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€PMUH «aHrMoMa», Ufu CocyamucTas aHoMmasnus
(pucyHok 1) [1], obbennHseT MHorne sabone-
BaHWS, MMeEIOLLIMe pPa3Hble KIMHKKY, NaTogn3no-
noruvio, 3BOMIOLMIO U NMoaxXofdbl K Tepanuu. B HacToswee
Bpems ISSVA (International Society for the Study of
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CuHppomManbHas
BeHO3Hasa ManbcopMaums —
AUCCEMUHUPOBAHHbIA BEHO3HbIU
aHruoMartos buHa

JILA. XavaTtpsH, U.C. Kneukas, E.B. Opexosa

®IbY «HaunoHanbHbIi MeaUUUHCKWIA CCrIefoBaTeNIbCKMI LUIEHTP AETCKOM reMaTosiorum,
OHKOSI0rMun 1 uMMyHosorun uM. [imutpus Porayesa» MuHsgpasa Poccun, MockBa

CvHapoM BuHa — pefiko BCTpeuaoLmiics Ancdpy3HbIM KOHO-CIIM3UCTbIA aHrMoMaTo3 (MHOKECTBEH-
Hble BEHO3HbIE ManbOPMaLMK KOXU U BHYTPEHHWUX opraHos). B ocHose natoreHesa 3abonesaHust
NEeXNUT coMaTnyeckas MyTaums B reHe TEK. [laHHas MyTauums Bbi3biBaeT NUraHi-He3aBUCKMYIO aKTVBa-
Um0 peLienTopa TUpasuHkuHasbl U PI3K/AKT-nyTu, BoBnekas crneundmryeckmM 0bpasom B natosioruye-
ckun npouecc MTOR. YHnBepcanbHo 3dhheKTBHbIX METOA0B NeYeHUs CUCTEMHbBIX JOPM COCYANCTBIX
ManbopMaLImMin HET, OAHAKO B NOCIIeAHee BpeMsA MHOrOUMCIIeHHbIe COODLLIEHNA NMOKa3biBalOT NpenMy-
LLlecTBa panamMuumHa — uHrnbutopa mTOR — B KauecTBe XOPOLLO NepeHOCUMON 1 3dhheKTUBHON Tepa-
MUN y NaLMEHTOB C COCYANCTBIMU aHOMamnMUAMK, B YaCTHOCTK € AMdPY3HbIM aHrMoMaTo30oM. B cTaTbe
MPeACTaBIIEH KIIMHUYECKUI CIyYall: MauMeHTKa, 5 neT, KoTopas anuTenbHoe Bpems Habnioganack ¢ ava-
FHO30M <«xene3ofedvuMTHas aHeMus», Mofyyana Tepanuio npenapaTtamu skenesa — 6es addpekTa.
[narHos «cuHppoM BuHa» bbin ycTaHoBNEH Yepe3 5 neT nocne nosBleHNs NePBbIX KIIMHUYECKUX CUM-
MTOMOB Ha OCHOBAHWW COBOKYMHOCTW KITMHUYECKMX, N1abopaTOPHbIX U MHCTPYMEHTasbHbIX METOAOB
obcnenoBaHus. BbisiBneHa npupona xene3oneuUMTHON aHEMUM — XPOHUYECKME MOBTOPHbIE KPOBO-
TEYEHUSA N3 MHOECTBEHHbIX YYaCTKOB MaTONOrnyeckn chOpMMPOBAHHBIX COCYA0B CIIM3NCTON Xemny-
AOYHO-KULLIEYHOrO TpakTa. Tepanusa panaM1MLMHOM, Ha3HaueHHas NaLMeHTKe, Mo3BonIa KynmposaTb
MENYAOYHO-KULLEYHbIE KPOBOTEYEHWS, COKPATUTb pasMepbl COCYAMCTbIX 0Bpa3oBaHuWii M NpenoTBpa-
TUTb DOPMMPOBaHME HOBbIX. POaWTENM NaUMeHTKU Aanu corfacue Ha Mcnonb3oBaHue nHdopMaumi,
B TOM uuncrne poTo pebeHka, B HayUHbIX MCCefoBaHMSAX U Mybnukaumsx.

KnioueBble cnoBa: cuHapom buHa, cocyanctas manbghopMaLns, BEHO3HbIN aHrMomMaTos,
panaMuymH

XauaTpsH JT.A. 1 coasT. Bonpock! reMaTosiorun/oHKonorm 1 MMyHonatonoriv 8 neauatpu, 2019; 18 (3): 78-87.
DOI: 10.24287/1726-1708-2019-18-3-78-87

Syndrome associated with multiple venous malformations
(Bean syndrome)

L.A. Hachatryan, I.S. Kletskaya, E.V. Orekhova

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

Blue rubber bleb nevus syndrome (BRBNS) also called Bean's syndrome is a rare disorder characterized by mucocutaneous
angiomatose multiple cutaneous venous malformations. Pathogenesis of the BRBNS is caused by the somatic mutations
in angiopoietin receptor gene TEK. These mutations cause ligand-independent activation of the tyrosine kinase receptor
and the PI3K / AKT pathway and involve the mTOR in the pathological process in a specific way. There are no universally
effective methods for treating systemic forms of vascular malformations currently. However, recent numerous reports have
shown the advantages of rapamycin, an mTOR inhibitor, as a well-tolerated and effective therapy in patients with vascular
abnormalities, in particular with diffuse angiomatose. This article presents a clinical case of a 5-years old patient with a
diagnosis of iron deficiency anemia, who has been treated for a long time and received iron supplements therapy without
achieving any effect. The diagnosis of Bean's syndrome was established after 5 years from the first clinical manifestation
and based on clinical, laboratory and instrumental methods. The cause of iron deficiency anemia was established. It
was repeated chronic bleedings from multiple sites of the gastrointestinal mucosa vessels. Prescribed rapamycin therapy
allowed to contain gastrointestinal bleeding, to reduce the size of vascular lesions and to prevent the formation of new ones.
Parents gave their consent to use information about the child in the article.
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Vascular Anomalies) sbinensiet nge 6osbline rpynmb
COCYAMCTbIX aHOManwii — COCYAUCTbIE OMYyXOSM U COCy-
pucTtble ManbdopMauun. CocyancTbie OMyXomnu, WX
Ha3blBaIOT TakXe reMaHrMoMbl, BO3HWKaOT 0BbIYHO
nocrne POoAEHUA U C TMCTONOMMYECKON TOUYKM 3PEHUSA
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PucyHok 1
CxeMa-Knaccudukaumua cocyamncTbix aHoMasnmi

COCYOAUCTBIE AHOMATIUU

COCYOUCTBIE
MAJIb®OPMALINN

COCYOUCTBLIE onyxoJu

APTEPWATbHBIE (AM)
KAMUMNSPHBIE (CM)
BEHO3HbIE (VM)
JIMMOATUYECKME (LM)
KOMBWHWPOBAHHBIE (AVM, CVLM, LVM)

OPYITUE OMYyXOJin

KANOLUW®OPMHASA FTEMAHITMO3HAOTENTMOMA

BPOXXAEHHBIE

BbICTPOMHBOMIOTUPYIOLLIVE
(RICH) Rapidly Involuting
HEWHBOMIOTUPYIOLLIE
(NICH) None-Involuting

YACTMYHO MHBOSTIOTUPYIOLLIME
(PICH) Partly-Involutirig

«MYYKOBAR>» AHTMIOMA
w ap.

