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CUPOJINMYC KAK HOBAA TEPAIIEBTHUYE-

CKAA OIIIUA ITPU PESBUCTEHTHbBIX COCY-
JIUCTBIX MAJIb®OPMALIUAX Y JETEH

CAIBIKOB P.P*?, CAIbIKOB P.A%., KABYJIOB C.C.!
LT AIIKEHTCKAS MEJIMLIMHCKASI AKAJIEMUS, KA®EJIPA XUPYPTMUECKUX BOJIE3HEN,
2YHUBEPCUTET AJIb®PATAHYC.
C SPECITYBJIMKAHCKUI CITELIMAJIM3UPOBAHHBIN [IEHTP XUPYPIMY UMEHU AKAJT. B.B.
BAXWJIOBA, OTJEJIEHUE XUPYPIULL.

A Annotatsiya
Qon tomir anomaliyalari pediatriya amaliyotida uchraydigan murakkab patologiyalardan bi-

ridir. Klassik davolash usullari — skleroterapiya, jarrohlik rezektsiya, propranolol va steroidlar

R ko‘pincha to‘lig natija bermaydi va bemorlarning hayot sifatini sezilarli darajada cheklaydi. So‘nggi
yillarda mTOR yo‘lining ingibitori bo‘lgan sirolimus murakkab va rezistent gon tomir anomaliya-
larini davolashda istigbolli dori sifatida o‘rganilmoqda.

J Kalit so‘zlar: gon tomir anomaliyalari, pediatriya, sirolimus, mTOR ingibitori, davolash,
rezistent holatlar.

AHHOTAUSA
| CocyaucTble aHOMaJIUHU SIBJISIFOTCS] OIHOM M3 CJIOYKHBIX NATOJIOTUH B MEUATPUUYECKON Mpak-
tuke. Kiaccuiueckue MeToAbI I€UEHUS — CKIIEpOTEpaInsl, Xupypruueckas pe3eKuus, IporpaHoIIo

" CTCPOUABI — YACTO HE HAKOT IMOJIHOT'O 3(1)(I)eKTa 1 3HAYUTCIIBHO OI'PAHUYUBAIOT Ka4YCCTBO KU3HU
IIallUCHTOB. B nocjaeaAHue roabl CUpOJIUMYC, I/IHFI/I6PITOp IIyTn mTOR, paccMaTpuBaCTCA KakK IICp-
S CIIEKTUBHLIN npenapat 4Ji JICYCHUS CIOKHBIX U PE3UCTCHTHBIX COCYAUCTBIX aHOMAJIHH.

KiroueBble cj10Ba: COCyaHCThIe aHOMAINH, IIEAUATPHs, cuponmumyc, nHruouTop mTOR,
JICYCHHUEC, PC3UCTCHTHBIC CIIyUau.

Abstract:

Vascular anomalies are among the complex pathologies encountered in pediatric practice.
Classical treatment methods — sclerotherapy, surgical resection, propranolol, and steroids — often
fail to achieve complete results and significantly reduce patients' quality of life. In recent years, si-
rolimus, an mTOR pathway inhibitor, has been investigated as a promising drug for the treatment of
complex and treatment-resistant vascular anomalies.

Keywords: vascular anomalies, pediatrics, sirolimus, mTOR inhibitor, treatment, resistant cases.

Beenenue noB. B 2014 rony MexayHnapogHoe ooie-
CocynucThie aHOMAaJIMH TPEICTABISIFOT COO0H CTBO IO HM3YYCHHIO COCYIUCTBIX aHOMAJIUH
TeTEPOrCHHYIO TPYIIY HApYIICHHUMH, BbI3BaH- NPUHSJIO COBPEMEHHYIO CHCTEMY KiacCH(H-
HbIX aHOMaJIMIMHU B Pa3BUTHU W AHATOMHUU Kaluu COCYAUCTBIX aHOMaHHﬁ, B KOTOpOﬁ CO-
KPOBCHOCHBIX H/WIIM JTUM(ATHICCKUX COCY- CYIHCTBIE OIYXOJW XapaKTEPU3YIOTCSA IIPO-
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nudepaTUBHBIM KOMIIOHEHTOM, a COCY/IUCThIE
Manb(opmaluu — CTPYKTYPHBIMU aHOMaJU-
SIMH U BPOKJICHHBIMU HapyLICHUSIMUA COCYIHU-
ctoii  Mopdoreneza. CoCynuCThIE OIMYyXOJIH
XapaKTepU3ylTCsl aHOMallbHOU mponudepa-
IHUEN SHIOTENNATBHBIX KJIETOK U aHOMaJIbHOM
APXUTEKTYPOM KPOBEHOCHBIX COCYIOB M TOJ-
pa3ensoTCs Ha TPU TPYHIBL: J0OpoKaue-
CTBEHHBIC, IOTPAHUYHBIE U 3JOKAYECTBECH-
Hele. J[oOpokayecTBeHHAsi COCYAMCTas OITy-
xoJb, Aetckas remanruoma (IH), mo cBoemy
MOBEJCHUIO M OHMOJOTHYECKUM XapaKTepH-
CTUKaM OTJIMYAETCA OT APYTMX OIyXOJeH, Ta-
KHX Kak BpOXKICHHAs FeMaHTuoMa, MUOTeH-
Has rpaHyjema, MyYKOBUAHAs aHTMOMa U re-
MaHruossaorenoma. CocyaucThle  Mallb-
dbopManuu KIaCCHPUIMPYIOTCS KaK KaruJi-
TSpHBIE, BEHO3HBbIC, IUM(DATUYECKUE, apTe-
PHOBEHO3HbIE WM KOMOWHHpPOBAaHHBIE B 3a-
BHUCHMOCTH OT BOBJICUEHHBIX COCYIUCTBIX Ka-
nasos.t

