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oTpaxkaloLmm yyacTve cepgua B NaTonornyeckom npo-
uecce JITIA, aensetcs AHLLA-HeraTMBHOCTb.
KoHnukT nHtepecoB He 3asaBnsercs.
ABTOpCKMI BKNaa: HanucaHue ctatbn — E. H. Ckps-
6uHa, B.H. CadoHoBa, T.A. Arapesa; yTBepXaeHue py-
konuecn ansa nyénukaumm — E. H. CkpabuHa.
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lMpencraBneHo KnNuHUYeckoe HabniofeHve NauneHTKM ¢ AokasaHHoW Andydy3HO-y3noBon opmor nMMdaHrno-
nenomuomarosa nerkunx, paccCMoTpeHbl 0COBEHHOCTN TeyeHus npoLecca Ha (PoHe NaToreHeTUYEeCKON Tepanuun, BKITHO-
YaroLLen CUponMMyc 1 NporecTtepoH. MNoBbIleHNne 0CBEAOMIIEHHOCTU Bpaven o6 3ToM 3aboneBaHun GyaeTt cnocob-
CTBOBaTb CBOEBPEMEHHOW €ro ANarHOCTHKE U NEYEHUIO.

KntoueBbie cnosa: numdanruoneriommomaroa nerkux (JJAM), ouartoctuka JIAM, aHtnactporeHHas Tepanus JIAM.

Shashina MM, Shapovalova TG, Kazimirova NE, Ryabova AY, Arkhangelskaya EE, Lifanova DV, Chernyshkova MA.
Pulmonary lymphangioleiomyomatosis (case report). Saratov Journal of Medical Scientific Research 2017; 13 (4): 828-833.

This article presents a clinical observation of a patient with a proven diffuse-nodular form of lymphangioleiomyoma-
tosis of the lungs. Features of the course of the process against the background of pathogenetic therapy which included
sirolimus and progesterone have been considered. It is necessary to raise awareness of doctors about the disease that
facilitates timely diagnosis and treatment.

Key words: pulmonary lymphangioleiomyomatosis (LAM), LAM diagnosis, anti-estrogen LAM therapy.
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BBepeHue. AkTyanbHOCTb paboTbl obycrnosreHa
HeJoCTaTOuHOM MHAOPMUPOBAHHOCTBLIO Bpayen O NNM-
daHrnoneriommomatose (JIAM), yto npuBOAUT K NO34-
HEen OMarHOCTUKe, Pas3BUTUIO OCMIOXHEHUA U NpeXaeB-
pPEMEHHON CMEepPTU NaLMEHTOB.

OnucaHue KNUHMYecKoro cny4as. TpyaHocTu gna-
FHOCTUKKN 1 ocobeHHocTU TedeHus JIAM gemoHcTpupyeT
Halle KnuMHWYeckoe HabntogeHve. B nynbmMoHonornye-
ckoe otaenenue NY3 «Capartosckas Kb Ne 8» 6bina ro-
cnuTanuanpoBaHa nauneHTka 43 net ¢ gnarHosom JIAM.
/13 aHamMHe3a M3BECTHO, YTO B TEYEHME NATY NET nocrie
nepeHeceHHo OPBW ee 6ecnokoun HenpogyKTUBHbIV
Kalwenb MOCTOSIHHOrO xapakTtepa. [lpyu BbINONHEHWUU
dntooporpaduyeckoro obcneaoBaHms NaTonorum Boisie-
neHo He 6bino. B 2015 1. Ha dhoHe NCcMX03MOoLMOHaNbHO-
ro cTpecca ycununcs Kawenb, NnosiBUNMCb KpoBOXapKa-
Hbe B BMAE MPOXWUIOK KPOBU, OAbILLKa. PeHTreHorpadus
OpraHoB rpyAHON KNETKM BbiIBUIA JUCCEMUHUPOBAHHbI
MpoLEeCcC B NMErkMx ¢ HanMineM MHOXECTBEHHbIX 04aro-
BbIx 0bpasoBaHuii (puc. 1). MNMposoamnock yrnybneHHoe
obcnenoBaHne, HaNpaBneHHOE Ha UCKIKYEHNE OHKOMO-
rMYyeckom n cneumndmnyeckon NpuYnHbl 3abonesaHus.

