemia, consumptive
coagulopathy and elevated D-dimer (Kasabach-Merritt Syndrome, KMS)

RICH

TpaHauTopHas nerkas/ymMepeHHas TPOMBOUMTONEHUS +/— KoarysonaTus
notpebnenns ¢ nosbilLeHneM yposHs [1-aumepa
Transient mild/moderate thrombocytopenia +/— consumption coagulopathy with increased
D-Dimer levels

MynbTudoKanbHbIM NMMAAHTMO3HAOTENNOMATOS C
TPOMBOLMTONEHUE/KOKHO-BUCLIEPaSTbHBIA AHTMOMATO3 C
TpoMbouunToneHnemn

Multifocal lymphangioendotheliomatosis with thrombocytopenia/
cutaneovisceral angiomatosis with thrombocytopenia

CToiiKasi, nepuogmyeckas, 0T yMEPEHHO BbIPAsKEHHON 10 TAXENON
TpOMﬁOLLVITOI'leHVIﬂ C KpoBOTEYEHUEM U3 XKenyoo4YHO-KULLEeYHOro TpakTa unu
reMoppaskeM B NMapeHxuMy Nerkoro
Persistent, intermittent, moderate to profound thrombocytopenia with gastrointestinal tract
bleeding or pulmonary hemorrhage

BeHosHas ManbtopMaums/nMMdaTMKo-BeHo3Has
ManbdopMaLms
Venous malformation/lymphatic-venous malformations

Jlerkas uiv yMepeHHo BbipaseHHas TpoMboumTonerus +/— runocnbpuHoreHemMus
1 NMoBblLLEHWE YpoBHA [1-anmepa
Chronic localized intravascular coagulopathy with elevated D-dimer +/— hypofibrinogenemia,
and moderate thrombocytopenia

KanowmopMHbIi ninmMdbaHrnomMaTos
Kaposiform lymphangiomatosis
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TNerkas unu yMepeHHo BblpaskeHHasi TpoMBouuToneHus +/— runodprnbpuHoreHemus
¥ noebienvne [1-numepa
Mild to moderate thrombocytopenia +/— hepofibrinogenemia, and D-dimer levation
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Tabnuua 2
ObLasn xapakTepucTvka naumeHToB ¢ KI'3
Table 2
General characteristics of patients with KHE
Tpom-
TNokanb- ?1111;0/-
BoapacT "r:':: 0°TeaK_/ JlokanbHbli Koary-
Mauu-  Havana O6vem, 0 p,fuﬁ runeprunpos/ nonatus
P 6 Mon Nokanusauus cM3 & Bonb runeptpuxos  JlokanbHbie ocoXHEeHMs porpe-
i 3abonesaHus Sex Localisation Volume, CHHAPOM  Ache Local Local complications G
atient | Age start cm’  Local ede- hyperhidrosis/ Thrombo-
diseases ma/hem- hypertrichosis ey
orrhagic Consumn-
DRl tion coag-
ulopathy
1 2 3 4 5 6 7 8 9 10
[ecTpyKkuus KocTen Tasa,
v KOHTPaKTypa KOSIEHHOr O 1
. HWKHAS KOHEUHOCTb Ta3obefnpeHHOro cycTaBoB
HUS  MysCKom 0
LT ks (Genpo) 804 g + i KUNTOpX¥SM @
Lower limb (thigh) Destruction of the pelvic
bones, contracture of the knee
and hip joints, cryptorchidism
["eMoTopakc/aTenekTas,
prnHa/ﬂ KneTKa/ CMHD.F;;OM éopHepa
AM 2 Mecaua  SKeHckuin  V1€Ho/BepxHee — . . _ nepesioM KiounLbl +
v 2 months Female ch cgeﬁocleeH/l/le Hemothorax/atelectasis,
est/shouicer; upper syndrome Horner, clavicle
mediastinum -
- HwKHAS KOHEYHOCTb KoHTpakTypa KoneHHoro
ﬁ'g Cﬁ:ﬁ?ﬂﬂﬂ )'T:?r'g;!” (ronenb/6enpo) 200 + - - cycTaBa +
: Lower limb (leg) Knee joint contracture
[onosa
[OKOJ'IOYLIJ]HaFI
obnacTb) ¢ o
o ecbopMaLmsa KocTen
B.K. C poxkaeHna  MyKCKOWM  MHTpaKpaHWarbHbIM 201 + + - flecp pqe;ena +
Al iy HELD pacrnpocTpaHeHnem Cranium bones deformation
Head (parotid region)
with intracranial
spread
B.A. C poxpeHus Myxckon  [pynHas Knetka 288 " _ _ _ "
B.A. Since birth Male Chest
Tynoswie
Byn.K. CpoxneHna Myxckoit  (6pioLLHas cTeHKa) 56 o _ _ E(PM?ggﬂfdfm n
BULK.  Since birth Male Corpus (abdominal »
wall)
[lecTpyKums KocTen
HuskHas Tasa, KpUNTOPXM3M,
e | —— eropone nopavonn
. poXKAeHNs YIKCKOW  Taz/3abpioLunHHasn _ ; !
VR, litem birin Male S — 651 > v Destructlggn%fsthe pelvic v
Lower limb/pelvis/ 8
; cryptorchidism,
retroperitoneal space renal hypoplasia (on the
affected side)
/ OrpaHuyeHve
- LLless/rpyaHas IBVKEHWI B 0bnactu
5‘,&4 Cs'?fé’é‘ﬁﬂﬂ )'f:"’:r'r?;!” KreTka/nnevo 319 4 + +/— Len W
o Neck/chest/shoulder Restriction of movements in
the neck area
B.B. C posneHns  KeHckuit  KoneuHocTb/6eapo 145 o _ _ _ n
V.V. Since birth Female Limb/hip
Pa3pyLuenne
MO3BOHKOB/KOMMNPECCHOH-
Hblii NepenoMm, pacrnpocTpa-
3abpioLumHHoe HEHWe B CTIMHHOMO3r 0BO
KaHarn C KOMMPECCUOHHOM
rEe 12 mecsiueB  YKeHckui MpoCTpaHCTBo/ " " +/- Mmenong-me;,, "
G.E 12 months Female gg?gogﬂiﬂgael OGS
space/rgediastmum Destruction of the vertebrae/
compression fracture, spread
to the spinal canal with
compression myelopathy,
scoliosis
E.B. C poskpeHus  MyxcKoi  HWKHAS KOHEYHOCTb 9% o n _ _ n
E.V. Since birth Male Lower limb
- BepxHss KoHTpaKTypa floKkTeBoro
E.K. Csl?ﬁc”ﬁj‘mﬂ” )ﬁzﬂﬁzﬁg” KOHEUHOCTb 215 + + +/- cycTaBa +
Upper limb Elbow joint contracture
( [onoBa
3.0. C poxpeHus  YKeHckui OKOJI0YLLIHas _ _
ZF Since birth Fernale 06nacTb) 75 + + t, +
Head (parotid region)
C poxpeHua Myxckon  [pynHas Knetka _ _
KA, Since birth Male Chest 255 *+ * *
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1 2 3 4 5 7 8 9 10
KoHTpaKTypa KOfIeHHOr o 1
rOIeHOCTOMHbIX CYCTaBOB,

