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CEKUUA «<HAYHHO-UCCJIEAOBATEJ/IbCKUE PABOTbI>»
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AKTyanbHOCTb. [lepBMYHAA WHTECTUHANbHAA NUM-
daHrmnakrasua (MAUJ1) — pegkoe 3abosieBaHWe, Xxapak-
Tepusyloweeca aunatauven numdaTUHecKUMX COCYAoB
KULIEYHWKa, NPUBOASLLEE K Pa3BUTUIO IHTEPONaTum C rmno-
npoteMHemMumen. PacnpoctpaHeHHOCTb He 6onee 10 cnyvaes
Ha 100 000 4enoBeK. [peanonoXKWTeNbHbIM NaTtoreHes
3aboneBaHWs 3aK/1l04aeTCq B MyTalun reHa, perynmpytolle-
ro nMMdaHrmoreHes, 4To NPUBOAUT K OBCTPYKLMKU NnuMdO-
TOKa, NOBbIWEHWUIO AaBNEHUS W BbIXxoAy NMMdbl B NPOCBET
KMULIEYHMKa.

Llenb. CuctemaTtuaunpoBatb M 060OWKTL aKTyalbHble
naHHble o cnyyasx M1 3a nocnegHme 10 net, onpenenutb
COBPEMEHHbIE MPUHLMMbI NEYEHUS A1 OKa3aHUs CBOeBpe-
MEHHON MeaNLMHCKON NOMOLLM.

3apaum. lMoucK nybnmMkaumm no teme 3a nocnegHue 10
NeT, U3ydyeHne W aHanuid MHbopMaLuu, cucTtematTusauus
noJsly4YeHHbIX Pe3y/bTaToB.

MaTtepuanbl U metoabl. [1poBeaeH cucTeEMaATUYECKUI
0630p Ny6nnMKauui B aN1EeKTPOHHOM 6a3e aaHHbix PubMed/
MEDLINE ¢ 2011 no 2021 r. lNouck ocywecTBasics no
TepMuHaMm «Primary intestinal lymphangiectasia» (MAJ1),
«Waldmann’s disease» (bonesHb BanbamaHHa). bbinu BKIto-
YeHbl KMHUYeCcKue cnyvyau, HabngaTenbHble uccnenosa-
HUSA, 0630pbl AUTEPATYPbI.

Pesynbratbl. HangeHo 77 nybnukauuin, 64 ocTanocb
nocne yaanenus gyénukartos. 10 Ha3BaHMUIO U pPeLLeH3nK Ha
pedepaT 6bI10 UCKIOYEHO 42 paboTbl. OcTanbHble Gbinn
MOMHOCTbIO NpoYMTaHbl (22 nyénukauuMu) u 17 — OKOH-
yaTte/lbHO BKJOYeHbl B 0630p. Bcero npoaHannamMpoBaHo
45 KIMHWYECKMX cnyyaeB. MccnefoBaHUs ObinM U3 pas-
HbIX CTpaH Mupa. o pe3ynbratam aHanM3a BbISIBNEHO,
4yTO Tepanuem nepBON NUHWUKU SABASETCS BbICOKOOGENKO-

Basi HU3KOXXMpOBas AMETA CO CPEAHELIENOYEYHbIMU TPU-
ranuepugamun (CUT). JaHHblM mMeTon NedyeHus obnerdmn
cumntoMmatuky y 100% (45/45) nauuentoB. [Mpu Hepo-
CTaTOYHOCTM AMEeTOTEpPanuu [OMONHUTENIbHO Ha3HayalTcs
pyrme mMetofbl eyeHus 3aboneBaHuss — B 3aBMCUMOCTH
OT pacnpoCcTPaHEHHOCTM MaTo/orMYyeckoro npouecca. MNpu
nokannzoBaHHon dopme MUJT (noparkaeTcst 4YacTb TOHKOro
KWWeYHMKa) Hanbonee addEeKTMBHbIMM MEeTOAaMMU NevyeHuns
ABASAIOTCH PE3EKLMA MOPaXKEHHOW 4acTU KWLIEYHUKA Wnu
am6onmsaumns nMMdaTMyecknx cocyaoB. [laHHble MeTofbl
npumMmeHanuncb y 22% (10/45) nauMeHTOB € NOMOXKUTENTbHbIM
adppeKTom. Mpn anddy3HOM nopaxeHun (NaTonornyecKkuim
npoLecc pacnpocTpaHaeTcs Ha GOosbluyld YacTb TOHKOro
KWLLIEYHMKA) B IONOJIHEHNE K ANETE Ha3HavatoT npenaparbl
M3 rpynnbl aHanoroB coMaTocTaTMHa MAM MMMyHoAenpec-
CaHToOB (cuponumyc). Tepanus coMatocTaTUH-NOAOOHbIMM
npenapatamMu ucnosnb3oBanacb y 6% (3/45) nauuneHTos,
OfHaKo y 4% (2/45) KynupoBaHWEe CUMMTOMATUKK OblI0
BPEMEHHbIM, 1 Aanee notpeboBanacb CMeHa Ha npenapat
cuponumyc. MMmyHonoaaBAasowas Tepanus npuMeHanachb
y 4% (2/45) nauneHToB. lpu pacnpocTpaHeHHOU dopme
(NaToNOrMyYecKnin NPoLLecC pacnpocTpaHaeTcs 3a npeaensl
KULLIEYHMKA) MPUMEHSOTCH MMMYHOAEMPECCAHTbI (CUPOU-
MyC, 3BEPOJIUMYC).

3akniwuyeHue. MNJT npeacraBnser Hay4yHO-NpaKTuye-
CKWI UHTEPEC NSl NeanaTpoB, racTPO3IHTEPOIOrOB, HYTPULIK-
0J/I0rOB W APYrMX crneunannctoB. 3HaHWe 6ONe3HU, paHHee
yCTaHOBNIEHME [IMarHo3a 1 SIoKanM3aLmm pacnpocTpaHeHu s
naTosorM4ecKoro npouecca MNO3BONSIOT MPAKTUKYOLWMUM
Bpayam nogo6patb NpaBW/bHYO AMETY, ONpeaennTb Heo6-
XOAMMOCTb OMepaTUBHOrO BMeLIaTeNbCTBaA M Ha3Ha4WTb
LefleHanpaBeHHYI0 MEIMKaMEHTO3HYIO Tepanuio.