[lo mepe pa3BUTHA COCYAUCTBIX aHOMAIHI
OHM MOTYT TMPUBOAUTHL K JedopManvu u
YpOACTBY Tena, OonM, pPeuuAuBUPYIOLIUM
KpOBOTEUYEHUSIM, HHPEKIUSAM, CEPIACYHON He-
JIOCTATOYHOCTH U Jake cMepTu. BeHo3HbIe
Maab(GOpMaIlUU CBSI3aHBI C BEHO3HBIM 3aCTO-
€M U JIOKaJJM30BAHHOW BHYTPUCOCYIUCTOU
KoaryJionaThei, 4YTo YyBETUYMBAET BEPOST-
HOCTBh TPOMOOAIMOOINYECKUX COOBITUM, TAKUX
KaK JierodHasi 3MOONUS ¥ JIOKaJTW30BaHHAS
WU TUCCEMUHUPOBAHHAs BHYTPUCOCYIUCTAS
Koaryssnus.2 MukpokucTosHas uMdaTide-
ckas manbdopmanus (JIM) B coderanuu ¢
Manb(hopMaIusIMH JIPYTUX COCYIUCTHIX KaHa-
JIOB MOXET BBI3BIBATH TSKEIIYIO 3a00JieBae-
MOCTbh W/MJIM CMEPTHOCTH M3-3a 00€300paxH-
BAaHMS MSATKUX TKaHEH, aHOMaJMi KOCTEH H
HapymeHns GyHKIUM opraHoB. 2 B 3aBucn-
MOCTH OT JIOKaJIU3aluu MajabhopMaluu u Bo-
BJICYEHHBIX OPraHOB CTENEHb U CUMIITOMBI
JIM MoryT mupoko BapbupoBaThcs. B 60b-
IIMHCTBE CIy4aeB KOCMETHYECKHE MPOOIEeMBbl,
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cBs3aHHbie ¢ JIM, BIUSIOT Ha BBIOOp Jiede-
Hus. OxHako, korna JIM Bo3HUKAaeT B Bepx-
HUX JBIXaTeIbHBIX MYTSIX, MAaCCOBBIA 3 eKT
Maib(OopMaIUi MOXKET BBI3BATh OMACHYIO IS
KU3HU OOCTPYKIUIO JAbIXaTEeNbHBIX ITyTEH,
HApYIIUTh OpPAJBbHOE MUTAHWE W MPHUBECTH K
3aTpyAHEHUSAM PeUH U KOMMYHHKAIuu. 2
Tum cocyaucToil aHoManuu ONpenessieT Bbl-
Oop JieueHusI, KOTOpOe BKJIIOYAET B ceOsl 1Iu-
POKHIl CIIEKTp BapHaHTOB, B TOM 4YHCIIE TPO-
MIPAaHOJION, AMOOJIM3ALUI0, JIa3epHYI0 Tepa-
U0, CKJIEPOTEPANIUI0 U XUPYPTUUYECKYIO pe-
3ekiui0. OHAKO 3TH METO/IbI JICYEHUSI MOTYT
INPUBECTH K 3HAYUTEIBHOM 3a00J1€Ba€MOCTH,
OCOOEHHO MpH JICYEHHUU CIIOXHBIX COCYIH-
CTBIX aHOMAJIMH, TAKUX KaK OOIIMPHBIE COCY-
JIUCTBIE OMYXOJIM WJIM COCYAHMCTBIE Maibpop-
MalMd B JKU3HEHHO Ba)KHBIX OpraHax, KOTO-
pble HE MOTYT OBITh M3JIEYEHBI C TOMOIIbIO
TPaAULIMOHHON Tepanuu WIA JJI1 KOTOPBIX
TPaIUIIMOHHBIE METOJBI JICUCHHSI OKa3alHCh
Hed(PPEeKTHUBHBIMU.