K.B. C posneHmsi  MeHCKUit  HKHAS KOHEUHOCTb oy g o _ HEKPO3 MArKNX TKaHen ¥

K.V. Since birth Female Lower limb Knee and ankle joint

contracture
Soft tissue necrosis
. HWKHAS KOHEYHOCTD [Nedpopmaums nanbLes
K.3 C poxaeHns  Mysckoin
KZ. Since birth Male (cTona) 38 * AL CTOMbI +
Lower limb (foot) Toe deformity
[lecTpykuws kocTen
yepena, UHBa3sus B aHTPYM,
bapabaHHyo NonocTb n
OKOJI0YLLIHYIO CIIIOHHYIO
Kyp.A. 4 Mecaua  XeHckuin [onosa 185 n _ Y )Ke};esy Y n
Kur.A. 4 months Female Head Destruction of the bones of
the cranium
Invasion of the antrum,
tympanic cavity, and parotid
salivary gland
HWKHAA KOHEYHOCTb Het
o (obnacTb Het naH- KoHTpaKkTypa KofleHHoro
JL-I'AA' Csﬁ’r?c)gfr'mﬂ My,\)ﬁ:ow KOMEHHOro cycTaBa) [AaHHbIX HbIX He:‘;lg:t:blx cycTaBa +
o Lower limb (knee joint No data 0 nee joint contracture
( j No d N Knee joi
area) data
CnaBneHune BepxHWX
IbIXaTemnbHbIX MyTen
- (TpaxeocToma)/
orosa npopacTaHue B cpefHee
M.P. C poskaeHust  MKeHckui (oronoyiHas _ XO U HapysKHbIii CyXOBOW
M.R. Since birth Female obractb) 8 ¥ Y %poxon Y ’
Head (parotid region) Compression of the upper
airway/invasion into the
middle ear and external
auditory canal
o BepxHss KoHTpaKTypa nokTeBoro
u{l Csﬁ’r?c)gfgﬂﬂ My[\)ﬁ:o” KOHEYHOCTb 158 + - cycTaBa +
- Upper limb Elbow joint contracture
OxBaTblBaeT OKOMOYLLHYIO,
11eByIo 1 Nnpasyio
. Tonoga (weyHas NoAYENioCTHbIE CIIIOHHbIE
H.I0. C poskaeHust  MKeHckui _ _ A
N.Yu. Since birth Female obnacte) 561 xenesbl +
Head (buccal region) Covers the parotid, left and
right submandibular salivary
glands
Tynosuwe (6okosas
NOBEPXHOCTb
_ TPYOHOW KIeTKM 1
0A 1wmecau  YKeHckuid Gpiowkoit nonoctn)/ 118 " _ l'eMoTOpaKc/aTenekTas a
o 1 month Female nnacbparma Hemothorax/atelectasis
Corpus (side of the
chest and abdomen)/
diaphragm
leMoTOpaKc/nepuKapauT,
Oryxorsib OXBaTblBaeT
P.A. 1,5 mecaila  MyscKoii CpenocTenue 3% _ _ IR MEITC G +
RA. 1.5 months Male Mediastinum apTepun nyru aoptbl
Hemothorax/pericarditis;
the tumor covers the main
arteries of the aortic arch
MpopacTanue B
BapabaHHyio nonocTb,
eBCTaxueBylo Tpyby,
r napadpapuHreanbHoe
orosa NpOCTPaHCTBO,
C.lIo. C poxaeHns  Mysckon (okonoywiHas 165 n _ OKongyu_,H[;,o CIIOHHYIO n
S.Yu. Since birth Male Oﬁna(_:Tb] Kemeay, MbiLLILbI LIEN
Head (parotid region) Intergrowth into the tympanic
cavity, Eustachian tube,
parapharengial space, into the
parotid salivary gland, neck
muscles

C.H. C poskpeHnss  MysKCKOM  HWMHAA KOHEUYHOCTb 141 " _ _ "

SN. Since birth Male Lower limb

T.H. C poxaenna  MyxcKoi  HUKHAA KOHEUHOCTb 231 " _ _ "

T.N. Since birth Male Lower limb

y.0. C poxpeHnusi  YKeHckun ['pyoHas kneTka 261 " _ [lecTpyKumsi nonatku "

u.D. Since birth Female Chest Destruction of the scapula

Bsinbin napes un
rMNOTPOCHUS MbILLILL
TEBOV PYKM,
Y.B. C poxpenus  YKeHckuin  ['pymHas knetka 144 " _ HEBOCT?EO:;T; napes "
Ch.Vv. Since birth Female Chest P

Flaccid paresis and
muscle wasting of the left
arm; left-sided laryngeal
paresis
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1 2 3 4 5

9 10

HWsKHAS KOHEYHOCTD
(roneHs, 6eapo) ¢

KoHTpakTypa KoneHHoro

Y.p. C posmeHus  Mysckoi PaCMPOCTpaHeHnem
ChR.  Since birth Male B Maylbiit Ta3 = - A cycrasa *
Lower limb (lower leg, Knee joint contracture
thigh) with extension
to the pelvis
. BepxHss
C poxpeHus  YKeHckui _ _ _ -
KT. Since birth Female ROHEHHOCTH 28
Upper limb
. 3abpiolwmHHoe KoHTpaKkTypa KofleHHoro 1
J1.P. 9 MecsiueB  Myxckon MPOCTPAHCTBO 26,4 P _ Ta3obenpeHHOro cycTaBoB
LR 9 months Male R o W Contracture of the knee and
p > hip joints
y.n C poskpeHus  MyxcKoit  HWKHAS KOHEYHOCTb 24 _ _ _ _
u.l Since birth Male Lower limb