Mo pesynbratam KOMMbIOTEPHOW TOoMorpadumm Bbl-
cokoro paspelwenns (KTBP) nerkux nopTBepxaeHo
HanMyne AMCCEMMHUPOBAHHOIO Mpouecca B Nerkux ¢
HanM4ymeMm MHOTOYUCIEHHBIX MATKOTKaHbIX 04aroBbIX 06-
pasoBaHuin guametpom ot 3 go 10 mm. OudppepeHumn-
anbHO-ANArHOCTUYECKUI Psid, KPOME OHKONOrmyeckom
n cneundudeckon npupoabl 3aboneBaHus, BKIOYan
TaKkKe nopaxeHue nerknx B paMmkax CUCTEMHOTO Backy-
nwuTa (rpaHynematos BereHepa). OTkpbiTas 6uoncusi Bbi-
nonHeHa B sHBape 2016 r 8 CaHkT-MNeTepbyprckom HAU
dTM3nonynbmoHonoruu. MNpu nposeaeHUn rmcTonornye-
CKOTO M UMMYHOTUCTOXMMUYECKOrO McCrnenoBaHus o6-
HapyXeHa MeTacTasvpyloLLas NenoMmoma ¢ Hanmunem
B TKaHW Nerkoro MHOXeCTBEHHbIX MponudepaTos, Co-
CTOSILLMX U3 BEPETEHOBUAHBIX MOHOMOPMHbIX KNETOK CO
cnabo BblpaxeHHbIM nonuMopduramomM. MutoTnyeckas
aKTMBHOCTb B OMyXonu OTCyTCTBOBana, nponudepa-
TMBHas akTUBHOCTb MO 3KCMPECCUN aHTUreHa pakoBoOW
onyxonu (Ki-67) coctasuna meHee 2%. OTmeyanach no-
3UTUBHAsA peakuns OMyxorneBbiX KMETOK Ha aHTUTena K
rmagkon myckynatype (SMA), 4eCMVH, 3CTPOreHoBbIE U
NporecTepoHOBbIE PeLenTopbl, BAMEHTUH; HeratMBHasi
Ha MOHOKIMOHarnbHble aHTUTena, KoTopble pearnpyoT
C aHTUreHamu, NPUCYTCTBYIOLUMUN B MenaHOoLUMTapHbIX
onyxonsax (HMB-45).

B anpene 2016 r. nauveHTKa rocnuMTanuanpo-
BaHa B KNMHMKY nynbmoHonorun [lepBoro CaHKT-
lMeTepOyprckoro  rocyaapcTBEHHOrO  MEeAULMHCKOTo
yHuBepcuteTa um. W.T1. Maenosa (MCMN6rMy), rae noa-
TBepxaeHa yanosas dopma JIAM. [Mpu BbinonHeHUN
KTBP opraHoB rpygHow KneTkn B AMHaMuKe, ¢ nocneny-
oMM NEepPecMOTPOM U306paKeHUs B YCNOBUSIX BbICO-
KOro paspeLueHust U NOCTpPoeHus pedopmanmin n3obpa-
xeHusi (MPR) oTMevanacb oTpuuatenbHas guHamMuka
B BMAE YBENUYEHUs KOnmyecTBa M pa3MepoB 04aroB B
obowux nerkux. Bo Bcex otaenax nerknx Bu3yanmamposa-
NINCb MHOTOYUCIIEHHbIE MSATKOTKaHbIE, XaoTU4EeCKN pac-
NoNoXeHHble o4yarn gnameTpom ot 3 go 10 MM, npuyem
MX KONMYECTBO U pa3mepbl YBENUYUIUCH MO CPaBHEHUIO
c gaHHbiMn 2015 . B BepxHem aTaxe nepegHero cpe-
[OCTeHus onpefensnacb WHBOMIOTUBHAA TKaHb BUIOY-
KoBOW enesbl pasmepamu 1,3x1,7 cm. NpoxognumocTtb
Tpaxen, rmaBHbIX U OOneBbiX OPOHXOB He HapylueHa.

OTBeTCTBEHHbIN aBTOp — Lllanosanosa TaTbsiHa MepmaHoBHa
Ten.: (89271958499)
E-mail: t.g.shapovalova@gmail.com
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Puc. 1. PeHTreHorpammbl nerkux ot ceHtsopsa 2015 .

CTtBON neroyHonm aptepumn 27 MM, ee BETBU He pacLuu-
peHbl (puc. 2).