WH®AHTUIbHbIE

FEMAHIMOMbI C BOBJTEYEHWMEM
BUTANbHBIX CTPYKTYP

FEMAHIMOMBI C BOBJIEYEHWEM MEYEHU

CEMMEHTAPHBIE TEMAHTMOMbI
« PHACES CMHOPOM
« PELVIS CUHOPOM

Mpumeyanne: RICH — Rapidly Involutive Congenital Hemangioma (6bicTpouHomoTupyowas); NICH — Non Involutive Congenital Heamangioma (HeuHBonoTu-
pyroiyas); PICH — Partly Involutive Congenital Hemangioma (yactnuHo unsonoTupyoas); PHACES — Posterior fosse abnormalities/Hemangioma/Arteries
anomalies/Coarctation aortic/Eyes troubles/Sternal malformations; PELVIS — Perineal angioma, External genital malformation, Lipomyelomeningocel,
Vesicorenal abnormalities, Imperforate anus, Skin tag/SACRAL (Spinal dysraphism, Anogenital, Cutaneous, Renal and urologic malformation, Angioma

Lombosacral).

XapakTepuaylTca nponudepaumein aHgoTenvanb-
HbIX KneTok. [lo buonornyeckomMy noBegeHUIo cocyam-
CTble OMNyXonu noapasnensioT Ha fobpokayecTBeHHbIe
(reMaHr1MoMbl), NOKanbHO arpeccuBHble/pPelko MeTac-
TasupyoLme (reMaHrMosHLOTeIMOMBI, 32 UCKIIOUEHUEM
3NUTENMOMUAHOM) M 3noKaYecTBeHHble (anuTenonaHas
reMaHrMosHAoTeNMoOMa 1 aHrnocapkoma). Onyxonu,
Havbonee yacTo BCTpevaloLmecs y feTen, — reMaHru-
OMbI, B BOMbLUMHCTBE Cry4YaeB MMeIOLLIMe CKITOHHOCTb K
CMOHTaHHOMY perpeccy.

CocyaucTble ManbdopMaLnn UMEIDTCS C posKkae-
HWSA, XOTA He BCerga BM3yanu3upyloTCs KIMHWUYECKM,
1N npeacTasnsaiT cobo MoporeHeTUUYECKYD aHo-
Manuio cocynucTon cetn 6e3 nponudpepaumnm aHgoTe-
NManbHbIX KNEeTOK, UMEHHO MO3TOMY OHM HUKOrga He
perpeccupyloT. Yactota BCTpeyaeMoCTu cocTaBnseT
1-1,5% B obLien nonynsaumm, No AaHHbIM MONEKynsAp-
HO-reHeTMYeCKoN NnabopaTopum KIMHUYECKOTrO YHUBEP-
cuTeTa Saint-Luc. AHrnombl-mMansgopmaLmmn B CBOIO
oyepefb pas3pesfieHbl Ha [Be rpynnbl: ManbopMaLmm
C HU3KUM KpOBOTOKOM (slow-flow) — kanunnspHbie,
BEHO3HbIE, TMMATUYECKME UNU KOMBUHMPOBaHHbIE
ManbopMaLmn 1 ManbgopMaLum C BbICOKUM KPOBO-
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TOKOM (fast-flow) — apTepuarnbHble, apTEPUOBEHO3HbIE,
apTEPVOBEHO3HbIE (DUCTYIbI.

BeHo3Hble ManbdopMaLum — coCcynucTble aHoMa-
FIMM C HM3KMM KPOBOTOKOM — MpPefCcTaBfieHbl NaTono-
rMYyeckn cOOPMUPOBAHHBIMU BEHAMK C XapaKTEpPHON
0COBEHHOCTBIO — NJIOXO Pa3BUTbIM MbILLEYHBIM CII0EM
(nedbrumnT rnagkux MbileyHbx KneTok) [2]. 3To camblit
YyacTo BCTPevaloLMACsH BapuaHT COCYLMCTOM Manb-
cdopMaummn. BeHosHble ManbdopMaumMn UMeIoT foKa-
NN30BaHHbIM UM AU Y3HbIA XapakTep, MoOryT
pacnofiaratbCs MOBEPXHOCTHO Min rnyboko Ha niobom
yyacTke Tena, 3aTparuBas niobyi TkaHb. AHrmo-
Mbl-ManbopMaLMK, Kak U aHrMOMbI-ONyX0Su, yalle
BCEro Mnopa)aloT MArk1e TKaHu (KOXy, MoaKOKHYI0
JKUPOBYIO KNeTUYaTKy, Mbilubl). Ho B maTofioruyeckwii
npouecc MoryT bbiTb BOBMeYeHbl CyCTaBbl, HEPBbI, @
TaKKe KOCTHas TKaHb. BeHo3Hble ManbdhopMauum (opuH
3 BapWaHTOB KOTOPbIX OMUCaH B 3TOW CTaTbe) Xxapak-
TEpW3yI0TCA BEHO3HLIM 3aCTOEM U Pa3BUTUEM JIOKasb-
HOI BHYTPMCOCYAMCTOM Koarynonatum [3]. Puck aTtoro
OCJTOKHEHUSI yBennunBaeTcsa npu AnddysHbIx nam
MynbTUAOKambHbIX NMOPAKEHUAX C PA3BUTVEM 3HAUN-
MOI Koarynonatuv notpebnenus. Mpu xpoHnyeckom



KJIMHUYECKWUE HABJIOOAEHUA

TEYEeHUN MOKaNbHON BHYTPUCOCYAMCTOW Koarynonatum
passuBaioTca drnebonutsl [4].

Yalle Bcero Manbgopmauuy UMeloT U30MpoBaH-
HbI XapakTep, HO MOryT BbITb MHTErpupoBaHbl B 6onee
CIIOXKHbBIN CMHAPOM — CMOPaAUYEeCKUA UNU reHeTu-
YeCKU QeTepMUHUPOBaHHbIM. B 1% cnyyaes cemei-
HbIX DOPM BEHO3HbLIX ManbdhopMauuit (c BoBeUYeHUeM
KOXMU U CIIM3UCTLIX 000M0UeK) BbiSIBIEH ayTOCOMHO-A0-
MUHaHTHbIA TWN HacneposaHus [5]. MpubnusuTensHo
B MOJSIOBUHE CllyYaeB BEHO3HbIX Masibd)opMaLmil BbIsiB-
naetca MyTauusa B rede TEK (no paHHbIM Moneky-
NSAPHO-TeHeTUYeCcKon nabopaTtopum KIMHUYECKOro
yHuBepcuTeTa Saint-Luc.).

CunpopoM BuHa — pegkuii cHOpoOM, NpencTaBnsio-
LM cobor AU dY3HBIA KOXHO-CIM3UCTBLIN aHrMoMa-
T03 (MHOMKECTBEHHbIe BEHO3HbIE ManbgopMaLMN KOKM
1 BHYTPEHHWX OpraHoB), nosyunn ceoe HassaHue — Blue
rubber bleb nevus syndrome (BRBNS) — no xapakrtep-
HbIM KOMHbIM MPOSIBIIEHUAM, KOTOPbIE BrepBble Onucan
William Bean B 1958 rony [6].