PucyHok 13

KnuHundyeckue nposiBneHus (Nokanusaums onyxonu B
0611acTi KoHeYHoCTe)

A — naumenT J1.A. OBbnacTb koneHHoro cycTasa; b — na-
umeHT E.B. ObnacTb 6eppa c NnepexonoM Ha ArognuHyio
obnactb

Figure 13

Clinical manifestations (tumor localization in the
extremities)

A — patient L.A. Knee joint area; b — patient E.V. The thigh
area with the transition to the gluteal area

PucyHok 14

KnuHnueckue nposierieHuns (fokanmsaums onyxonu s
obnacTu Tynosua)

A — nauvenTka A.M. I'pynHas knetka; b — nauneHTka
0.A. MepepHss bpioLLHasn CTeHKa

Figure 14

Clinical manifestations (localization of the tumor in the corpus)
A —patient A.M. Chest; b — patient 0.A. Anterior abdominal wall

' ST

PucyHok 15

Knununyeckue nposieneHns (fokanuaaums onyxonu B
obnactu I'OJ'IOBbI]

A — nauueHT B.K. ['vrantckoe cocyamctoe obpaso-
BaHWe OKOJIOYLLHOW 0BriacTv ¢ pacnpocTpaHeHnem

Ha 3aTbINOYHYI0 0611aCTb, LU0, HAPYXKHbIN CITYXOBOM
npoxoga, 6apa6aHHy|0 MoJsI0CTb, OCHOBaHWe Yyepena; b-
naumnenTka M.P. M'iranTtckoe cocyamcToe obpa3sosaHue
OKOJ‘IO)/LI.IHOﬁ obnactn c pacnpoCcTpaHeHneM Ha 3aTbl-
JIOYHYI0 obnacTb, 3agHiol0 NOBEPXHOCTHb LLeun

Figure 15

Clinical manifestations (tumor localization in the head
region)

A — patient B.K. A giant vascular formation of the parotid
region with spread to the occipital region, neck, external
auditory canal, tympanic cavity, base of the cranium; b -
patient M.R. A giant vascular mass in the parotid region with
extension to the occipital region, the back of the neck

T 3 % A
A 3 y f e -

PucyHok 16

MaccuBHOe pacnpoCTpaHEHHOE KPOBOU3MUSIHWE B TKaHb
onyxonu (A — obracTs 6eapa; b — BepxHuit nneyesoi
nosic/Lues) 1 B OKpysKaloLLMe TKaHU

Figure 16

Massive spread hemorrhage into tumor tissue (A — thigh
area; b — upper shoulder girdle/neck] and into surrounding
tissues

Pediatric Hematology/Oncology and Immunopathology
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I0TCSi OHOBPEMEHHO C BbISIBJIEHWEM OMyXONu. JnLb B
nonosuHe cniyyaes (59%) oHu paseuaioTca B aebioTe
3abonesaHus, y ocTanbHbix (41%) Koarynonatua u
TpombouuToneHnsa NoTpebneHns NPe3eHTUPYIOT No3ske,
3anasfbiBasi OT MOMEHTa BbISIBIEHWUA OMyXONW Ha
0,5-4 Mec. 370 elle pa3 noaTBepxoaeT hakT Hanmuus

Koppensuum Mexkny 06beMoM 06pa3oBaHUs 1 BEPOATHO-
cTblo pa3eutus CKM. HeobxoauMo oTMeTUTb, UTo Yy Bonb-
lMHCTBa naumeHTos (93%), y koTopbix K3 B nebiote
conposoxpanacb CKM, obbem onyxonu coctaensan bonee
100 cM®. Y 1 naumenTku (H.10.) remaTonormyeckve nsme-
HeHus Bbiny 3aperMcTpupoBaHbl B Bo3pacTe 6 MecsiLeB,