Mpn obcnegoBaHMM BbISIBMEHbI Takke xenesope-
duunTHaa aHemus (ap. 4,2 mnH, Hb 87 r/n, rematokput
31%, eneso CbIBOPOTKN KPOBW 2,9 MKMOrb/M), yCKope-
Hue COD go 35 mMm/4. Mo AaHHBIM CNMPOMETPUK, MoKa-
3aTenv NPOXOAMMOCTM AblXxaTerbHbIX NyTen B npeaenax
HOpPMbI, OAHaKO Auddy3MoHHasi CNOoCOBHOCTb MEerkmx
(OCIT) ymepeHHO cHuxeHa (66% [1B), anbBeonsipHbIn
o6bem coctasun 4,42 n (84% [B) 3a cyeT Heageksar-
HOCTU  BEHTUNALMOHHO-NEPXY3NOHHBLIX  OTHOLUEHWNA.
OTmeyvanach Takke 3HauMTenbHas runokcemus (B apte-
puanusnposaHHon kposu PaCO,35 mm pr.ct., PaO,61
MM pT.cT.). Mo aaHHbiM KT opraHoB manoro tasa, B 06-
nacTu gHa MaTKu BbISIBIIEHO MSrkoTkaHoe obpasoBaHue
5,9x5,0 cM; neBbit AnYHUK 4,4x3,1 CM, MONUKUCTO3HOWN
CTPYKTYpbI, NpaBbiii JOCTOBEPHO He onpegensietcs. [n-
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Puc. 2. KTBP nerkux ot 26 anpenst 2016 .

CTONOrMYecKkoe UCCrefoBaHne BbISBUIO JIEMOMUOMY C
yyacTkamu nponudepauun (Bce npeacTaBneHHble cBe-
OeHus B3SiTbl U3 BbINUCKU U3 UCTOPWUM OONe3Hu B Knu-
Huke nynbmoHonorun MCMN6IrMY ot anpens 2016 r.).
OnarHo3 ccpopmynmpoBaH kak «lmctonormyeckn goka-
3aHHOE MnporpeccupyoLlee TedeHne o4aroBon HopMbl
nuMmdaHrnonenommomarosa nerkux». llaumeHTka no-
nyyana Tepanuio B COOTBETCTBUM C PEKOMEHAALMAMMN
EBponewickoro pecnupatopHoro obuwectsa (EPO): ok-
cunporectepoHa kanpoHat no 1,0 B/m 1 pa3 B Hegento,
cuponumyc 1 Mr 1 pa3 B AeHb, peKOMeHAO0BaHbl Takxke
auetunuuctenH 600 mr 1 pa3 B AeHb, Npenaparthbl xene-
3a, omenpason.

Cnepytowas rocnuTanu3aums CcocTtosinacb 4epes
nonroga B NnaHoBOM nopsiake B Hosibpe 2016 . B Ty
Xe KnuHuKy. CamoyyBCTBME MAUMEHTKM ObiNo OTHOCU-
TenbHO CTabunbHbIM, OAbILLKA HE HapacTana, anN13onoB
KpoBoxapkaHbs He 6biro. Ha KTBP nerkux otmedanacbh
KapTMHa MHOXECTBEHHbIX remaToreHHbix obpa3oBaHui
B NEro4HON TkaHu 6e3 OTYETNUBOW AUHAMUKM MO CpaB-
HEHWUIO C AaHHbIMU NpeabIayLero nccrnefoBaHns ot 22
anpens 2016 r. (puc. 3).

Mo paHHbIM crnivpomeTpun, XKEJT n npoxoamMmocTb
OblxaTenbHbIX NyTEN Ha HKHEN rpaHunue Hopmbl. OCI
YMEPEHHO CHWXEHa 3a CYET HeadeKBaTHOCTU BEHTUNS-
LIMOHHO-NMepdy3nNOHHbIX oTHoweHuh (59% [B), anbee-
onsipHeIn 06bem coctasun 82% [B. BmecTe ¢ Tem 06-
Hapy>xuBanacb 3HauuTenbHas runokcemus (PaO263 mm
pT.cT.). [Npn BbINONHEHUN axokapauorpacum (Axo-KI')
BbISIBMIEHbl MPU3HAKN HEPE3KOW Nneperpysky npasbixX OT-
[enoB cepAua, Kak-To: paclumpeHue npasblX OTAENOB,
rmnepTpodust npasoro xenygodka (MXK), neroyHas ru-
nepteH3na 1 creneHun, guacrtonuyeckas AMCHYHKUMSA
muokapga XK. CokpatuTtenbHas (QyHKUNUSI NEBOTO Xe-
nyaodka coxpaHeHa, dopakums Bbibpoca (PB) coctaBu-
na 63%. Ynyywunucb nokasartenu nepudgepunyeckon
kpoBwu (3p. 5,1, Hb 117, rematokput 39%, xeneso 4,1

Puc. 3. KTBP nerkux ot 8 Hos6ps 2016 1.