3nupemnonorna. [loctoBepHas 3NMAEMUONOMUs
BRBNS HeunsBecTHa, 0QHaKo eCTb AaHHble, YTO 3TOT
CMHOPOM BbISBNAIOT ¢ YacToTon 1 Ha 14 000 HoBopo-
MOeHHbIX [7]. B aHrnosAsbIYHOM nUTepaType OnucaHo
okono 200 cnyyaeB paHHoro 3aboneBanus. Tun Hacne-
LOBaHUA He yCTaHOBMEH. Kak npaBuno, 3To cnopagu-
Yeckue crlyyau, XOTst U3BECTHbI HECKOSIbKO CEMEeWHbIX
CNyyaeB C ayTOCOMHO-[OMWHAHTHbIM TUMNOM Hacneno-
BaHws [8].

lMatoreHes3. N3BecTHO, YTO B OCHOBe naTore-
He3a 3aboneBaHMA NEXUT coMaTuyeckas MyTa-
uns B reHe TEK [9], nokanu3oBaHHOM Ha KOPOTKOM
nneue 9 xpomocombl (9p21) [5, 10]. B nccneposa-
Hum J. Soblet v coast. (2017) y 15 u3 17 nauneHToB

PucyHok 2

Cxema naTtoreHesa cuHapoMa buHa: npu cnopapuueckux dop-
Max BEHO3HbIX ManbdopMaLuii MPOUCXOANT MyTauus B reHe TEK
B 3HAOTeNManbHbIX KneTkax; ata MyTtaums [HK npuBoauT K cuHTe3y
necbekTHOro benka TIE2, KOTOpbIN MOCbINAET U3MEHEHHbIE CUrHarbI
aMbchepeHLMpPOBKM BHYTPb KIETKM, HapyLlas HopMarnbHoe pasBuThe
BEH; Y4aCTKM ManbdopMaLnmn COOTBETCTBYIOT TOMbKO TOW obnacTu,
roe npousowia MyTauna reda B 3HAOTENIMalnbHbIX KreTKax

Heusmenennsiii M3menennsil
cuznon

cuzwon
udgepenyuposcu dupgepenyupooxu
[

,/

C CMHAPOMOM buHa BbISBNEHbI COMaTUYeCcKne MyTa-
umm (Toyeurble) B 17 n 23 ak3oHax reHa TEK [11].
"en TEK kopupyeT benok TIE2 — BHyTpuKNETOUYHbIE
AOMEHbI peLenTopa TUPO3MHKMHA3b! B 3HAOTENIMaNbHbIX
KNneTkax (pucyHok 2) — peuenTopa Ans aHrMomnoaTuHa.
31oT benok yyacTByeT B nepefaye curHana gpudpde-
PEHLMPOBKM U3BHE BHYTPb KNETKW U UrpaeT KIloYeBylo
poJSib B Pa3BUTUMW, MHTErPaLMKU U cTabunbHOCTM cocy-
0OB. Y MauMeHTOB C BEHO3HbIMKW ManbopMaLnaMm
Benok TIE2 HaxoauTcs B Bonee aKTMBHOM COCTOSHUM,
NnepMaHeHTHO MepepaBasi curHan oM depeHLMpoBKM
BHYTPb KNeTku [12].
[aHHaa MyTauus BbI3bIBaeT MUraHA-HE3aBUCUMYIO
aKTMBaUMIO peuenTopa TUpasuHKUHAa3bl U PISK/AKT-
nyTv, cneumdunyeckum obpa3oM BoBfiEKas B NaTono-
rnyeckuin npouecc mMTOR-Benok 1 yBenuuneasa Kono-
HueobpasoBaHMe KMeTOK, UX MUrpauumio, MHBa3WIo
1 BbimeaeMocTb [11] (cM. pucyHok 13). Takum obpa-
30M, BCe 3HAOTENManbHble KNEeTKW, Hecylime faH-
Hyl0 MyTauuio, TEPSIOT CBOIO HOpPMarbHY OYHKLMIO,
Kak pesynbTaT NMPOMCXOLMT POCT U nponudepauns
COCY0B, KOTOPblE MPUHUMAIOT «MPUYYANIMBbLIA> XapaK-
Tep, OpMUpYS BEHO3HYIO ManbdopMaLmio.
KnuHn4yeckue npossrieHns. Kak npasuno, BblsiB-
nsieMble C POXAEHUS BEHO3Hble ManbopMaumny HOCAT
MynbTUdOKambHbI XapaKTep 1 NOKanu3oBaHbl:
® Ha Koske/non Koskeil (93%) — npenMyLLecTBEeHHO
Ha KOXe TYNoBWLLA N KOHEYHOCTEN C TUMUYHBIM
MopaskeH1eM nofylueyek nasnbues pyK u Hor [13];

® B cnu3ucTon 06010YKe M MOACM3UCTOM Crloe
MESYLOYHO-KMLLIEeYHOro TpakTa (76%) — B 0CHOB-
HOM B MpOLLeCC BOBSieUeHa ToHKas KuLwka [4];

® ropasfo pexe BeHO3Hble ManbchopMaLummn 3aTpa-
rMBaIOT APYrMe OpraHbl. LeHTPasbHylo HEPBHYIO
cuctemy (13%) [14], rnasa, noyku, nerkue,
MOYEBOW My3blpb, MbILLLbI, BPIOLLINHY 1 NNEBpY,
a Takwe Koctu [4].

B bonblunHcTBE Cryyaes aTu 0bpa3oBaHUs BbisiB-
NAIOT yxe npu poxaeHun/s mnageHyectse (30 u 9%
C/lyyaeB COOTBETCTBEHHO), HO OHW MOTYT MOSIBUTHLCS
1 ropasgo nosxe (B 48% cnyuaes) [14]; uMetoT rony-
60N UBeT, Nerko cxuMmaembl Npu nanbnauuun. Pasmep
3TUX ronybbiX «KayyyKoBbix» 0bpa3oBaHui BapbupyeT
oT BynaBOYHOW FOJIOBKM A0 HECKOMbKUX CaHTUMETPOB
B OvamMeTpe. VIMeeTcA TeHAeHUMsA K POCTy U yBenmye-
HMIO UX KonuuyecTBa, ocobeHHo B nepuop nybeprarta
[15]. O6bpasoBaHus MoryT BbiTb BecbMa Hore3HEHHbIMY
[16]. HeT koppensaummi Mexay KonmnyecTsoM obpasosa-
HUI Ha KOMe W CTEMEHbIO NMOPaXEHNs CIM3NCTON sKey-
[OYHO-KULLIEYHOrO TpaKTa [4].

MaumeHTbl ¢ BRBNS, Kak 1 ¢ ApyrumMn BeHO3HbIMU
ManbdopMaLmnaMu, MOTyT pasBMBaTb KoarynonaTtuio
notpebnexHus co cHukeHneM onbpuHoreHa v NoBbiLLe-
H1eM yposHs [I-aumepa [16, 17], HO OAMH M3 OCHOBHbIX
KIMHUYECKUX CUMMTOMOB 3TOr0 3aboneBaHus — ocTpble
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WU XPOHUYECKUE KPOBOTEUEHUS U3 MHOKECTBEH-
HbIX BEHO3HbIX ManbopMaLuii, fOKaNM30BaHHbIX
B SKEJTYAOYHO-KULLEYHOM TPaKTe, KOTOPble HeU3BemHo
npuBOAAT K aHemun. OCTpoe KPOBOTEUEHWE NPOSBAS-
eTca reMatoMesncoM, MeneHoi [18] unu kpoBoTeue-
HUEM U3 MPSIMON KULLKU U CITY’KUT OCHOBHOM MPUYMNHON
netansHoro ucxopa [16]. Jlokanusauns BEHO3HbIX
ManbgopMaLMii B ENYLOYHO-KULLEYHOM TPAKTE MOKET
MPVMBECTU K 3aBOPOTY KULLIOK M pa3BuTHio nHdpapkTa [4].

[MporHo3 1 neyeHne 3aBUCAT OT JIOKanusaLum obpa-
30BaHUM, MX KOMMYECTBA W CTEMEHW MOPAKEHUs BHY-
TpeHHux opraHos [14].