Tabnuua 3
|/|HMLI,VIaJ'IbeIe reMaTtoniorn4eCkume rnokasartesin, ConpaxkeHHblie C pa3BUTMEM CKM*
Table 3
Initial hematological parameters associated with the development of KMS*
Konuuectso YposeHb chun-
Bospact Ypoeenb Hb [-aumep
MauueHT BbISIBNIEHUS Bospact Havana TP°M6°“"T°B9 5 B aebiote, r/n Opunorena B nebioTe, Hr/Mn
Patient obpa3oBaHus CK Aeblote, x 10°/n Hb at the B aebiote, r/n D-Dimer level at the
Age .Etart T Age start KMS Number of platelets at beginning, a/l Fibrinogen level at beginning, ng/mil
9 the beginning, x 10°/L 9 99 the beginning, g/l 9 99
C poskaeHus 0,5 mMecsiua HeT naHHbIX
AA. Since birth 0.5 months 20 75 038 No data
2 Mecsila 2 Mecsiua HeT naHHbIX
AM. 2 months 2 months 84 88 0.5 No data
AC. C poxpeHus C poxpeHus
AS. Since birth Since birth 110 192 13 2200
B.K. C poxpeHus C poxpeHus
B.K. Since birth Since birth 22 114 0.88 12098
B.A. C poxpeHus 3 Mecsiua HeT paHHbIX
B.A. Since birth 3 months 22 68 L6 No data
byn.K. C poxpeHus C poxpeHus HeT paHHbIX
Bul.K. Since birth Since birth 34 115 133 No data
B.P. C poxpeHus C poxpeHus 26 87 2 HeT naHHbIX
V.R. Since birth Since birth No data
B.M. C poxpeHus C poxpeHus HeT naHHbIX
V.M. Since birth Since birth 110 80 07 No data
B.B. C poxneHus 1 mecau
V.V. Since birth 1 month 26 116 172 49 495
IE. 22 Mecsiua 12 mecAaues 72 115 HeT naHHbIX HeT naHHbIX
G.E. 22 months 12 months No data No data
E.B. C poxpeHus C poxpeHus
E.V. Since birth Since birth 32 98 015 14207
EK C poskneHus 1 mecsu 76 104 Het koarynauuu HeT faHHbIX
o Since birth 1 month No coagulation No data
3.0. C poxpeHus 3 Mecsila
ZF. Since birth 3 months 54 84 1 10 800
KA C poxpeHus 2,5 Mecsua 8 73 HeT naHHbIX HeT paHHbIX
o Since birth 2.5 months No data No data
K.B. C poxpeHus 0,5 Mecsua
K.V. Since birth 0.5 months 6 63 0 12252
K.3. C poxpeHus 1 mMecsy, HeT paHHbIX
K.Z. Since birth 1 month 60 123 194 No data
Kyp.A. 4 mecsiua 4,5 mecsiua HeT naHHbIX
Kur.A. 4 months 4.5 months 46 99 13 No data
LA C pOKAEHUs C pOKAEHUS 53 HeT pnaHHbIX HeT naHHbIX HeT naHHbIX
L.A. Since birth Since birth No data No data No data
M.P C poxpeHus C poxpeHus 8 70 0.58 HeT paHHbIX
M.R Since birth Since birth ’ No data
M.J1 C poxpeHus 3 MecsiLa CHMKeHbI 86 0.96 HeT paHHbIX
M.L Since birth 3 months Lowered ’ No data
H.10. C poxpeHus 6 MecsiLeB 29 76 HeT paHHbIX HeT paHHbIX
N.Yu. Since birth 6 months No data No data
1 Mecsy, 1 mecay, HeT paHHbIX
0.A. 1 month 1 month 66 95 0.4 No data
P.A. 1,5 Mecqaua 1,5 Mecqua HeT paHHbIX
R.A. 1.5 months 1.5 months 3 63 No data 13 000
C.10. C poxpeHus 1,5 mecsua HeT paHHbIX
S.Yu. Since birth 1.5 months 30 88 22 No data
C.H. C poxneHus C poxneHus
S.N. Since birth Since birth 7 110 0.6 5635
T.H. C pOoKAEHUs C posKAeHUs 10 AHeMus rVII'IOKanyJ'IH!.l,I/IFI HeT naHHbIX
T.N. Since birth Since birth Anemia Hypocoagulation No data
Y.0. C poskaeHus C posaeHus [MoBbiLLeH
u.D. Since birth Since birth 1 121 1.99 Heightened
Y.B. 1 mecqy C poxpeHus HeT paHHbIX
chy. 1 month Since birth 40 H/n 0 No data
Y.p. C poxpeHus 1,5 mecsua HeT paHHbIX
Ch.R. Since birth 1.5 months 87 107 0.9 No data

anMel-IaHMe. * — BCe UHMMATbHbIe MOKa3aTesin B3STbl U3 MPEACTAaB/IeHHbIX B BbIMUCKE AaHHbIX aHaMHe3a.

Note. * — all initial indicators are taken from the anamnesis data presented in the extract.
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4TO, BO3MOKHO, Bbl510 0BYCNOBNEHO NPOBOAUMOW FOPMO-
HarbHoM Tepanueit no nosoay KI3. Y 2 peteit (M.E., U.B.)
3abonesaHne aeboTMpoBano ¢ TPOMOOUMTOMNEHMH, B TO
BpeMs kKak camo obpasoBaHue 6bino BbIABNEHO MULLb
cnycTs Mecsiubl, UTo BbINo cBA3aHO C riybokow nokanm-
3auuen onyxomu (I".E. — 3abpiolumHHoe npocTpaHcTeo/
cpenocTeHue; Y.B. — rnyboKue MblLLLbl CriuHbI).

INokanbHble ocnoXHeHUs

JTokanbHble OoCnoXHeHUs obycrnoBfeHbl UHBa-
3UBHbIM/UH(UBTPATUBHLIM pPOCTOM onyxonu. Y
HabniopaeMblx HaMW NaUMEHTOB AaHHbIe OCIOKHEHUS
BbifiBNeHbl B 23 (68,75%) crnydasx. OHu NpencTasneHsl
CnenyioLLMMN N3MEHEHUAMM:

1. [lpopacTaHve 0OMNyxonu B MNOJSIOCTU MOXeT
MPUBECTMU K Pa3BUTUIO JTIOKaNbHOr0 remMopparmyeckoro
CUHOPOMa, HanpuMep, K reMoTOpaKCcy C KOMMpeccu-
OHHbIM aTefiekTa3oM fnerkoro (pucyHok 5). [aHHoe
OCMOXHeHWe bbl10 3aperncTpMpoBaHoO y 3 MaUMEHTOB.

2. [leCTpyKUMS KOCTHbIX CTPYKTYp (oTMeueHa y
6 naumeHToB):

- Npu BrM3KoN Nokanusaumnm ONyxonu K KOCTHbIM
CTPYKTYpaM, HanpuMep, Nopa)KeHWe KoCTe Yepena npu
NoKanu3aumm naTonormyeckoro obpasosaHus B 06r1acTy
rOJ10Bbl, YTO, BO3MOMHO, 0BYCMOBMEHO HE3HAUUTESIBHOWM
TOMLUMHON MSAMKUX TKaHel (pucyHok 17);

- MpW AAMTENIbHOM TeueHun 3abonesanus (pucyH-
kun 18, 19).

3. ®yHKUMOHanNbHbIe paccTpoincTea. BoBneueHne B
NaToSIOrMYECKMI NPOLLECC CYCTaBOB UMW MbILLL, 3aei-
CTBOBAHHbIX B [IBUXEHUW, MOXET MPUBECTM K Hapy-
LUEHWAM OBWMKEHWUS U KOHTPAKTypaM B 3TUX CyCcTaBax.
[JaHHoe ocnoskHeHue 6bi10 BbIABMEHO NPUBAN3UTENBHO
B 1/3 cnyyaes (y 12 nauneHToB).

4. BTOpWUHbIE N3MEHEHUSI MAMKNX TKAHEW B pe3ynb-
TaTe HapyLleHWUs MUKPOLMPKYNSLMKA, B YaCTHOCTM
pa3BuTUe Hekposa (pucyHok 20), a Takme MUKPOTPELLMH
13-3a NepPepacTHKEHUS MATKUX TKaHEN.