MKMOIb/I), OA4HaKo coxpaHsanock yckopeHne COJI go 40
MM/Y. [lpoBedeH KOHCUAMYM C yyYacTmem npocdpeccopa
M. M. UnbkoBu4ya. KoOHCTaTMpOBaHO MMCTOMNOrMYECcKn 4O~
KasaHHOe nporpeccupytollee TeveHne Anddy3HO-04a-
rosot popmbl JIAM 1 pekomeHOoBaHO NPOAOIMKEHME
Tepanuu CMPONIMMYCOM, NPOrecTepoH OTMEHEH.

B nynbmoHonornyeckoe otgenenne Y3 «Capa-
ToBckast KB Ne 8» maumeHTka rocnutanvusvpoBaHa B
deBpane 2017 r. ¢ xanobamu Ha nporpeccupoBaHue
OAbILLKN B TEYEHNEe MecsLa, HEMPOAYKTUBHBIN Kallerb,
MPUBKYC KPOBW BO PTy NpuW Kawne. YXydleHue camo-
YyBCTBMS CBHA3bIBana CO cTpeccoBon cutyaumen. MNpwu
OCMOTpE COCTOSIHNE OTHOCUTENbHO YAOBMNETBOPUTESNb-
Hoe. PocT 166 cm, Bec 107 kr. CnegyeT OTMETUTb, YTO
MOCTOSIHHYIO NpMbaBKy mMacchl Tena nauueHTka oTMeva-
na c 30 net. MT coctaBun 38,8 (3K30reHHO-KOHCTUTY-
LuMoHanbHoe oxupeHue | cteneHun). KoxHble MOKPOBbI
0ObIYHOW OKpaCKM U BRAXXHOCTW, YncTble. pyaHas knet-
Ka npaBubHON (hOPMbl, PABHOMEPHO y4acTBYeT B aKTe
AblXaHus, NPY NePKYCCUM ACHbIN NEroYHbIn 3ByK. [bixa-
HWe Be3uKynspHoe Haj BceMu oTtaenamu nerkmx. Y 16
B MuH. OBnacTtb cepaua BHELIHE He M3MEeHEHa, OAHaKo
rpaHuLbl pacluMpeHbl BNPaBo Ha 2 CM, TOHbI NpUryLUe-
Hbl, COKpaLLeHnsa putMuyHble. MNynsc 82 B muH, ALl 160
1 90 MM pT.CT (B aHaMHe3e apTepuanbHas runepTeHsns
11l cTeneHu ¢ 32 nert, rMNoTeH3MBHbIE NpenapaTbl NPUHU-
Marna HeperynsipHo). Mo gpyrum opraHam 6e3 ocobeH-
HocTen. Mo gaHHbIM peHTreHorpadum n KTBP nerkux ot
1 deBpansa 2017 r. (B AMHaMuKe, Yepes ABa mecsua no-
cne npeabiayLlen) oTMeveHa oTpuuatenbHasa AMHaMmka
B BMAE YBEMMYEHNS KONMYecTBa 1 pa3mMepoB Y3ernKoBblX
obpasoBaHuii B nerkmx (puc. 4, 5).

Mpn BbINONHEHUN CNVPOMETPUN BLISBIIEHO Hapy-
WeHne (YHKUMM BHELUHEro AblXaHus Mo pecTpUKTUB-
HOMy Tuny ymepeHHon ctenenu: XEJT 2,12 n (64% ot
AOB), ®XEN 2,37 n (71% OB), O®B,2,22 mn (65% [B),
O®B,/®XKE 104,36 (129% [B). Mpun ynsTpa3sBykoBom
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Puc. 4. PeHTreHorpammbl nerkux ot sHBaps 2017 r.