KINMUHUYECKUIA CITYUYAN

Pooutenu panu cornacue Ha vUcrnonb3oBaHue nep-
COHanbHbIX AaHHbIX B KITMHUYECKUX UCCNEAOBaHUSAX W
nybnukauwmsax. Maumentka [., 5 net, B 2016 ropy nocty-
muna B HMULL neTckoi remMaTonornm, OHKOOrnn 1 M-
MyHomnorun um. IIMutpus Poravesa Munsgpasa Poc-
cvm (panee — HMULL FOW) ¢ sanobamu Ha BbipaskeH-
Hylo cnabocTb, 6bnegHocTb. /13 aHaMHe3a M3BEeCTHO, UTO
B BO3pacTe 2 MecC. IeBOYKE YAanu/M «KaBepPHO3HYIO
reMaHrMoMy» MAFKMX TKaHel ronoBbl U NEBON YLLUHON
paKoBWHbI. BnepBble cHuxeHne remornobunHa 6bino
oTMeueHo y pebeHKa B BoszpacTe 2 net — 74 r/n; (MuHn-
MasibHOe CHUsKeHWe — fo 46 r/n). B nepwog ¢ 2012 no
2016 ropf pebeHok Habnwogancs y remartofniora ¢ gua-
FHO30M <«enesoneduunTHas aHeMus» (CbIBOpOTOUHOE
eneso — 2,2 MKMorb/n; doepputuH — 7 MKr/n); Hacnea-
cTBeHHast popMa reMonMTMYECKoi aHemMumn (MeMbpaHo-
natus?). Mepuoaunyeckm nonyyana npenapatsl Kenesa —
C KpaTKOBPEMEHHbIM 3(PdheKTOM.

Brnepebie obpatunucs B nonmknuHmuky HMUL OFON
B cpespane 2014 ropa (B Bo3pacTe 3 neT) B cBA3M
CO CHWMKEHWEM YpOBHSI remMornobvHa Ha doHe npu-
eMa npenapaToB enesa. [lpu nepeBuyHoMm obcne-
L0OBaHMMN BbISIBIIEHa FMMOXPOMHas pereHepaTopHas

PucyHok 3

BHewHnt Bna obpasoBaHMa: COCyAMCTOe, CUMHIOLIHOrO LBeTa,
BbICTYMalolliee Haf NoBEPXHOCTbIO KoM B 06/1acTi N1EBON rofeHu
(cpoTorpadpus pebeHka npenocTasfieHa C CoOrnacus poanTerei)

- F
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werne3ofedUUUTHas aHeMUst: 3puTpoLmTsl — 2,8 X 102/
(HopMa 4,2-4,6 x 10'?/n); Hb — 60 r/n (115-138 r/n);
HCT - 21,8% (31-40%); MCV — 76,5 don (75-100 cpn);
MCH - 21,1 nr (25-33 nr); MCHC - 275 r/an (322-
329 r/an); peturynounTbl — 32%o; skeneso — 2,27
MKMOMb/N. Mo faHHbIM ybTPa3ByKOBOro WCClefoBa-
HWA OpraHoB DpPIOLLHON MOMOCTU: HE3HAUUTENBHOE YBE-
NnyeHne ceneseHkn. HasHaueHa Tepanusa npenapatamu
)enesa, KoTopble pebeHoK nosyyan HeperynspHo.
B cBs3u ¢ coxpaHsioLeiica aHeMuein B siHeape 2015
ropa nauveHTKe (B Bo3pacTe 4 feT) NpoBeneHo A0Mos-
HUTenbHoe obcrenoBaHMe — MyHKLUMS KOCTHOrO Mo3ra
CO CTaHAAPTHbIM LUMTOFEHETUYECKMM UCCIEA0BAHUEM:
NaToNOrMYeCKUX M3MEHEHWI He BbISIBIIEHO.
B anBape 2016 roga nesouka (5 neT) NoBTOPHO KOH-
cynbTupoBaHa B nonuknuinke HMUL AFON v rocnun-
TanuMsvMpoBaHa B CTaLMOHap B CBSI3N CO CHUKEHWEM
ypoBHsi remornobuHa o 63 r/n.
lMpv rocnuTanu3auny BbIBMEHbI CreayioLmMe name-
HEHUS:
©® aHEeMWYEecKuit cMHOpoM (YTOMMAEMOCTb, CHU-
)KEeHHbIN anneTuT, BMeAHOCTb KOXM, CUCTONNYe-
CKWit WyM Hap obnacTbio cepaual;

® elMHWYHble CcOCcyaucTble obpasoBaHusA:
Ha nepeAHer MOBEPXHOCTW NEBOW TOfEHM
M cTOMbl; Ha NeBOM BOKOBOWM MOBEPXHOCTY A3blKa
BM3yanu3npoBannCb MsSIrkne, TEMHO-CUHErO
LBeTa «CoCyancTble obpasoBaHus>» pa3MepoM
0,8 x 0,5 cM, nerko cxumaeMble (pucyHok 3);
B TONLLE MSArKUX TKaHEW NeBOro nrevya nasnb-
nMMpoBanocb NoTHoe obpasoBaHve [O 1 cM
B AvamMeTpe. Ha Hapy»XHOM NOBEPXHOCTW J1eBOM
YLHON paKkoBWHbI, TEMEHHON obnacTu Bonocu-
CTOM YacTu rofiosbl — PybLbl B MeCTax ucceve-
HUS1 «COCYAUCTbIX 0Bpa3oBaHuUii»,

@ yBefnueHue pa3MepoB ceneseHkn (+1,5-2 cM

u3-nop Kpas pebepHoit ayru).

PucyHok 4

YnbTpasBykoBoe uccnefoBaHne obpa3oBaHua B TOMLLeE [eNbTOBUA-
HOM MbILLILIbI FIEBOrO Mieya: oBasibHoe obpa3oBaHWe HEOAHOPOAHO
CTPYKTYpbl pazmepoM 39 x 12 x 18 MM, C yCUIIEHHbIM KPOBOTOKOM

Small Parts

recision® Piane




KIIWHUYECKWUE HABJNTIOAEHUA

Mpn obcnepoBaHuM BbiiBNeHa kenesonedu-
umTtHas aHemus: Hb — 80 r/n (Hopma 115-138 r/n);
RBC — 3,13 x 10%/n (Hopma 4,2-4,6 x 10%%/n);
MCHC - 262 r/n (Hopma 322-368 r/n); peTukyrno-
unTbl — 57%o0; KOHUEHTpaUWs Kenesa B CbIBOPOTKE
KpoBu — 3,9 MKMonb/n (Hopma 9-21,5 MkMonb/n).
OTMEeUYeHO TaKKe CHUMKEHWE COAEpXKaHWUS CbIBOPO-
TOYHOTrO MMMYyHornobynuHa G — 3,53 r/n (Hopma
6,8-15,4 r/n). AHanu3 Kana Ha CKPbITYIO KPOBb — MOJO-
MUTENbHBIN.

Mo naHHbIM YNbTPa3BYKOBOr0 UCCMENOBaHMWS BblsB-
NEHbI 0YaroBble U3MEHEHUSI B MEYEHN U TOMLLE Lefb-
TOBMEHOM MbiLWLbI NI€BOr0 Nieva (0bpa3oBaHue oBaslb-
HOM chopMbl, HEOLHOPOLHOW CTPYKTYpbl, pa3MepoMm
39 x 12 x 18 MM, C YCWIIEHHbIM KPOBOTOKOM) (pucy-
HOK 4); HesHauuTenbHas crneHoMeranus. Komnbiotep-
Has ToMorpadhusi C KOHTPACTHbIM YCUITEHWEM OPraHoB
OpIOLLHOM NOMOCTM NOATBEPAMIIA HaNMUME TUNepBacKy-
nspHoro obpa3oBaHus B S3 n1eBoM LOMM NeYeHN pasme-
pom [0 8 MM (pucyHok 5).

Mo paHHbIM MarHWTHO-PE30HAHCHOM ToMorpadum
FOMIOBHOMO MO3ra C KOHTPACTHbIM ycuneHuem: B obna-
CTW CMUHKKM A3blKa CnpaBa npocreskunBaeTcs 06bem-
Hoe 0bpa3oBaHWE C YETKMMU POBHbIMU KOHTYpamM,
BbICOKMM curHanom Ha STIR n T2 BN, Hu3kuM — Ha T1,
C WHTEHCWBHbIM HaKOMJIEHWEM KOHTPacTHOro npe-
napata. Pasmep obpasoBanua — 1,9 x 1,3 x 0,8 cm.
MopobHoe obpasoBaHue onpenenseTca B MATKUX TKa-
HAX yepena B NobHO-3aTbiIOYHON 0bnactu, pasmep —
1,7x0,6 x1,4 cm.