5. CoaBneHve pervoHapHbIX HEPBHbIX BOJSTOKOH
(cuHopoM FopHepa, BAMbI Napes pyku, napes ropTaHm) —
2 naumeHTa.

6. HapyuweHue passutua opraHos (runonnasms
MOYKK, KPUNTOPXM3M) — 3 MaumneHTa.

YacToTa BCTPeYaeMOCTH JI0KasbHbIX OCMOXHEHUN
npencTaeneHa Ha pucyHke 21.

[TOMMMO OYEBUIHBIX OCIOMHEHWUIA, CBA3AHHbLIX C
HanMuneM caMoii OMyxosu, a TaKkKe COMPOBOMKAAIOLLMX
ee B BOMbLUMHCTBE CryYaeB reMaToNIorMyYeCKMX OCIION-
HEHUI y NonoBUHbI NauneHToB (59%) oTMevaloTcA Te
WS UHbIE U3MEHEHUs CO CTOPOHbI cepaua (Tabnmua 4):
OT Maro naTosiorun pas3BUTHS 40 BPOKOEHHbIX MOPOKOB
cepoua (BMC: MexnpeacepaHble M MexKenynou-
KOBble COODLLEHMS, LBYCTBOPUATLIA KManaH aopTbl) —
44%. KpoMe TOro, oTMevyanucb runeprpoduyeckme
M3MEHeHNa pasnuuHbIX OTOENoB cepaua, pasBuTue

PucyHok 17

MaumneHTKka K.A. 3D-peKkoHCTpyKUmMs: A — HaTUBHOE
uccneposanue; b — nccnegosaHune ¢ BHYTPUBEHHBIM
KOHTpacTUpOBaHNEM, BeHO3Has dopasa

Oyaru pecTpyKumum 3aTbIfTOYHON U NEBOV TEMEHHOW
KOCTEl B 0BnacTu MoKanu3aLmm BbICOKO BaCKynsapusu-
POBaHHOI0 MArKOTKAHHOIMO KOMMOHEHTA

Figure 17

Patient K.A. 3D reconstruction: A — native examination; b —
examination with intravenous contrast, venous phrase

Foci of destruction of the occipital and left parietal bones in
the area of localization of the highly vascularized soft tissue
component

PucyHok 18

MaumneHT A.A. A — 3D-peKoHCTPYKUMA, HaTUBHOE Uccne-
poBaHue; b — kopoHanbHas npoekuws, BeHo3Has dasa
KOHTPacTUpoBaHUA

MHOKECTBEHHbIE 0Yaru LECTPYKUMKN BegpeHHON 1 Ta3o-
BbIX KOCTeN B 06/1aCTV MPOEKLIUM TMFraHTCKOM cocyam-
CTOM onyxonu

Figure 18

Patient A.A.: A — 3D reconstruction, native examination; b —
coronal projection, venous contrasting phase

Multiple foci of destruction of the femur and pelvic bones in
the projection area of the giant vascular tumor

CepAeyYyHON HefoCcTaTOYHOCTH, YBENMYEHNe pasMepoB
MeYeHu, KOTOpbIe, CKOpee BCEro, CBSA3aHbl C NeperpysKoi
06EMOM. YBENMUeHne pa3MepoB CeNle3eHKN, BO3MOXKHO,
00yCrnoBMEeHO yBeMYeHneM OyHKLMOHAIbHON Harpy3Ku
Ha opraH: JOMOJSIHUTENbHLIM MECTOM Pa3peLLEHNUS aKTU-
BMPOBaHHbIX TPOMOOLMTOB, MPOLUEALINX YEpPEe3 30HY
NaToorMyecKnx coCyoB ONyXosnu, ABMAETCA PETUKY-
NO3HAO0TeNManbHas CUCTeMa CEeNeseHKM.

Y 3 netelt pa3ssunacb BTOPUYHas KapaMoMuonaTus
(B.M., EK., KB.), y 2 u3 Hux (B.M., K.B.) — cepreuHas
HELOCTaTOUYHOCTb (2A), KOTOpas KIIMHUUECKM NPOsiB-
nAnachb TaxuKapauemn, TaxMnHO3, a TaKKe CHUKEHUEM
chpakumm Bbibpoca v MOBbILLIEHUEM YPOBHA TPOMOHMHA.
[aHHoe ocnoxHeHne bbino obycnosneHo 60MbWKM
06EMOM OMYyXONK C YBESIMYEHHBIM BEHO3HbIM BO3BPaTOM
KPOBM, T. €. MOBbILLUEHNEM MpefHarpy3Ku.
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PucyHok 19

MPT naumenTku I".E.

N3MeHeHWe KOCTHOM CTPYKTYpbl TENM NO3BOHKOB B CEr-
meHTe Th5—L1: komMnpeccunorHas nedopmaums Ten Thé,
Th7, Th9, Th1l no3BOHKOB C HarMuMeM BHEKOCTHOIO
NaToSIOrMYECKOro CONMMOHOr0 KOMMOHEHTa

Figure 19

MRI (patient G.E.)

Changes in the bone structure of the vertebral bodies in
the Th5—-L1 segment: compression deformity of the Thé,
Th7, Th9, Th1l1 vertebral bodies with the presence of an
extraosseous pathological solid component

HecMoTpsi Ha TO, YTO OMyXOSlb UMEET COBEPLLUEHHO
YyeTKMEe KITMHUYECKME XapaKTEePUCTUKKU, Yy BOMbLUUH-
cTBa nauneHToB (76%) MHUUMATbHBIA AMarHo3 Bbin
olumbouHbIM (Tabnmya 5). Yallle BCero oH 3Byvarn Kak:

1. FemaTOMa/MHMUUMPOBaHHasA reMaToMa.

2. CocynncTas ManbopMauus.

3. UTT.

4. 3noKavecTBeHHble HoBoobpasosaHus (paboomuo-
CapKoMa, CapKoMa, MMCTOUMTO3).