Jns perenus npoOiem, CBA3aHHBIX C TPaau-
UOHHBIMH METOJAMH JICYCHHS COCYAHMCTBIX
Masb(hopMaIid, HUCCIEAYIOTCSI MEHee WHBa-
3UBHBIC TOAXOJIbI, TaKU€ KaK WHTUOMTOPHI
MTOR (mammalian target of
rapamycin).2 IlyTs dochonnozuTna-3-
kuHa36/MTOR JIeKUT B OCHOBE pa3IMUHBIX
KJIETOYHBIX IMPOIIECCOB, BKIFOYAs KICTOYHBIN
MeTa0O0JIU3M, POCT U MpoiH(epannio KIeToxK,
U €ro MyTh NMPUBOAUT K AKCHpeccuu (akropa
pocTa SHIOTEIHsS COCYAOB, KIIFOUEBOTO PETy-
JsTOpa AaHruoreHesa U JuMdaHTHOTeHe-
3a. 2 Takum o6pazom, mHrHOUTOpEI MTOR,
TaKMe Kak CHPOJMMYC, MOTYT OJOKHpOBATh
MOCNEeAYIOMi cuHTe3 Oenka W 00IanaTh
MPOTUBOOIYXOJIEBEIM U AHTHAHTUOTEHHBIM
neiicrBuem.

Cuponumyc SIBISIETCS €IMHCTBEHHBIM WHTH-
ouropom mTOR, ogo0peHHBIM B HacTosIee
BpeMs  YIpaBi€HHEM 10 CAaHUTaApPHOMY
HAA30py 332 KaYeCTBOM MUIIEBBIX MPOTYKTOB
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u meaukameHToB CIIA. Cuponaumyc 00bIdHO
HCIIONB3YETCS I MPEAOTBPAILECHUST OTTOP-
JKEHMSI OpraHa I0CJe TPAHCIUIAHTALMKU TOYKH
y manuentos crapmre 13 et On Takxke uc-
MOJIB3YETCS U1l JICUEHMsI MALMEHTOB C MIe-
MUYECKOW OOJIE3HBIO CEepJilla WU JIETOYHBIM
3a00JIeBaHWEM, CBSI3aHHBIM C  JUMQaH-
ruoneiiomuomaTo3oM. Pa3HooOpasHbie 3-
(GeKTbl MOTYT UMETh TEparneBTHYECKOE MPH-
MEHEHHUE ISl JIUeHUs APYrux 3a00JieBaHUH,
TAKHUX KaK CApKOMBI MSTKHX TKaHEH M KOCTEH
u umdoma B 3anymennoi cragun.l? B 2010
rOJy CUPOJIUMYC OBLI BBEJICH B Ka4eCTBE aH-
TUAHTMOTEHHOT'O CPEACTBA JJIsl JICUEHUS Je-
Te ¢ Karmo3u(popMHON TE€MaHTHOIHIOTEIINO-
moit.ll C Tex mop G0 OMYGIMKOBAHO JIHIIE
HECKOJIBKO KIIMHUYECKUX HCCIIEIOBaHUM, IO-
CBSILICHHBIX BJIUSHUIO CUPOJMMYCa Ha COCY-
JUCThIE aHOMAJIMUA. DTH UCCIIEIOBaHUS MOKa-
3JI4, YTO CUPOJIMMYC MOXHO CUHUTATh YACTHIO
cTparerun O€30MacHOTO JICUCHUS CIIOMKHBIX
MALMEHTOB, Y KOTOPBIX TPAJIULMOHHBIE METO-
Ibl Tepamuu He nfanm  pesymbraTa.>lil B
HACTOSILIEM OTYETE MbI ONKCAIU HALl PAHHHUU
OMBIT UCITOJIB30BAHUS CUPOJIMMYCA JUIs Jiede-
HUs U y3HBIX HeonepadelbHBIX COCYAU-
CTBIX AHOMAJUMH M COCYIMUCTBIX AHOMAJIMM,
CUMTAIONIUXCSI HeolepaOeTbHBIMU HU3-32 WH-
Ba3UH KU3HEHHO Ba)KHBIX OPTraHOB.
Marepuai METOIbl UCCIIEI0BAHUI
B uccnenoBanue ObUIM PETPOCIIEKTUBHO BKITIOYE-
HBI JIaHHBIC 18 MaIMEeHTOB C OCIOKHEHHBIMU CO-
CYAUCTBIMH aHOMAIIMSIMU, KOTOpBIC IPOXOJIVIH
JIeYeHHE CHUpoIuMycoM B kiuHuke RS Laser
Clinic (TamkenT, Y306eKkucrad) B MeprUOa C UIOIS
2018 roma mo maii 2019 roma. [lockonbky paborta
HOCWJIa IKCIUIOPATOPHBIM XapakTep, CTaTHCTHYC-
CKUH aHaJu3 HE MPOBOIUJICS.
N3 MenuIMHCKON TOKYMEHTALMU Hallel KIMHUKH
ObUTM COOpaHbl W MPOAHATM3UPOBAHBI CBEICHUS
(o Hos16pB 2019 roxa):

e seMorpaduueckue XapakTepPUCTHKU Tia-

IIUCHTOB;

e-mail: carjis@afu.uz

e THII, JOKAJIM3AIMs U BHIPAKEHHOCTH CO-
CYyAUCTON aHOMAJINH;

e BO3paCT HA MOMEHT IIEPBOI'O BBEACHUS
CHUPOJIUMYCa;

e KAQ4eCTBO JKU3HU 10 CAMOOIIEHKE POJIHTe-
JIei;

e HEOOXOJIMMOCTh TPaxeOCTOMUU WJIM Ta-
CTPOCTOMUH;

® HaJIMYKE OCIIOKHEHU;

e pPE3yIbTATHI JICUCHUSI.