[na nonTBEpskaeHMS anarHosa pebeHKy BbiMofHeHa
BuaeoKancynbHas aHgockonusa (HU3LO PAMH): BbisiB-
NeHbl BEHO3HblE ManbdhopMaLmMn CAmM3ncTon 0b6onouKm
MOAB3OOLUHON KULLIKM C KPOBOU3MUAHUAMU Ha NOBEPX-
HOCTU (prcyHOK 6); aKTUBHOE TOHKOKMULLIEYHOE KPOBO-
TeueHue.

PucyHok 5
KoMnblioTepHas ToMorpadva neyeHu: runepsackynspHoe obpasosa-
HWe pasMepoM 8 MM B TpeTbeM CcermMeHTe neson [0S neYyeHun

MpoBedeHa AuvarHocTUuyeckas aHruorpadwms, no
pesynbTaTaM KOTOPOM B MapeHXMMe NeYeHn BbISBMEHbI
ueTblpe runepeackynspHble obpasosaHus (Tpu — B npa-
BOI [lOfle, OfIHO — B JIeBOI) C 3afepsKKOMN BblBefeHNS
PEHTreHOKOHTPaCTHOro BellecTBa U3 obpasoBaHui
B NpaBOl [Ofie NeyYeHn B BEHO3HOM hase. B ToHKoOM
KULLKE B KOHLLe KanusipHOM U BeHO3HOW chas ornpe-
LBENANUCb €0UHUYHBIE YYaCTKM HaKOMMEHUS PEHT-
reHokoHTpacTHoro cpenctsa (PKC) HebBonblumx
pasMepoB.

Mo maHHbIM NepecMoTpa FMCTONOrUYECKUX npe-
napaToB, BbIMOSIHEHHbIX MO MECTY UTENbCTBa, MOA-
TBEPKOEH OMarHO3 «BeHO3Has ManbdOpMaLMs KOXN»>
(pucyHkn 7-9). IMMyHOrMCTOXMMUYECKOE WCCIIEno-
BaHWe He fBNSEeTCS HeobXOoLMMbIM ONS MOCTaHOBKM
OaHHOro fnarHosa.

Takum obpasom, no pesynbTaTaM MPOBEAEH-
Horo obcnepoBaHusi pebeHky Bbin NOCTaBMeH AMarHo3
«BEHO3HasA ManbdopMaums, cMHapoM buHa». Cneundou-
ueckasl Tepanwvs npenapaToM cuposiumyc (panamuumh)
B po3e 0,1 Mr/Kr/cyT nop KOHTPONEM KOHLEHTpauuu
npenapaTta B KpoBu (LeneBas KOHUeHTpauus npena-
paTa — 5-15 Hr/mn) HavyaTa 13.05.2016.

Ha d¢doHe kKoMBuHMpoOBaHHOW, cneundnyeckomn
(panamuumH) 1 conposoauTenbHo Tepanuu (npenapatsi
wenesa B fose 5 mMr/kr/cyT yepes 1 mMec. oT Hauana
Tepanuu panamuunHom) Hb mosbicunca po 139 r/n.
Mcuesna noTpebHOCTb B 3aMeCTUTENbHBIX TPaHCY3UsAX
3puTpOLMTHOI B3BecK (3a Becb nepuop HabnopeHus
nposeneHo 7 TpaHcdysmit, nocnenHsas — 12.05.2016)
(pucyHok 10). Y pebeHka ynyuLumnnocb caMouyBcTBME,
MOBLICUAIUCL anneTUT U aKTUBHOCTb, OTMEYEHa Mpu-
BaBka B Macce Tena.

Yepes 7 Mec. OT Havana Tepanuv panamuLMHOM
(03.11.2016) n uepes 2 roma OT Havana Tepa-
nun (02.08.2018) BbIMOMHEHA KOHTPOSbHasA BUOEO-
KancyrnbHas 3HLOCKOMWSA: OTMeYeHa MOSoKUTENbHasA

PucyHok 6
CnuancTas KulleyHrKa: BeHo3Has MaJ'IbCpOpMaLl,IAH C aKTUBHbIM
NMOBEPXHOCTHbIM KPpOBOTEYEHNEM
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PucyHok 7

TMCTONOrMUeCKoe 1cCreoBaHne yaaneHHoro 06pasoBaHms KoKU:

B AepMe Anhpy3HO OMPenenAioTCH MHOrOUUCTIEHHbIE TOHKOCTEHHbIE
9KTa3MpPOBaHHble COCYAUCTbIE MOSIOCTH; B NPOCBETE YacTU COCYAO0B
— TPOMBbI C NpU3HaKaMu OpraHu3aummn

(oKpacKa reMaToOKCUITMHOM 1 303MHOM, YB. X 8)

PucyHok 8

IMcToMorMuecKoe ccrnefoBaHue yaaneHHoro 06pasoBaHus KoM
9KTa3MpOoBaHHble COCYAUCTbIE MOSIOCTM CO Clabo pasBUTON MbilLey-
HOII CTEHKOM (OKpacKa reMaToKCUIIMHOM M 903UHOM, YB. X 40)

PucyHok 9

TMCTOMOrMUecKoe 1cCriefoBaHne yaaneHHoro 06pa3oBaH1s KoM
BbICTUIIKA YMOLLEHHBIM UMK Crierka HabyxwinM aHaoTenvem bes
NPU3HAKOB LMTONIOMMUECKOM aTunuu (OKpacka reMaToKCHIIMHOM

1 3031HOM, yB. x 400)
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PucyHok 10
D,VIHaMMKa Hb A0 1 nocne Havyana Tepannun cMposinMycom
(panamuumHoM)
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PucyHok 11

BeHo3Hoe obpasoBaHue B TOHKOW KuLLKe Be3 npusHakos
KPOBOTOUMBOCTM

01 Aug 18

OMHaMWKa — yMeHblleHWe pasMepoB COCYAMCTbIX
obpasoBaHuin Be3 ABHbIX MPU3HAKOB KPOBOTOUYMBOCTM
(prcyHok 11), a TaksKe yMeHbLUEHWe UX KOIMYecTsa.

Bo Bpems npoBepeHusa Tepanuu npenapaToM pana-
MULUMH (MPOLOSIKMUTENBHOCTL Tepanui Ha MOMEHT Haru-
CaHus AaHHOW CTaTby — 33 Mec.) 0TMeueHbl crepyioLme
OCINOMKHEHUA: CTOMATUT, HUXKHELONEBAsA JIEBOCTOPOHHSS
MHEBMOHWS, OCTPbIN OBCTPYKTUBHbIA BPOHXMT, KOTOpPbIe
notpeboBanu BPeMEHHON OTMeHbI MpenapaTa Ao paspe-
LLEHMS 04aroB MHAEKLMH.