5. CocyauncTbie obpa3oBaHWsa MHOM NPUPOLBI.

OBCYXXOEHUE PE3YJIbTATOB UCCITENOBAHUA

IunarHosz CKM u KI'3, kotopas B B0nbIMHCTBE
Cny4YaeB C HUM acCoOLMMPOBaHa, AOCTAaTOUYHO MPOCT U
yCTaHaB/IMBAETCS! HA OCHOBAHUM COBOKYMHOCTU KIIMHW-
Ko-nabopaTopHbIX JaHHbIX:

1. Hannume vHMNbTPaTUBHOM ONyXONW C TUMWY-
HbIMU KJTMHUYECKMMU XapaKTePUCTUKaMW.

Bornpock! reMaTonorin/OHKONOM M 1 MMMYHONATOMOM VM B NeanaTpim
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PucyHok 20

MaumeHTka K.B. BTopnyHbie U3MEHEHMSI MATKMX TKaHEeN

B MECTE OCHOBHOW JI0KanM3aLmm naTofiorMyeckoro npo-
Lecca B Buae hOpMUMPOBaHUA YEPHOro CTPyna C YETKOM
AeMapKaLMOHHOW 30HOM

Figure 20

Patient K.V. Secondary changes in soft tissues at the site of

the main localization of the pathological process in the form
of the formation of a black scab with a clear demarcation

zone

PucyHok 21
YacToTa BCTPe4YaeMOCTHN JTOKaJIbHbIX OCONHEHMN

Figure 21
Frequency of occurrence of local complications

68,75%

18,75%

B 37,5% — cpyHKUMOHArbHbIE pacCTpoicTBa
37.5% — functional disorders

B 18,75% — [LecTpyKuMs KOCTHOM TKaHK
18.75% — destruction of bone tissue

B 9,4% — npopacTaHue B COCEAHWE OpraHbl 1 NONoCTH
9.4% — intergrowth into adjacent organs and cavities

B 9,4% — KpUNTOPXM3M, FUMONIIa3ns NOYKM
9.4% - cryptorchidism, kidney hypoplasia

u 6,25% — cuHapom [opHepa/BanbIi napes pyku/napes roptaHu
6.25% — Horner's syndrome/flaccid hand paresis/laryngeal paresis
3.10% — BTOpPUYHbIE U3MEHEHUS MSATKMX TKaHel — HeKpo3
3.10% — secondary changes in soft tissues — necrosis
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Tabnuua 4
ConyTCTBYIOLLME KITMHUYECKME NPOSIBMEHUS
Table 4
oncomitant clinical manifestations
C tant cl ( festat
YBenuueHnue ‘L‘;ﬁ:ﬁ:ﬁme
neyvyeHu, cM e
n3-nop Kpas
peﬁepuopﬁ (T3 G4 EE)
NauuneHt nyru pebepron W3MeHeHuMs co cTopoHbl cepaua [pyrue usMeHeHus
Patient Increase of Ayru Heart changes Other changes
s (e, e Increase of
from under the spleen,
the costal cm from
A under the
costal arch
1 2 3 4 5
_ _ HeT paHHbIx _
AA. No data
Perpecc
NCUXOMOTOPHbIX
AM. +5 = - HaBbIKOB
Regression of
psychomotor skills
BIC: pBycTBOpUaTHIN KNanaH aopTbl C KpaeBbiM hnbpo3omM be3 npuaHakoB
CTEH03a W/WNK He[OCTaTOYHOCTM. PaclumpeHne NPOKCUMasbHOro oTaesna
AC +3 _ aoptbl. OTpbIToe oBasibHoe okHO (000) MeHee 2 MM _
AS Congenital heart disease (CHD): bicuspid aortic valve with marginal fibrosis without
signs of stenosis and/or insufficiency. Expansion of the proximal aorta. Open oval
window less than 2 mm
MesknpencepaHoe coobluerme (3,5-4 MM), yMepeHHoe paclumMpeHmre
BE.K BOCXOASLLEr0 OTAeNa aopThl. YMepeHHast rMnepTpodnst MexKenyA04KOBOM KenTyxa
BK. -6 - ) o neperoponky (MAKIT) ) Jaundice
Atrial communication (3.5-4 mm), moderate expansion of the ascending aorta.
Moderate interventricular septum (IVS) hypertrophy
B.A. +2 +2 000 c nieso-npasbiM CHPOCOM, CHIMKEHME dopaKLmm Bbibpoca Ao 53% _
B.A. Open oval window with left-right discharge, reduction of ejection fraction to 53%
byn.K. _ _ _ -
Bul.K.
B.P. +4 +9-3 BIMC: wenesuaHbIi gecbext MXKI _
V.R. CHD: slit defect of IVS
LLlenesunaHbIit LetheKT MesknpeacepaHoit neperopoaky (M),
B.M aHeBpu3MaTuueckas aedpopmaums MMM, cepaeyuHasn SKenTyxa, oMcbanmT
M - - HEefoCTaTOYHOCTb frarmy i
VM. Slot-like defect of the atrial septum, aneurysmal deformity of the atrial septum, heart Jaundice, omphalitis
failure
B.B. _ _ 000 _
V.V. Open oval window
CHuKeHve
IE _ B _ [BUraTenbHowm
G.E aKTMBHOCTU
Decreased motor activity
E.B. _ _ ['MnepTpodovsi M1oKapaa NEBOro enyaouka _
E.V. Left ventricular myocardial hypertrophy
000. YMepeHHoe pacLuMpeHne BOCXOLsLLEN aopTbl, MUHUMASIbHasA
EK +3 +2 peryprutauma Ha knamnaHe aopTbl _
o Open oval window. Moderate enlargement of the ascending aorta, minimal
regurgitation on the aortic valve
3.0. _ _ _
ZF. +2
Kyp.A. _ +3 000 1,5-2 MM ¢ neBo-npaBbiM cbpocoM _
Kur.A. Open oval window 1.5-2 mm with left-right discharge
YTonLeHe MMOKapaa NeBOro Kenynoyka, pacluMpeHue aopTbl U CTBOMA
K.B. +2 _ neroyHoi apTepun. CepaeyHas HeLOCTAaTOYHOCTb _
K.V. Thickening of the left ventricular myocardium, expansion of the aorta and pulmonary
artery trunk. Heart failure
K.3 _ _ _ _
K.Z
vnepTtpodoms MK, pnactonnyeckas aMCAYHKLMA NEBOrO Kefyaoyka no
KA. = = 1-my Tuny; 000 -
IVS hypertrophy, type 1 left ventricle diastolic dysfunction; open oval window
nA MnepTpodhus NEBOro sKenyaoyKa,
LA +4 +3 CUHAPOM KopoTkoro PQ -
o Left ventricle hypertrophy, short PQ syndrome
3nutenuanbHo-
M. +2 _ _ KOMUYMKOBBbIN X0[,
M.L Epithelial-coccygeal
passage
H.I0. _ _ _ _
N.Yu.
0.A. +4 +2 = =
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1 2 3 4 5
P.A _ _ BbinoTHOM nepukapant _
R.A Pericardial effusion
YTonwenve MK, HebonbLUuoe KOIMYEeCTBO KUOKOCTH
C.Io. _ _ B nepukapae -
S.Yu. Thickening of the IVS, a small amount of fluid
in the pericardium
AHeBpu3mMaTuyeckas gedpopmaums MMM, MexnpencepaHoe coobLueHve KaHanaosHbiit
. AepMaTuT, oMdpanur,
C.H. +2 +4 3-3,5 MM, 000; BbINOT B NepuKapae T
S.N. Aneurysmal deformity of the atrial septum, interatrial communication 3-3.5 mm, open Canaibile Y .
oval window; pericardial effusion andidal dermatitis,
omphalitis, jaundice
000.
T.H. +2 _ TMNeTpodoust IEBOTO MenynoyKa/runepaMHaMnyeckuii Tun KpoBooBpaLLEeHHs _
T.N. Open oval window.
Left ventricle hypotrophy/hyperdynamic type of blood circulation
[1Ba MesknpencepaHbIx coobLLeHnsi ¢ neBo-npasbiM cOpocoM. YMepeHHas
Y0 runepTpodouns M. HepoctaTouHocTb KpoBoobpaltenus -IA ctenexn.
uD. - +3 MepcucTupyioLas neroyHas runepTeHsmns -
o Two atrial communications with left-right discharge. Moderate IVS hypertrophy.
Circulatory insufficiency I-IIA degree. Persistent pulmonary hypertension
000 c neBo-npaBbiM COHPOCOM.