Puc. 5. KTBP nerkux ot cpeBpans 2017: oTpuuartenbHas AuHa-
MUKa B BUAe HapacTaHus KOonnyecTsa 1 yBENMUYEHUs pa3MepoB
y3enkoBbIX 06pa3oBaHnin B Nerkux

CKaHMpOoBaHUM 0B6HapyKeHbl kncta gnametpom 0,3 cm n
n303xoreHHbIn y3en 0,4 cm B NpaBow Jorne LWUTOBUAHON
xenesbl, yMepeHHble AN dy3HbIe N3MEHEHUSA MEYEHU
n noyvek. B obuwem aHanuse kpoBu obpalyano Ha cebs
BHMMaHue yckopenne COJ go 30 mm/4, nmenkouuTap-
Has chopmyna 1 Guoxmmuyeckme nokasartenu B npege-
nax pedepeHCHbIX 3HayYeHuin. BbinornHeHa 3aoyHasd
KOHCynbTaums B KnuvHuke nynbmoHonoruu MNCrerMy um
pekoMeHO0BaHO BO30OHOBMNEHWE Tepanuu nporecTepo-
HOM, OnepaTUBHOE NeYEHNE NENOMUOMbBI MaTK/ U KOH-
TponbHas rocnuTanuaauust Yepes nonroga.
O6cyxaeHue. JIAM — 3710 pegkoe nonucucTteMHoe
3aboneBaHve, NPosIBASOLLEECs KUICTO3HON NepecTpou-
KOV NapeHXnmMbl NErknux ¢ pasBuTneM NporpeccupyoLLen

AblXaTenbHON HeJoCTaTOYHOCTH, a Takke y3/10BOM Npo-
nudepaumen cneundudeckux JIAM-kneTok, npemmyiie-
CTBEHHO B NM@aTtnyeckmx cocygax v numdarmyeckmnx
y3nax. 3aboneBaHue, Kak NpaBuio, BO3HUKAET Y XKeH-
LWMH penpoayktusHoro Bospacta 18-50 nert [1, 2]. Uc-
TUHHYLO 3a60MeBaemMoCTb U pacnpocTpaHeHHoCTb JIAM
n3-3a ero pegkocTu onpegenuTb He npeacTaBnsieTcs
BO3MOXHbIM. CunTaetcs, 4yto nepBoe onucaxHve J1IAM
BbinonHeHo B 1937 r. B pykoBoacTBe No AMArHOCTUKE U
neyenunto JIAM, noaroToBNEHHOM FPYNnoKn 3KCNepToB Mo
nHnumnatnee EPO B 2010 r., ykasbiBaeTcsi, YTO pacnpo-
ctpaHeHHocTb JIAM coctaenset 1 cnydan Ha 400 TbiC.
B3pOCHbIX XeHLUMH [3]. Takum 06pa3om, OpreHTUPOBOY-
Has YNCNEHHOCTb NaUMEHTOK MoXeT gocturatb 25-30
TbicaY. [4]. MHOrMe aBTOpbl OTMEYAKT 3HAYUTENbHbIN
pOCT AaHHOW MaTonorMu B nocriegHue rodbl B pasnuy-
HbIX CTpaHax Mupa, KOTOPbIA CBS3bIBAOT C LUMPOKUM
pacnpocTpaHeHVemM KOMMbIOTEPHO-TOMOrpadnyeckoro
CKPUHWHIa rpygHou KNEeTKN, Tak Kak pyTUHHAs PEHTreHo-
rpacdva He MO3BOMSET BM3yanu3npoBaTb XapaKTepHble
4N 3TON NaTonorMm n3aMeHeHus B nerkux [3-5].
O1monorus JIAM o cvx Nop OKOH4YaTerNbHO He ycTa-
HoBrieHa. /IMerTcs AaHHble O HanmM4MM reHeTUYEeCKoro
aedekta — MyTauuin B reHax TyOepos3HOro ckreposa
(TSC1 1 TSC2) [3, 6, 7]. 3TN MmyTauum BbIABNAOTCA Kak
B cnopaauyeckmx cnydasx JIAM, tak n B cnydasx JIAM,
accoummMpoBaHHOro ¢ Ty6eposHbiM ckneposom (TC). TC
(6onesHb bypHeBunna — lNpuHrna) — pegkas cuctem-
Has HacneacTBeHHas AMCMNaswsi, KOTopas xapaktepu-
3yeTcd KOMOMHMPOBAHHbLIM OMyXOneBMAHbIM Mopaxe-
HMEeM C¢ POPMUPOBAHMEM ramMapTOM KOXMW, FOfIOBHOIO
Mo3ra, rmasHbix s6rnok, cepgua, novek v nerkux [1, 4,
8]. PacnpocTtpaHeHHocTb TC 3HaA4MTENbHO Bbile, YeM
JIAM, u, B cny4yae AMarHoCTMKU B 4€TCKOM BO3pacTe, Ba-
pbupyetcs oT 1 Ha 6800 go 1 Ha 17300. JTAM cpegu aTux
6onbHbIX gnarHoctupyetcs B 30—40%, B TOM uncne ny
nu, My>kckoro nona [5, 9]. M’mcronornyeckne n3ameHeHus
npu cnopagudeckom u npu JIAM, accoumMmpoBaHHOM C
TC (JIAM-TC), naeHTU4Hbl, 4TO MO3BONSAET npenno-
naratb obwue reHeTnyeckne u narodusmonornyeckme
MexaHu3Mbl oboux 3aboneBaHuii. OTMeEYeHOo, YTO Ha
pasBuTue 1 nporpeccupoBaHue JIAM MOryT BNNATb XKeH-
CKWe MnoroBble rOpMOHbI. Tak, psg aBTopoB Habnwoga-
nn oboctperne JIAM Bo Bpemsi 6epeMeHHOCTM unu Ha
¢oHe npmema 3CTPOreHOB, a TakKe KOHTpaLenTUBHbIX
npenaparos [3, 4, 7]. HanpoTue, OTMEYEHO yMEHbLLEe-
HME CKOPOCTU MPOrpeccMpoBaHusi 3aboneBaHns nocne
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HacTynneHus meHonay3sbl. OBbHapyeHa CBs3b BO3HMK-
HOBEHWsI MHEBMOTOpakca (04HOro M3 KIMHUYECKUX Npo-
sasneHun JIAM) ¢ nepuogom meHcTpyauum [8].