JuarHoctuka COCYAMCTBIX aHOMAalHi HPOBOIH-
Jlach HA OCHOBAaHWY KIMHUYECKUX JAHHBIX U TOJ-
TBEP>KJAJIaCh pe3yabpTaTamMu MarHUTHO-
pesonancHoi Tomorpaduu (MPT) w/mmm xommb-
rorepaoii Tomorpaduu (KT), kotopeie ObIIH BEI-
MTOJTHEHBI BCEM TTAI[EHTaM.
B RS Laser Clinic cupoinMyc Ha3HaJaJcs B Clie-
JTYIOIIUX CITyJasX:
1. mpu HEBO3MOXXHOCTH XHUPYPrHUECKOTO
BMEIIIATEIbCTBA 110 JIAHHBIM BH3yallu3a-
OUM WM THUCTOJNOTHM (M3-3a OJM30CTH
odara K >KH3HCHHO B&)KHBIM OpraHaM JIH-
00 BOBJIEYEHHOCTH COCEIHUX CTPYKTYD);
2. TpU OTCYTCTBUW YIy4IICHWUS WIH MpPO-
TPECCUPOBAHUH CUMIITOMOB IO pPe3yibTa-
tam MPT/KT mocne crangapTHOTO Jiede-
HUS;
3. TIpHW HAIMYHHU OCIIOKHEHUH, TAKUX KakK:
o YacThle PECHUpaTopHble WH(]EK-
UM,
KoaryJonarus,
PELMIUBUPYIONIHIA ELTIONNT (>3
SIHU300B B rO),
o MopakeHne BHYTPEHHUX OPTaHOB,
o cepaeyHast AUCPYHKITHUS.
CuponuMyc Ha3HaJaJjcsi IEepOpalibHO B BHIE
KHUIKON (POPMBI MM TaOJIETOK B 3aBUCUMOCTH OT
Bo3pacTa mnarueHnra. HavanpHas 1o3a cocraBisiia
0,8 mr/m? Ha mpuém kaxasle 12 gacos. Jlo3upoBka
KOPPEKTHPOBAJIACh U TMOAJCPIKaHHs IIEJICBOTO
MUHHMAIIFHOTO YpOBHS B mia3zme 5—10 Hr/mn ge-
pe3 12 wyacoB mocne npuéma. Mbl CO3HATEIBHO
WCTIOJTF30BAJM 1IENEBON YPOBEHb HIKE, YEM B PA-
Ile 3apyOCSKHBIX HccaenoBanuii (5—15 Hr/mi), 910
MO3BOJIMIIO MHHUMH3HPOBATh PUCK TOKCUYHOCTH.
OCHOBHBIM pe3yNbTaTOM JICUSHUS CUUTAIICS OTBET
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Ha Tepamuio, OMNpeNeNIeMblii Kak yMEHbIIEHHE
o0béMa nuMmparndeckoit Manbpopmaryu (JIM)
Mo AaHHBIM (POTOAOKYMEHTAMM M PEHTIEeHOJIO-
THYECKUX UCCIIEOBAHUH.
e ba3oBas oleHKa NMpOBOAWIACH A0 Hadaia
JICUYEHUS.
o [IloBTOpHas oueHka — uepe3 6 u 12 mecs-
LIEB TEPAIHH.
O0BEM TOpakeHHUS! PACCUUTHIBAICS MO JAHHBIM
MPT Ha oCHOBaHMM TPEX M3MEPEHUH: MOIEpey-
HOM OCH, NIEpEIHE-3aHEr0 pa3Mepa, MPOJ0JIbHOM

Jns Beramcnenus o0béMa HCMONIb30BaIachk Gop-
MyJia 3JUTUTICOUA:
V = \frac{(a \times b \times c) {2}
rJie & — MoTepeuHblit pasmep, b — nepeane-3aTHuA
pasmep, C — MPOJI0JIbHAS OCh.
OTOT METOJ paHee MOKa3all XOPOUIYI0 KOppens-
LUIO C PYYHBIM KOHTYPHBIM U3MEPEHUEM.
[TarmenTs! OBITM pa3fenieHbl Ha TPYMIBI B 3aBH-
CHUMOCTH OT CTEIIEHH OTBETA Ha TEPAIHIO:

e  XOpOILIMH OTBET,

e  CpEIHHI OTBET,

OCH. e 1I0X0ii oTBeT (Tabm. I).
Tabnuma 1. Kpurepun omeHkr 0TBETa Ha TEPAIUIO CUPOJIUMYCOM
Kareropus
P Ornucanne
oTBeTa
Viy4iieHne pe3yibTaTOB PEHTTEHOJIOTMYECKOTo oOcnenoBaHus Oonee yem Ha 70% wnn
Xoporrast HAJIMYME OCTATOYHBIX OYaroB Ha CHUMKaX, HO 0€3 MaKpOCKOIHMYECKH BBISBIISEMBIX IOpaXe-
HUN
C VYiydineHue pe3ysibTaToB PEHTTEHOJIOTHYECKOro oocienoBanus B npeaenax 30—70% wmu no-
eIHs
P JIOXKUTEIIbHAST CAMOOIICHKA YMEHBIIICHUS MAaKPOCKOITUYECKUX 04aroB
VYiydineHne pe3ynbTaTOB PEHTIEHOJIOTHYECKOro oOcnenoBanus MeHee yeM Ha 30%, oTcyT-
[Tnoxas CTBUE TUHAMHKH (CTaOMIIbHOE 3a00JIeBaHME) WM CAMOOIICHKA yXYAIIEHHS MaKpOCKOIHYe-
CKHX 0YaroB

TsoxecTb OCHOMHEHUH olieHMBallachk o OOImmM
TEPMUHOJIOTHUECKIM KPUTEPHSIM HEXKEIIaTeIhHBIX
spnennii (CTCAE), sepcus 5.0 [21] . Pomurenu
BCEX MAI[MEHTOB MOANKCAIH MUChbMEHHOE HH(DOP-
MHpPOBaHHOE COTJIACHE Ha y4acThe B HCCIEI0Ba-
HuHM. Bce mpouenypsl BBIIONHSIINCE B COOTBET-
CTBHH C dTHYSCKUMH CTaHAApTaMU W OBUTH 0100-
perbl  komutetoM 1o 3tuke RS Laser Clinic
(Tamkent, Y3bekucran) (mportokon Ne 2020-
0190).

Pe3ynbraTs!

C nrons 2018 roga mo mexabps 2019 roma B RS
Laser Clinic 18 manueHTOB C COCYIUCTHIMU aHO-
MaIAsAMHA TIONyYalld TEPaINuio cupoiuMycoM. M3
HUX 6 TAIEHTOB MPOJOJDKAIN JIEYeHHE B Tede-
HHUE IPUMEPHO OJHOTO T0J[a, YTO TO3BOJIMIO 00b-
EKTHBHO OIICHUTH J(PQPEKTHBHOCTh TMpenapara
(tabun. II). Bo3pact Ha MOMEHT Hayajla TEpaIvu:
Menuana — 17 mecsues (auana3on 8—67 mec). Bee
6 MalMeHTOB paHee MPOXOAWIH Oe3yCIeHIHOe
JICYCHUE Pa3IIUYHBIMH METOJaMH (IIPOTPAHOION,

e-mail: carjis@afu.uz

CKJIepOTepanus, XUpypruueckoe ucceueHue). v 5
MAIIEHTOB COCYAWCTas aHOMalusl ObLjia BEISBIIE-
Ha TIPEHATAJFHO TPH YJIBTPa3ByKOBOM HCCIIEO-
BaHWM TuIoza. [lanmuenTtsl ¢ pedpakTepHOil THM-
(dhatuueckoit manbdopmanueir (JIM) rojoBel U
[Ied HEe OTBETWIM Ha CKJIEPOTEPAIUIO0 M pe3eK-
1uio. TUIBI COCYIUCTHIX aHOMANUK Y TAIlUeHTOB:
1 nmamuMeHT — CMEIIaHHasg MAaKpOKUCTO3Has-
MUKpokHcTOo3Has JIM; 2 manueHTa — MUKPOKH-
cro3nas JIM; 2 manmeHta — nmMQOBEHO3HAs
Maiabhopmanus;, 1 manueHT — uHbaHTHIHHAS Te-
Manruoma (MI'). ¥V 3 marmeHnToB Obliia MpoBeAcHA
racTpOCTOMHSI BCJIE/ICTBHE HAPYIIEHHOTO Mepo-
paIHOTO THUTaHUA. Y OJHOTO pebEHKa TuarHo-
CTHpPOBAHBI F€MAHTHOMBI TOJIOBHOTO MO3Ta M CH-
CTeMHble TreMaHrnomsl. CpenHss ATUTETbHOCTh
Tepanuu cocraBuna 13 Mecsies (nuanazon 10-16
Mec). Bce manumeHTHl mpooinKany Mmojyqath CH-
pOJIMIMYyC 1O KOHLIa IEpHoAa HUCCIEeNOBaHUA. Y 5
MAIIIEHTOB JIeYeHHE BPEMEHHO TNPEephIBAJIOCh
(cpemHsst MPOIOIKUTEIBHOCTD IEpPEpPhIBa — 2 MEC;
nmuama3oH 1,4-3,5 mec) mo mpUYMHE BUPYCHBIX
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WHQEKIUHA BEPXHUX JBIXaTEIbHBIX IIyTeH, COTPO- panuu MpOUCXOAMIIO B CPOK OT 7 1o 35 aHeit mo-
BOXKJABIIMXCS JTUXOopaakoid. BozoOHOBieHHe Te- clle KYITUPOBaHUS HHPEKIIH.