'MnepavHamMuyeckuit TN KpoBoobpaLLieHus. JlapuHroMansauums;
upB. BbinoT B nepukapae CTEHO3 HOCOCNEe3HOro
ChV - - Open oval window KaHana

o with left-right reset. Laryngomalacia;
Hyperdynamic type of blood circulation. nasolacrimal stenosis
Pericardial effusion
Y.P. _ _ 000 _
Ch.R. Open oval window
K.T. = = = =
J1.P. _ _ _ _
L.R.
yY.N. _ _ _ —
U.l.
Tabnuua 5
MHVILI,VIaJ'IbeIe ONarHo3bl
Table 5
Initial diagnoses
MNaumeHt Owmunbka B UHnumanbHbIn gMarios 1 2 5
Patient Anarkose Initial diagnoses K.3. Oa 310KaYeCcTBEHHas SMBPUOHaMbHAS
isdiagnosis
K.Z. Yes onyxorsb
1 2 5 Malignant embryonic tumor
AA. JIE] CocynucTasi ManbgopMauus Kyp.A. Na IMcToumnTos/remMaHrmoma/
Yes Vascular malformation Kur.A. Yes )enesopeuunTHas aHeMust
AM. i T ELTEE Histiocytosis/hen';negg??a/iron deficiency
Yes Hemangioma :
JLA. JIE] leMaToMa/HeoHaTanbHas
AC. Het LA v
AS. No o es TpoMbouuMToneHns
Hematoma/neonatal
B.K Ja KaBepHo3Has reMaHruomMa/MmMMyHHas thrombocytopenia
BK Yes TpoMBouwTonenus (UTI) M.P Her
Cavernous hemangioma/immune MR No
thrombocytopenia (ITP) :
B.A. [a HekpoTtnueckas donierMoHa/ M. Her
M.L No
B.A. Yes pabnomunocapkoma
Necrotizing phlegmon/rhabdomyosarcoma H.10. [a ApTepuoBeHo3Has ManbdopMaLms
N.Yu. Yes Arteriovenous malformation
byn.K. Het
BULK. No 0.A Ja 06LwmpHas reMatoMa/
Yes TpombouunToneHus
\?FIQD \J(Jéas Egm%{gmg Extensive hematoma/
- thrombocytopenia
B.M. Ja BposkaeHHbIi HeByc/nuMdaHrmoma/ PA He
A T
V.M. Yes remMaHrmoma RA No
Congenital nevus/lymphangioma/ —
hemangioma C.lo. a IeMaHrvoma/aHemmus
S.Yu. Yes Hemangioma/anemia
B.B JIE] KaBepHO3Has remaHroma
V.V Yes Cavernous hemangioma C.H. Het
rE. lla uTn SN No
G.E. Yes ITP T.H. Ja JNumcbaHroMa/reMonuTyecKas
TN Yes aHeMusl/TpoMboLUTONEeHUS
E.B Ja eMaHruoma/TpomMbouuToneHus/ (R ekt e e
EV Yes aHeMus i
. . . thrombocytopenia
Hemangioma/thrombocytopenia/anemia
EK i A y.0. Het
K. a pTep1oBeHo3Has MarbdopMaums uD. No
Yes Arteriovenous malformation UB i WTT/6 B 5 /
.B. a one3Hb Bunnebpaxpa
3.. JIE] IemaToMa/abeuecc
Z.F Yes Hematoma/abscess EiAs ves MumcponponndpepatisHoe
3abonesaHne
Ja INuMdpanruoma/CKM ITP/von Willebrand disease/
Yes Lymphangioma/KMS lymphoproliferative disease
K.B. Ja ApTepuoBeHo3Has ManbdopMaLms Y.P. Na Caproma bepnpa
K.V. Yes Arteriovenous malformation Ch.R. Yes Hip sarcoma
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2. NaMeHeHust nabopaTopHbIX NoKa3aTeneii:

- rnybokas TpomMboumnTOnEHMS;

- Koarynonatus notpebnenuns (cHuskeHne dnbpu-
HoreHa, nosbiwexve [1-aumepa);

- aHeMwus CMeLLaHHOro reHesa.

[varHos noaTsepskaaeTCs AaHHbIMKU BU3yanusaumm
(KT unu MPT) nopaskeHHoi 06nacTv ¢ npoBeneHeM
0653aTenNbHOr0 BHYTPMBEHHOMO KOHTPACTUPOBaHWS.