C natoreHeTu4eckom Toukn 3peHuns JIAM MoxHO pac-
cMaTpuBaTb Kak MHOTOGOKYCHbIN OnyxonenogobHbIv
npouecc, 0bYCrNOBMEHHbIA TEeHETUYECKUM OedEKTOM,
KOTOpbIN onpegensieT aHoMarlbHbl OTBET MblLLEYHbIX
knetok [4]. B nerkmux nosinsitotcst ocobble JIAM-kneTku,
KOTOpble MpeacTaBnsloT cobon AnNUTENUOWAHbIE WK
noxoxume Ha Muodubpobnactbl BepeTeHoobpasHbie
knetkn. [MpoucxoxaeHne JIAM-KNETOK HEWU3BECTHO.
OHM MOryT MeTactasmpoBaTb MO KPOBEHOCHbLIM WMx
nuMmdaTnyecknMm cocyfaM aHarormyHo Krertkam 3ro-
Ka4yecCTBEHHbIX ornyxonen. MeTactasmpoBaHuto cnocob-
CTBytOT npogyuupyemble JIAM-knetkamu depmeHThl [4,
5]. MNMpegnonaraetcq, 4to JIAM-kneTkn akcnpeccupyoT
peLenTopbl K 3CTPOreHy M MporecTepoHy, npuyem mno-
crnefHue OKasblBalT BMMSHUE Ha WX Mponudepaumio.
Tak, B 80% cnyyaes Ha JIAM-kneTkax obHapyxumBatoTcs
NOBEPXHOCTHbIE nporectepoHoBble (PRS) 1 acTporeHo-
Bole (ERs) peuenTtopbl, YTO KOCBEHHO MOATBEpPXOAET
BaXKHYHO POfib XXEHCKUX MOSOBbIX TOPMOHOB B Pa3BuUTUU
6onesHu [7, 9]. OgHako OKOHYaTENbHO POfb ACTPOreHOB
B natoreHe3e JIAM ocTaeTcsa HepacKpbITON, Kak U He Ao-
KasaHa KnunHuyeckasi apeKTMBHOCTb aHTUACTPOTrEHHON
Tepanuu (TaMoKcudEH, NMPOrecTePOH, OBaPUIKTOMMUS)
npwu aton natonoruu [3]. Cnegyet oTMETUTbL OCOBEHHO-
CTM TMHEKOIOrMYeCcKoro aHamHesa Hallen nauneHTKn: B
Bo3pacte 25 n 27 net — abopTsl, ¢ 35 neT oTMeyana Ha-
pyLleHne MeHCTpyanbHOro Lukna, 6onu BHU3Y XMBOTA.
B 2012 r. pnarHocTpoBaHa MMoma MaTtku 1 BbIMOTHEHA
MWOM3KTOMMS, Ha3Ha4Yanacb Tepanus bycenepuHom —
CYHTETUYECKUM aHarorom roHagoTpOnuH-PUNU3UHT rop-
MOHa, OKa3blBalOLMM aHTUrOHaAOTPOMNHOE, aHTU3CTPO-
reHHoe, NpoTuBoonyxonesoe aencrane. B 2014 r. BHOBb
no aaHHbIM Y3 1 KT manoro Taza o6HapyeHa Mvoma
MaTKN B COMETaHUU C aJEHOMNO30M, NMPUYEM COMMacHO
TMCTOMNOrMYECKOMY 3aKMIYEHMIO flefoMromMa MaTku C
yyactkamu nponvdepaumun. [Baxabl Nnpy rocnutanmaa-
UMM B KNUHWUKY nynbmoHonoruu MNMCI6rMy nauueHTke
PEKOMEHO0BAHO BbIMOMIHEHME OMEPATMBHOIO NEYEHUS
peunanBupytoLLen nenoMmMombel MaTk1, OT KOTOPOro na-
LMEHTKa oTKasanach.