KJIMHUYECKWUE HABJIOOAEHUA

OBCYXXIEHUE PE3YJIbTATOB UCCITELOBAHUA

MaumeHTbl ¢ cMHapoM bruHa — 3To gocTaTouHo rete-
poreHHas rpynna (no ctenexu BoBneyeHus BUcLiepasib-
HbIX OpraHoB), Tpebyiolwas MyNbTUAUCLUNIIMHAPHOIO
MoAXofa C y4yacTMeM NeavaTpoB, raCTPOIHTEPOSIOroB
n xvpyproB. Ha CEerofHsLLUHUIA OeHb HET YETKUX PEKO-
MeHLaUMI Mo BEAEHMIO NMALMEHTOB C CMHAPOMOM buHa,
HeT KypaTMBHOrO MeToAa fle4yeHus. AHMMOMbI OYeHb
CIMOKHO NneunTb. MPUMEHSIOT pasnuyHble MeTofbl eye-
HUA U nopxofdbl. B KauecTBe TepaneBTUYECKOW OMNLUM
MCMOMb3YIOT Tak Ha3blBaeMble aHTUaHTMOreHHbIE Npe-
napatbl — anbda-uHTepdepoH, KOPTUKOCTEPOMUAbI,
nponpaHonon, okTpeonua [14, 17, 19-22]. CocyamncTbie
ManbdopMaLmnn, Takne Kak cuHopoM buHa, paccmart-
PUBAIOT Kak HemnponudepaTvBHble COCTOSIHUSA, KOTOpble
He [OJSIKHbl OTBEYaTb Ha JleKapCTBeHHble Npenaparsl,
a 3HauuT, LOSIKHbI BblTb yHaneHbl XMPYpPruyeckumm
MeTofaMu, HanpuMep, pe3ekLmne NopaxxeHHOro oTaena
KUK [23] vnu npu nomouun nasepa/dotoroaryns-
LMW MOPAKEHHbIX Y4acTKoB KosW. OueBMaHO, 4TO BCE
BblLLENEPEYNCTIEHHbIE METOAbI NeYeHUsT HOCSAT CUM-
NTOMAaTUYECKMIA XapaKTep U He NpenoTBpaLLaloT pas3su-
TE PELMIMBUPYIOLLMX KPOBOTEUYEHWI U3 OPYrUX, BHOBb
0bpa3oBaHHbIX Y4aCTKOB COCYAMCTON ManbgopMaLmm
[19, 24, 25], nnbo, KaK B cryyae Tepanuu NpeaHU3ono-
HOM, anbda-nHTepdepoHOM, MPONPaHOONOM, NPUBO-
OAT MWL K BPEMEHHOMY yCrexy — Mpu UX 0TMeHe BHOBb
BO30OHOBNAITCA KpoBoTeueHus [19, 20].

bonee 20 net L.M. Boon u M. Vikkula nayvaiT
cocyaucTble ManbgopMauun, NbiTasiCb BbIICHUTb
reHeTUYECKNE MEXaHU3MbI, NexallMe B OCHOBe MaTo-
nornyeckoro hopMmnpoBaHnsa cocynos. MsyyeHne nato-
reHesa flaHHoro 3aboneBaHus MO3BOSIMIIO PaCLLUMPUTD

PucyHok 12
Mornekyna cuponumyca (panamuunHa)

nMoHMMaHue cyTu 3aboneBaHus. bbimo nokasaHo,
YTO y MaLMEHTOB C CMHAPOMOM buHa aHpoTENMasnbHble
KNETKN B MENKMX BEHO3HbIX COCYAAx 3KCMpeccupyioT
peLenTop K hakTopy pocTa CTBOMOBbIX KNeTok c-kit,
TUPO3MHKMHA3y, akTuBMaupyiowyi mTOR-nyTs. 370
MOXeT 0b6bACHATL 0TBeT, HabnpaeMbln Npu UCNOSb-
30BaHUU BrioKaTOpa CepuH/TPEOHUH BHYTPUKMIETOUHOM
KMHa3bl — panamuumHa. B nocnepHee Bpems 370T npe-
napaT BCe Yallle UCMONb3yloT He TOMbKO NPU pasnuny-
HbIX OMYXOMSiX, HO W MpW COCYAMCTbIX ManbopMaLmsax
[26]. M3BecTHO, UTO MaUMEHTbI, KOTOpble He OTBe-
TUIM Ha MHOFOYWUCIIEHHble TepaneBTUYECKUe OMNuUK
N XMPYpPruyeckne BMeLLIaTenNbCTBa, YCMELHO OTBeYaloT
Ha Tepanuio panamuumnHoM [19, 20, 24, 25, 27].

PanamMuuunH — NpupoaHbIi aHTUBMOTUK M3 CeMel-
CTBa Makponuaos (pucyHok 12), mpomyumpyeMmbiit
S. hygroscopicus. bonee 30 net Ha3ap 310 coeaun-
HeHue Bbio OTKpbITO Ha ocTpose Rapa Nui (Yunu).
lMepBoHauyanbHO ero paccMaTpuBanu Kak npenapat
C NPOTMBOrpPMOKOBOW aKTMBHOCTLIO, @ B AalibHEMLEM
Hayanu NpUMeHATb B KayecTBe UMMYHOCYMNpPECCHB-
HOro CpeacTBa Y MauMEeHTOB B MOCTTPAHCNIAHTaLMOH-
HOM nepwvope. bonee No3pHWe nccnenoBaHWs Nokasanw,
UTO AaHHOE CoefuHeHue obnafaeT eLle 1 uMTocTaTuye-
CKUM [eiCTBUEM.

Cuponumyc (panamuumH) peicteyet Ha mTOR-
thepMeHT (mammalian target of rapamycin) — ceput/
TPEOHWH BHYTPUKIETOUHYIO KMHA3y, KOTOpast OTHO-
cutca K cemeitctey PIKKs (PI3K-kunasa); mTOR

PucyHok 13
CxeMa PI3K/Akt/mTOR-nyTu [29]

HyTpueHTb!

dakTopbl pocTa
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KnMHMuyeckKkas OHKoNnorums

yyacTByeT B pPerynsiLMm MHOMMX MpoLeccoB — B ynpaB-
NEHUU <HYTPUTUBHBIM CHabKeHueM» KneTku (cTu-
MYSIMpPYeT POCT KMeTKWU, akTUBUPYeT cuHTe3 benka,
nonaBnseT ero Aerpapauuio), anonTtose, a TaKxe
perynsuMm MexaHn3MOoB aHrMOreHesa, BKIIoYaloLLero
B ceba nytb VHL/HIF [28]. 31oT chepMeHT urpaet
KMIOYEBYI0O POfib B KOOPAMHALMUMN <HYTPUTMBHbIX
¥ POCTOBbIX> CUIHasO0B, MOCTYNAILMX B KIMETKY U3BHE.
Ero akTMBHOCTb CBsi3aHa C CUrHasnbHbIM nyTem PI3K/
AKT, KoTopbIii BKMOYaeTca Npu nepepave curHana
0T MeMDBpaHHOro peuLenTopa, akTMBMPYIOLLEro TUPO-
3WHKMHa3y (pucyHok 13). NoBPEXOEHNS CUTHAMBHOMO
ny™1 PISK/AKT/mTOR 6binM onucaHbl npu MHOMUX
onyxonax. MiayyeHne oHKoOreHesa Mo3BOSIUIIO MOHATD,
YTO 3TO KIloYeBon Benok, KOTOPbIA yyacTBYeT B pas-
BUTUM OMYXONW, KOrha CurHanbHbil nyTh PISK/AKT
aMNNMdULMPOBaH:
® npu aKkTBaUMK MeMBpaHHOro peLienTopa
TMPO3MHKMHa3bI (B YyacTHocTH, EGFR);

® npu myTaummn RAS;

©® npu notepe PTEN-HeraTvsHoOW perynsaumm
PI3K/AKT.

Cuponumyc mHakTuBupyeT mTOR, npeoponesas
BnusHUe Pl-3-Akt-curHambHOro MyTW Ha POCT W BbIKM-
BaHMEe K/eTKU. MHOroyncrneHHble MeskOyHapohHble
coobLleHns nokasanu npeuMyllecTBa CUpPONMMyca
B KauyecTBe XOpOLUO MepeHOCMMON Tepanuu y nauu-
€HTOB C COCYAMCTbIMM aHoManuamu. Akt ctumynu-
pyeT yBenuuyeHue pasMepoB KNeTok ¢ yyacTtvem TOR.
CessbiBaHMe hakTopa pocta ¢ RTK aktuBupyet cur-
HanbHbIM NyTb C yyacTueM Pl-3-kuHasbi-Akt. 3aTem
Akt HenpsaMbiM criocobom akTuempyeT TOR (dhbocdhopu-
nmpys n nHrnbupys Benok, nomoratoLmnii gepskatb TOR
BbIKMIoYeHHbIM). TOR, Bynyun cepuH/TPEOHWUHKMHA30M,
CTUMYNUpyeT CUHTe3 BenkoB W NofaBnseT ux gerpa-
pauuio (dpocdpopununpys Kiiouesble 6enku, yyacTsyio-
WWe B 3TWX npoleccax). PanaMuumH 3aMennseT pocT
1 pa3MHOMeHWe KneTok, uHrnbupysa TOR (ceoe Hassa-
Hue B6enok TOR nonyuun 6narogaps TOMy, UTO CRYXWT
MWLLEHbIO ANs panamMuumnHa).