Ha KT obpasoBaHve uMeeT HeyeTKue, HEPOBHbIE
KOHTYPbI, HEOAHOPOJAHON CTPYKTYPbI, C HEPAaBHOMEPHbIM
YTOSEHNEM N THHKUCTOCTBIO MbILL, U MOAKOMKHO-XKMN-
poBOW KneTyaTku. Kak npaBwio, oTMevaeTCcs Hepas-
HOMEpHOE HaKOoMfieHWe KOHTPAcTHOro BellecTBa
NPeunMyLLECTBEHHO B BEHO3HYIO ha3y.

Ha MPT oTmeuaetca anddysHas mHdunbTpaums
MATKUX TKaHel B6e3 YeTKUX KOHTYpPOB, HEOLHOPOAHON
CTPYKTYpbI; B peskume T2/fatsat/STIR umeeT runepuH-
TEHCUBHbIA CUrHan, B pexuMme T1 — M30OMHTEHCUBHBIN.
OnddysHoe MHTEHCHBHOE HaKOMMEHWE KOHTPACTHOIO
BELLEeCTBa MaKCMMarnbHO B BEHO3HYID M NMapeHXMMaTo-
3Hble (ha3bl C pacnpeneneHnem ero nNo COCynucToMy
Tiny. MiHorpa onpepensioTcs Aeno3vTbl reMocuaepuHa
[16].

Mpu CKM ructonormyecknin BapMaHT COCYAUCTON
OMyXonu oYeBMaeH: B BONbLIMHCTBE CIlyyaeB B OCHOBE
natonoruyeckoro npouecca — KI'3, pexe lMA. OgHako,
BesycnoBHo, Ans BepudhuKaumm auarHosa Heobxoammo
nposeneHve Buoncuun. K coxkaneHnuwio, B nebiote 3abone-
BaHWA NpoBefeHne BUoNCUmM NMPaKTUHECKN HEBO3MOMKHO
B CBSi3V C BbICOKMM PUCKOM Pa3BUTUA HEKYMMPYEMOrO
KpPOBOTeYeHNs Ha ¢hoHe rnybokon TpoMbounToneHuu
M Koarynonatuu notpebneHus, a 3aMecTuTenbHas
TpaHcdyy3noHHas Tepanusi, ocobeHHo TpoMbBounTapHon
B3BECbIO, MOXET 3HAUYMMO He TOSbKO YCYrybutb Tpom-
BOUMTONEHMIO N YCUIUTL KPOBOTEYEHME, HO U Cnocob-
cTBOBaTb Hoflee MHTEHCMBHOMY POCTYy onyxonu. Kpome
TOro, moboe MHBa3MBHOE BMELLATENbCTBO TakKe Crocob-
cTeyeT bonee yckopeHHoMy pocTy onyxonu [41], uto
Mbl M Habnofanu y NpeacTaBneHHbIX HaMU NaLUMEHTOB,
KoMy Buoncusi npoeoaMnack No MecTy xutenbctea. [pu
BOCCTaHOBJIEHWW NMOKa3aTes1el reMorpaMMmbl XKenaTensbHo
npoBedeHvie Broncum Ana NOATBEPsKAECHNS AMarHosa.

Ecnu cocyanctas onyxonb He COMPOBOXAa-
eTcs pa3sutueM CKM, To npoBepeHue buoncum siBns-

eTcs 0bs3aTenbHbIM L5t Bboibopa NpaBUibHON TaKTUKK
BeeHUs naumeHTa.

3AKJTIOYEHUE

Cuntaetcs, uto CKM 0THOCUTCSH K OUYEHb pefKuM
3aboneBaHNsM C HEU3BECTHON YAaCTOTON BCTPEYAEMOCTH.
He uckmioyeHo, 4To 3TO OTYaCTU CBA3AHO C BeCbMa
BOJIbHOM TPaKTOBKOWM JAHHOr0 CMHAPOMA U NOCTaHOBKOM
OMarHosa Ha ocHoBaHuM hopManbHbIX KpuTepues. 3ada-
CTYl0O 3@ 3TOT CMHAPOM MpuHMMatoTCA Niobble apyrue
COCYAMCTbIe aHOManuu, BKIoYas COCYaMCTbIe Manbop-
MaLuK, KOTOpble COMPOBOXKAAIOTCS TpOMBoLMUTONEHMEN,
nmbo, HaobopoT, reMaTonorMyeckme NPosBREHNUs TPaK-
TYIOTCH KaK OTAeSIbHas CaMOCTOATeSIbHas NaTonorus BHe
CBSAI3M C COCYANCTbIM 0bpasoBaHueM.

Hanuune tpombouutonenun y pebeHka nepsoro
roga XusHu TpebyeT obsA3aTenbHOro MccnefoBaHus
KOarynsumoHHOro 3BeHa remoctasa. MameHeHus B
obonx 3BeHbAX reMocTtasa MoryT bbiTb clieacTBueM
Hanuuua cocyaucToro obpasoBaHusa, uHorga «cnps-
TaHHOro» rnyboko B 3abpIOLLIMHHOM MPOCTPaHCTBE UMK
cpenocTeHuu, uto TpebyeT obsizaTensHOro NpoBeneHus
KT/MPT ¢ KOHTpPaCTHbIM YCUIEHNEM OpraHoB BpIOLLHON
MOMOCTU W FPYAHON KINETKU ANa Bepucbrkaumm omarHosa.
besycnosHo, 06 3TOM cuHgpoMe Heobxo4MMO MOMHUTL
He TONbKO NneaMaTpaM W XMpypram, HO U BpayaMm y3Kux
crneumManbHoOCTe: epMaTosioraM, OHKoMoraM u remMa-
TonoraM. PaHHsiA Bepudmkaumsa gmarHosa no3sonuT B
psde crnyyaeB n3bexaTb TAKENbIX FreMaTONOrMYeCcKmx
OCIOXHEHUM, COMPSXEHHBIX C BbICOKON NeTanibHOCTbIO,
a MaKcuManbHO bbICTpoe Hayano feYEeHUs YMEHbLUUT
BEPOATHOCTb FPybbIX hyHKLUMOHASBHBIX PacCCTPOMCTB,
CBSAI3aHHbIX C MHCPUNBLTPATMBHBIM POCTOM OMYXONH.

MCTOYHUK ®UHAHCUPOBAHUSA
He yka3saH.

KOH®JIUKT UHTEPECOB
ABTOpbI CTaTbW MOATBEPAUNM OTCYTCTBME KOHC(DNIMKTA WHTEPECOB, O
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