Ta6n1/1ua II. Kimuaudeckue XAPAKTCPUCTUKU U pCAKIINA HA JICUCHHUEC CUPOJIMMYCOM Yy HICCTU IMTANUCHTOB

Ne IIpensr YMeHn
[Ipomon
na- |(Bos- Hua- |Jlokanu- ||myuee meHue ||Peakuus Ha
[Ton neuenns, ||Yiayd |Ocmox
M-  ||pMec THO3 ||3a1us neye- 00be- ||IeueHue
MecC o
eHrTa HHE Ma, %
Awnainp
Mosr,
IIpo- HOE
1eyo,
., o MpaHo- KkpoBo- ||Cto-
1 12 M IH pI})Z(H ‘ o6l 16 Teue- |Marwr, |99 Xopommmit
9 H -
S pen HHE auapest
AHVC HH30H ycTpa-
Hy HEHO
Cxire- Yiy4-
pote- LICHHE
panus opalb-
OK- HOTO
. ( Jleast ||JIeBas —
Ileiino- ||432 1x, MMTa- = 30 lepemss:
2 67 XK KKT |muneBas ||[mokxcu- ||15 HUS, Her || CPOAHAL,
TIpaBas ||mpaBas -
00J71aCTh || IUKJIHH yaaie-
—UC |[omoxas
4x), HHE
ncce- ra-
JeHHue CTpPO-
3x CTOMBEI
YMenb
LIEHHE
WH-
Cxte- (hek-
pore- U,
panus CHU-
(moxk- JKEHUE
€PBHUKO-
Cwme- Iep CHIIUK- 11o-
man- || PRI (| Ox Tpe6- ||/le
3 20 M . ||HBIH, ’1113 p P 30 Cpennuit
Het | 0meo- HOCTH ||MaTHUT
JIM PYA MUILIMH B KHC-
CTEHKa
1x), JI0pO-
ucce- Ae,
YyeHHue ynaie-
1x HHE
ra-
CTpoO-
CTOMEI
Muk- Ckie- CHu-
POKH- |17 o pote- JKEHHE
eiHo-
4 54 |IK CTO3- . |lpamus ||13 YH- Her ucC ITnoxo
. ||mumeBoii
HBIN (mok- Gex-
JIM CUIIHK- A
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TIMH
13x),
ucce-
YeHHue
2%
Muxk- Cau-
pOKU- . Ucce- JKEHUE
[Ileiino- o
) 14 |K CTO3- . |uenme |11 WH- Her |39 Cpennuit
., ||meBoit
HBIN 1x (hek-
JIM U
Yiyu-
Ckie- LICHUE
pote- nepo-
panus paib-
€pPBUKO- ||(TOK- HOT'O JleBas
{q_)[agnanb- g[/II_II/IK- MUTAa- - 79 iy — xo-
6 8 M LVM 10 Her |lpommast; mpa-
Has  OO-||mmH HUS, npaBasi
Basi — IJI0Xast
JIaCTh 3x), yaajie- -23
ncce- HUE
YeHUE ra-
1x CTpO-
CTOMBI

ITpumeuanust:

e |H — undanTuipHas reMaHTHOMa;

e LM — nmumdarnueckas MaabpopMars;

e LVM — numdosenosHas manbpopma-

1us;

e UC — 06e3 mmeHeHHil.
YMeHbIIeHHe 00bEMa onmyxoyii ObUIO 3a(huK-
CUpPOBaHO y 5 u3 6 ManueHToB, IpU 3TOM CTe-
MeHb penykiuu kosebamach ot 23% Jo
99,9%. Ilamment ¢ wWHGAHTWIBHON T'eMaH-
ruomoii (IH) romoBHOTO MO3ra M CHCTEMHBI-
MU MOPaXeHUSMHU JOCTUT MOJTHON PEMHUCCHUHU.
Yerblpe manMeHTta ¢ IepBUKO(daLHMaIbHBIMU
muMmdatnyeckumu  Manbhopmarmsivu - (JIM)
MPOJIEMOHCTPUPOBAIM  YACTHUYHYIO PEMHUC-
CUI0. Y OJIHOTO MAallMeHTa Ha KOHTPOJIbHOU
MPT He ObUIO BBHISIBIIEHO YMEHBIIICHUS O0BE-
Ma nopaxeHus. bosee BBIpa)KEHHBIN OTBET HA
TEepanuio HAOMIOJAICs y MIIAIIINX TaIUueH-
TOB, KOTOPBIE paHee HE MOABEPrajucCh XUpyp-
TMYECKHM BMeEIIATeNIbCTBAM WM CKJIepoTepa-