B 2011 ropy M. Adams w coaBT. onybnukosanu
pesynbTaTbl Tepanuu 6 MauveHTOB C COCYAWUCTbIMM
aHoManuamu (1 naumeHT — ¢ cuHapoMoM Kazabaxa—
MeppuTT; 4 — c numdaTnueckon ManbdopMaunen
“ 1 naumeHT — C KanunnspHon NUMAaTUKO-BEHO3HOM
ManbdgopMaumeit). Bce naumeHTbl nonydyanu Tepa-
nuio npenapaTom panamuumH B nepuop ¢ 2007 no 2010
ron B fose 1,6 Mr/M?/cyT ¢ KoHUeHTpaumei npenapara
B KpoBu 10—15 Hr/Mn. Y BCex nauneHToB Obin 4OCTMI-
HYT OTBET Ha Tepanwuio, KOTOPbIN XapakTepu3oBarcs
YNyYLLEeHNEM KIMHUYECKOro cTaTyca — KynMpoBaHWEM
OCJI0MHEHMI (BbINOTHbIE NNEBPUTLI, BONEBOW CUHAPOM,
ABUraTenbHble PacCTPONCTBa), cTabunuaaumeit 6onesHu
(B 4aCTHOCTM, NMUTUYECKMX 0YaroB), HOpManusaumen
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mokasaTefien remorpaMMmsbl 1 Koarynorpammbl. OTBeT
bl MOCTUIHYT B CpeaHeM yepes 2—3 Hepenm [1].
B 2012 ropy H. Yuksekkaya v coaBT. BnepBble
onybnmkoBanu coobLueHne ob ycnewHoM cryyae npu-
MEHEHWs panamMuumMHa y nauneHTa ¢ CMHApoMoM buHa
[19]. B 2016 rogy R. Salloum v coasr. [16] onybsnu-
KOBanv pesynbTaTbl Tepanuu npenapaTtoM panamMuLyH
y 4 nauneHToB ¢ cnHopoMoM buHa. Y BCex nauneHToB
BbINM 0TMEeYEHbl MHOKECTBEHHbIE BEHO3HbIE Masbdop-
MaLWn KOXW W CIIM3NUCTOWN 0BONOYKM XKenynoYHO-Ku-
LLUEYHOrO TPaKTa, KOTOPbIe COMPOBOMKAANMUCH PA3BUTUEM
XPOHUYECKOW aHeMuu, a y 3 naumeHToB elle v bone-
BbIM CMHOPOMOM; Yy OAHOrO MauueHTa OTMeTUNN Koa-
rynonaTuio ¢ NorpaHuyHon TpomboumToneHnen. PaHee
NPOBOLMMOE NTEYEHWNE XMPYPrUYECcKUMM MeTofamm Bbifo
HeadpdhekTnBHO. [Nocne HasHaueHnsa panaMuLyHa B [ose
1,6 mMr/m?/cyT (uenesasi KoHueHTpaums — 10-13 Hr/mn)
B CpenHeM yepe3 6 Hefesb BOCTUranCA OTBET Ha Tepanuio
B BUOE YMeHblUeHUs pa3Mepa obpa3oBaHuii, KynmpoBa-
HUs BONEeBOro CMHAPOMA W JOCTUNKEHWSI HE3aBMCUMOCTU
OT TpaHCdY3MOHHON Tepanuu, HopManu3auuy Konvue-
ctBa dmnbpuHoreHa. [InuTenbHOCTb Tepanuu y 3 nauun-
€HTOB cocTaBuna 4 ropa.
H. Yuksekkaya (2012) [19], B. Warner (2015)
[24], L. Ferrés-Ramis (2015) [25], H. Cardoso (2016)
[27], B. Ozgénenel (2015) [30], A. Unliisoy (2017) [20]
coobwmnu 06 ycrnewwHoM onbiTe NPUMEHEHUS panamu-
LMHa y NaumeHToB ¢ cuHaopoMoM BuHa. B kaxpow ctaTbe
OMMucaH onbIT MPMMEHEHNs npenapaTa y OAHOro nauu-
eHTa. CpenHuii Bo3pacT naumeHToB coctasmn 13,5 ropa
(o7 8 meT no 19 nert). BceM nauueHTaM Bbiro NpoBefeHo
neyeHne, NpejLecTByiOLLee panaMuLMHy: X1pypruye-
cKoe yaarneHve (B TOM uucrie pe3eKkuUms NopaskeHHoro
yuacTKa KULLKKM), cKrepoTepanusi, nasepHas abnsuus,
a Takxe Tepanusa NpefHW30/10HOM, MPOMPaHOOoNoM,
TanMAOMMAOM, NMpenapaTaMu Kefesa, 3aMecTuTeNb-
Hag Tepanusa npenapaTaMu KpoBu. JleyeHne 3TUMM
MeTogamu bbino HeadPEKTUBHBIM UM MUMENO NULLb
BpeMeHHbIn adhdpekT. [locne HasHauyeHus Tepanuu
panamMuumnHom (posa — 1,6 mMr/mM2 unn 0,1 Mr/kr/cyT)
C BOCTMXKEHWEM KOHLEHTpPauuM B KPOBM B AvanasoHe
6-13 Hr/mn B cpefiHeM uyepe3 3 MecC. OTMeYanu Hop-
Manusaumio Hb, yMeHblLeHne pa3Mepa M KonnuyecTBa
COCYOMCTbIX 3/IEMEHTOB Ha KOME, B MACKMX TKaHAX.
MakcuManbHbIv nepuopn HabnioaeHnsa coctasun 23 mec.
[Mocne MHOrOUYUCNEHHBIX KIMHUYECKUX KUcche-
[0BaHWi BbINO MOKas3aHO, YTO panamMuLUMH NO3BONSAET
(M. Vikkula v coasr.):
® cokpaTuTb pa3Mepbl obpasoBaHuii bonee yem
Ha 15%;

©® 3HAYMMO YMeHbLUNTb BO1eBOW CUHAPOM;

©® KynupoBaTb KPOBOTEYEHMUS, KOTOPbIE MPOUCXO-
OAT NPU HEKOTOPbIX hopMax BEHO3HbIX Masb-
dopMaLmniA, 3aTparnBaloLLMxX CAM3NCTbIE MOJbIX
OpraHos.