e-mail: carjis@afu.uz

nun. |H: npu mocrymieHuM OTMEdanoch
aHaJIbHOE KPOBOTEUYEHHE W3 IE€PHUAHAIBHOTO
ouara. [locne 6 mecsIeB Tepanuy CUPOIUMY-
COM O4Yard B rOJIOBHOM MO3Te HOJHOCTBIO pe-
rpeccupoBalid, a KpOBOTE€UEHHE ObUIO ycTpa-
HeHo (puc. 1). XKXKT-accounnposannas JIM:
JOCTUT YMEPEHHOI'O YJIy4LIEHUs] CUMMETPUU
JUIAa U YMEHBIIECHUS Pa3MEPOB INOPAKEHUS.
VY AByX MalMeHTOB ObUIM 3apErUCTPUPOBAHBI
HE3HAYUTENIbHbIE HEXKeJIaTeNIbHbIE SBJICHUS !
ctomatuT | cremeHu u nepmaTtutr, KOTOpBIE
CaMOCTOSITEJIFHO pa3pelIniuch 0e3 BMella-
TenbeTBa [22]. YV OAHOrO manueHTa Teparus
ObLTa BpeMEHHO IpepBaHa Ha 20 THEH B CBSA3H
C TIOBBIIIEHWEM YPOBHSI CHUPOJIMMYCa B KPOBU
nocje ynorpeOJaeHus HalUTKa, COJIEPIKaIero
IKCTpakT rperngpyra. CepbE3Hble OCIOXKHE-
HUsS (CHCTEMHBIE WJIH ONMOPTYHHUCTHUYECKHE
OakTepuaabHble MHPEKIMN) B TEUCHUE TIEPH-
0J1a HabOJII0/IEHUS] HE Pa3BUBAJIUCK.
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Puc.1 Cepus kamHnuyeckux ¢ororpaduii manuenta 1, 1eMOHCTPHUPYHOIIMX LEPBUKO(pALM-
aJbHY1I0 JuMdaTnyeckyo Majabhopmanuio (JIM) B Hayase JedeHus cupoaumycoM (A), yepe3
2 mecsina Jieyenust (B) m yepes 6 mecsauer (C). Koponapuasi T2-B3BemieHHass MATHUTHO-
pe3onancHas Tomorpapus (MPT) naunenra 1 B HayaJie jedenus (D) u yepe3 1 rox Jieyenust

cuposmmycom (E).

3akio4eHue

Cupomumyc, naruoutop mytu mTOR, cHmxkaer
cuHTe3 0enKa, He0OXOAUMOTO AJIS PO epanuu
KJIETOK M aHI'MOreHe3a, YTO OTPAHHUYUBAET POCT
cocyaucThIX omyxonei. Kpome Toro, Greenberger
1 coaBT.[23] moka3anu, 4TO CUPOIUMYC MOIAABIIS-
€T CIIOCOOHOCTh K CaMOOOHOBJIEHHIO CTBOJIOBBIX
KJIETOK, mpoucxomsnmx u3 IH, crocoOcTByeT ux
TUQPEepeHIIUPOBKE B CTOPOHY (EHOTHIA TIEpPH-
BacKyJISIPHBIX KJIETOK M MHTHOUpPYET aHTHOTCHE3.
Psan wccnenoBanmii moaTBepaua 3G HEKTHBHOCTh
CHpOJIMIMYyCa TPH JICYCHUH COCYIAMCTBIX Mallb-
¢dbopmanmii n omyxosnei, Bkmoyas IH, ¢ muHH-
MQJIBHBIM PHUCKOM  CEPbE3HBIX  OCIIOKHEHUH
[7,13,14]. HenaBHue renetudeckue pabOThl MOKa-
3ami, 9To coMarmdeckue mytarum B PIK3CA u
cBepxakcnpeccuss VEGF accoruupoBanbl ¢ CHH-
npomanbHbiMi JIM [24,25]. DTH maHHBIE TOA-
TBEPKAAIOT, YTO CHPOJIMMYC MOXKET OBITh AP dek-
TUBEH TIPU COCYIUCTBIX AHOMAIMUSX, PE3UCTEHT-
HBIX K TPaJULHUOHHBIM METOJaM Tepamuu (pe3ek-
LUsl, CKJIEPOTEepanus, MPOIPaHOJION, CTEPOUABI).
B Hamem uccnenoBaHUM NPUMEHEHHE CHPOIINMY-
ca IO0Ka3al0 HHU3KHH YpOBEHb PHCKAa U yMEPEH-
Hy10 3()(PEKTUBHOCTh y MAIMEHTOB, HE OTBETHB-