KJIMHUYECKWUE HABJIOOAEHUA

bnaropapst onMTENbHOMY NPUMEHEHMIO panaMuLmHa
B KayeCcTBe MMMYHOCYMNPECCWMBHOW Tepanuu y nocT-
TPaHCMIaHTaUMOHHbIX MaLWEHTOB XOPOLLO WM3BECTEH
crneKkTp NobouHbIX 3hPeKToB, KOTOPblE HOCAT LO30-
3aBUCMbIl xapakTep [26]; HanBonee uyacTble cpeau
HUX — OMapesi, MyKo3uT, TPOMBOUMTOMNEHUs, HeUTpone-
HUA, TUNepPNUNMOEMUS, TUNEPITIMKEMUS; peske BCTpeya-
I0TCA MHTEepPCTUUMAnbHas MHeBMOHWS, Nepudepuyeckmne
oTeku. B paHee umtupyembix ctatbax [16, 19, 20, 24,
25, 27, 30] oTMeuyeHbl Takue nobouHble 3dheKThI,
Kak HeWTpOneHuns, TPOMBOUMUTOMNEHUS, HE3HAUUTENbHO
Bblpa)eHHble (1-2-a cTeneHb) MyKO3WTbl, Y OOHOrO
nauueHTa — MOBbILLIEHWE YPOBHA XONECTEPUHA B KPOBM.
BpeMeHHass oTMeHa npenapaTta Wiau CHUXKeHWe [03bl
NO3BOMSIOT KynupoBaTb NoboyHble adpcheKTbl, @ B fanb-
HelweM un3beraTb UX Npu HasHauyeHun Boree HU3-
kux fo3. OnybnukoBaHbl paboTbl, B KOTOPbIX MOKa3aHo,
4TO Ha3HauyeHue panamuuvHa B cybTepaneBTUYECKUX
[03aX C KOHLIeHTpaLueit npenaparta B Kposu 1-5 Hr/mn,
Mo3BOSIAET KOHTPONMpoBaTh BonesHb [30]. Mcnonbso-
BaHWe MUHUMASIbHO 3OEKTUBHOW [O3bl MOKET MUHU-
Mu3unpoBaTb nobouHble adhdekTbl. [103bl panamMuumnHa
TakXe AOJKHbl ObiTb COKpaLLeHbl MPU MOPaXKeHUM
MOYeK, Pa3BnTUM MHAIEKLIMOHHOMO NpoLecca.

3AKJITIOYEHUE

[pencTaBneHHbIR KMMHUYECKUIA Crny4Yai nokasbl-
BAeT AJIMHHDBIA, CMOMHBIA NyTb MOCTAHOBKM MarHo3a.
TwaTtenbHbI cbop aHaMHe3a U BHUMATENbHbIN KIUHU-
4ecKuii ocMOTp B DOMbLUMHCTBE CryyaeB MO3BOMAIT
paccTaBWTb MPUOPMTETHI NpY BbiIbOpe [LOMNOMHUTENBHbIX
nccnefoBaHuii, KOTopble NMOMOryT BepudULMPOBaTb
onarHos. lMpu Hanuuum kenesonedULMTHON aHEMUK
y nauueHToB Nnioboro Bo3pacta HeOOXOAMMO Npexae
BCEro MOMHWTb O CaMOW YacTON ee NMPUYMHE — XPOHU-
YeCcKMX MOBTOPHbIX KPOBOMOTEPSX, Hanbonee yacTbiv
MCTOYHMK KOTOPbIX — SKEMYAOYHO-KULLEYHbIA U MoYe-
MosIoBOI TPaKTbl. [laye CKpbiTble (OKKYMbTHbIE) KPOBO-
TEUEHWSI Ha NPOTAXEHUN LNUTESIbHOrO BPEMEHWU MoryT
NPMBECTU K TAKENoMy neduunTy xenesa. PeTuky-
NOUNTO3, KOTOPbINA BbIN BbISIBMIEH Y HALLEN NaLuMeHTKK
npv obcrnenoBaHumM, He MPOTUBOPEUMT AMArHO3Y <«xKefe-
3opeuLmTHas aHeEMUS» U ABMSETCS JULLb OTPaXEHNEM
MPOLOIKAIOLLEr OCSH KPOBOTEUEHWS.

Cutyaums, npu koTopon y pebeHka BbIABAANN MHO-
)KECTBEHHbIE BEHO3Hble ManbOPMaLMN KOXKM, MATKUX
TKaHemn 1 CrM3nCTON 0B0OYKM POTOBOW MOMOCTH, ANN-
TeNbHbIA aHaMHe3 xene3ofedULUUTHON aHeMun, Tpe-
ByloLLen 3aMecTUTeNbHON TpaHCY3MOHHOM Tepanuu,
MO3BOSUN NPELNOSIOKNUTb, UTO y pebeHKa nMeeT MecTo
MyfbTUdpoKanbHas BeHo3Hasa ManbdopMauma ¢ nopa-
YKEHNEM CIU3NCTON 0BOMOUKM KEMYLOYHO-KULLEYHOI O
TpaKTa, XapakTepHasi Ans cuHgpoma buHa. OnTumans-
HbIM METOLLOM UCCNEAoBaHUs Dbifo NpoBefeHe BUAEO-

KancynbHOM 3HAOCKOMMU, KOTOPas B COBOKYMHOCTU
C BaHHbIMM TUCTOSIOMMYECKOr0 UCCEeA0BaHUA NOATBEP-
OWNa AaHHbIA O1MarHos.

Tepanus panamMMLMHOM NO3BONMMA NPUOCTAHOBUTb
MaToNOrMYecknii NPOLIECC aHrMoreHesa u faxe yMeHb-
LWNTb MPOABIIEHNA paHee BblsiBNSEMbIX 00pa3oBaHuii.
Kpome TOro, xopoluas nepeHoCHMOCTb 3TOrO mpena-
paT MO3BOSISET KOHTPOIMPOBATb OCHOBHbIE MPOSIBIIEHUSA
3aboneBaHNs U 3HAUMMO YIyyLLIaTb KAYeCTBO XKU3HW.

HecMoTpsA Ha pocTaTouyHO BONbLLLOWA OMbIT NpUMe-
HeHUs panamuumHa, npuobpeTeHHbIM 3a mocrnegHue
5-8 neT, ocTaeTca 0YeHb MHOMO BOMPOCOB. IPGEKTU-
BEH NV panaMuuuH Npu gpyrux opMax CocyancTbIx
aHoManui? MoxeT nu OH NpefoTBPaTUTL pa3BuTME
HOBbIX COCYAMUCTbIX 0BpasoBaHuii? Kakosa ontuMmarb-
Hasi MPOAOMKUTENbHOCTL Tepanun? KakoBa AMHaMuKa
3abonesaHuns mocne npekpawieHusa npuema npena-
pata? K cosaneHuio, Ha CEerofHsLLIHWIA 0eHb HET YeTKUX
PEeKOMeHAaUMN No ANUTENbHOCTY Tepanuu panamuum-
HOM. Bo3aMoskHO, nepuop Tepanuu MoxeT bbiTb orpa-
HWYeH nybepTaToM, Mocne CTaHOBMIEHUS KOTOPOro
oTMeuyeHo Bonee «crnokonmHoe» TeyeHue 3abonesa-
HUS C MUHUMAarbHbIM MOABIEHWEM HOBbIX COCYANCTbIX
obpasoBaHuit. HeobxonMMbl NepcneKkTUBHbIE UCCIeno-
BaHWs 41 OLEHKMU JOMrOCPOYHbIX 3hPEKTOB AAHHOMO
npenapaTta y 3TOW KaTeropuu naumeHToB. bonee rny-
BOKMI aHann3 3Toro CUMHLPOMa Ha FEHOMHOM YPOBHe,
HECOMHEHHO, NMOMOXKET MAEHTUULMPOBATL JOMNOSHU-
TenbHble TapreTHble NOAXoAbl. A MOKa MOMHO TOYHO
yTBEpPXAaTb, YTO Tepanua panaMULMHOM 3HAUMMO
yfyyllaeT KauyeCTBO XM3HWM NMaLMEHTOB — Kak LeTew,
TaK v B3pOCIbIX, CTPAAAIOLLIMX BEHO3HbIMK Manbdhopma-
LMAMM.

UCTOYHUK ®UHAHCUPOBAHUA
He ykasaH.

KOH®JIUKT MHTEPECOB
ABTOpbI CTaTbi MOATBEPAMIN OTCYTCTBME KOHCPIIMKTA WHTEPEeCcOB,
0 KOTOPOM HeobxoanMo COOBLLUTD.
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