e-mail: carjis@afu.uz

HIMX Ha CTaHJapTHBIC METOJIbI JieueHus1. Tepares-
THUeckuil 3¢ ekt Bappuposan ot 20% mo 99% B
3aBUCHMOCTH OT MaldeHTa. Y OOJbIIUHCTBA TMa-
[UEHTOB paHee MPOBOJMIMCH MHOTOKpATHbIC Ce-
aHChl CKJICPOTEpAlMd M XUPYPrHUUYECKHE pe3eK-
. COOTBETCTBEHHO, BBIPAXKEHHOCTh OTBETa
3aBUCeNia OT BO3pacTa M MPEALICCTBYIOINX BMe-
[IATEeNILCTB: Y€M MIIAJIIE MAIMEHT U YeM MEHBIIE
MpOLIEAYp OH MepeHéc, TeM Bbilie ObuIa 3 hek-
TUBHOCTH Tepanuu [12,14,26]. Cxieposupyrorue
areHTel (OK-432, NOKCHIMKIHMH, OJICOMHUIIUH),
HCIOJIb30BAHHBIC paHee, (OPMHUPYIOT TUIOTHBIC
cnaiiku u GuOpo3, YTO MOXKET OTPaHUIUBATH (-
(ext cuponumyca [16,27]. OqHako y HalMEHTOB ¢
MOPAKEHUSIMHU BOJIM3U JKU3HEHHO BAXKHBIX CTPYK-
Typ Tepamnus T[oKa3aua JydYllhie pe3yJbTaThl.
Hanpumep, Bce meTw ¢ racTpocTOMHUEH cMOTIH
BOCCTaHOBHTH MEPOPAJIbHOE NMUTaHNE U OTKa3aTh-
cs oT 30H1a. [IpuMmedarenen ciydail marMeHTa 2,
Yy KOTOPOTO PEHTTEHOJIOTUYECKUE N3MEHEHUs Obl-
7 MUHMMAJTBHBIMHU, HO KJIMHHYECKH OTMEYalloCh
3HAYHTENILHOE YJIYUIICHHE KavyecTBa KU3HU Oa-
rojiapsi BOCCTAHOBJICHHIO HOPMAJBHOTO MHUTAHHS.
[Ipu 1mIeHHO-IUIEBBIX MOPAKEHUSIX TPAAUIMOHHO
npeanoutenne ormaércs xupyprun [4,28,29]. B
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HAllleM HWCCIICIOBAHUN XUPYpPrUYeckoe BMela-
TEJILCTBO MPOBOAMIOCH, KOTJa 3TO OBUIO TEXHH-
YEeCKH BO3MOJKHO. Y manueHTa 4 neOajIKuHr ObLI
4acTUYHO 3(QEeKTUBEH, HO MOPaKEHUE CPEAOCTe-
HUSI TPOJIODKANIO BBI3BIBATH JBIXATCIBHYIO HEJ0-
CTaToOYHOCTh. HazHaueHue cupoiMMyca MpPUBENO
K YMCHBIICHUIO Pa3MepoB ManbHopMalud u pe-
rpeccy areieKkTasa, 4To TMO3BOJIMIO OTKA3aThCs OT
HCKYCCTBeHHOU BeHTW UM (puc. 3). Takum 00-
pasoM, CHpOJIMMYC MOXKET paccMaTpHUBaThCS HE
TOJIBKO KaK IOJICPKUBAIOIIAs Tepamusi, HO 1 KaK
MEPEXOAHBIN ATal K PE3eKIMU KPYIHBIX COCYAH-
cTeIX Manb(popmanuii. V3BecTHble moOoyHbBIE -
(eKTBl CHpPOJMMYCa BKIIOYAIOT MYKO3WT, CHIIb,
AHOPEKCHUIO, JKENTyJOYHO-KHUIIEUYHBIE PACCTPOM-
ctBa (mmapes, TOIMHOTA), TE€MAaTOJOTHYCCKHE
HapymieHus: (TpOMOOIUTOTICHHS, aHEMHSI, JICHKO-
meHns) U Merabonmdeckue dh(PeKTsl (THIEPITH-
MUJIEMUS, THIIEPTIIMKEMHS, THIIEPXOJIeCTePUHE-
must) [30,31]. B Hamiem uccieoBaHu# CephE3IHBIX
OCJIO)KHEHHH 3aperucTpupoBaHo He Obuio. Y He-
KOTOpBIX MAallMEHTOB BPEMEHHO NMPHUOCTaHABIHNBA-
T puéM cuposMMyca n3-3a MHQEKIUH BEpXHUX
JIBIXaTENbHBIX MyTeH, OJHAKO pPEIUIUBUPYIOIIHEC
WH(EKIUN SBISIFOTCS TUIMYHBIME JIJISI TANEHTOB
CIINCOK JIUTEPATYPHI

¢ JIM u He 00s3aTeNbHO CBA3AaHBI C TEpaIUei.
Bonee Toro, mocie Haudana JedeHUs MHPEKLIUH
NpoTeKaln Jierde. PerynapHelii mabopaTopHbIil U
KJIMHUYECKUH KOHTPOJIb MO3BOJMI HaM IMOJITBEp-
IUTh, YTO TEPamMs CHPOJIMMYCOM XOpOILIO Iepe-
HOCUTCSl TalMeHTaMH, a To0o04YHble 3(PQeKThI
MOKHO KOHTPOJMPOBATh KOHCEPBAaTHBHBIMU Me-
paMM WM KOPPEKIUEH 103bI.
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