BbigenstoT gBe mopdonornyeckue oopMbl JAHHOTO
3aboneBaHnsi: 04aroBylo (BO3HUKHOBEHME B NIErKUX OMy-
XoneBuaHbIx obpasoBaHui, Mopdonornyeckas CTpyk-
Typa KOTOpbIX COOTBETCTBYET NnenoMmmomMam) n aud-
y3Hyt0, ANA KOTOPOW XapaKTepHbl MHOXECTBEHHble
MENKOKMCTO3HbIE WM3MEHEHWUs PasfMYHOro AuameTpa,
yBenuumBatoLmecsi B o6beme nNo mepe nporpeccmpoBa-
Husa 3abonesaHus [1, 4, 5]. Takum o6pas3om, B NIErO4HOMN
TKaHW pas3BMBaeTCs AMCCEMWHMPOBAHHBIN naTonornye-
CKUA MpoLecc B BMAE OMyXONEBMOHOMO paspacTaHus
rMagKoMbILLEYHbIX BOMOKOH MO XO4y MENKMx GpoHXOB,
OpOHXMOM, CTEHOK KPOBEHOCHBLIX W nuMdaTUYecKmnx
COCyOoB C nocrnegyroLLein MUKPOKUCTO3HON TpaHcdop-
mMauuen. OgHako 0COOEHHOCTbIO Hawero criyyasa Obino
pa3BuTVe Y NauneHTKM y3noBor dopmbl 3aboneBaHus.
Ouvarosas y3nosasa ¢gopma JIAM vacTto npotekaeT 6ec-
CMMMNTOMHO, BbISIBNIAETCS NPy NpodunakTnieckom cto-
oporpadun4eckoM nccreaoBaHun n nmeet 6onee Gnaro-
npuaTHoe TeyeHue. Mpu anddysHon dopme nepsbiM
CMMMNTOMOM OObIYHO SIBNSETCS OAbILLKa U NpOrpeccupy-
owas gpixatenbHas HegocTaTtoyHocTb (B 94% cnyva-
eB). K KnuHMYecknMm nNposiBMEHUAM OTHOCAT Takke pe-
UMOUBMPYIOLLMIA CNIOHTaHHbIA nHeBmoTopakc (80-81%),
KpoBoxapkaHbe (44 %), 6onu B rpyaHon knetke (34 %),
xunotopakc (28%). Kpome Toro, BO3HMKAIOT Omnyxorie-
BMAHble 06pa3oBaHUs (QHIMOMMONUMOMBI) NMOYEK, opra-

BHYTPEHHHUE BOAE3HH

HOB OptoLLHOM nonoctu. Bo3aMoxHO passBuTue xumnone-
pukapga, XurnesHoro acumTa, Xunypum, XurnopuHopen [4,
5]. Y Hawwel naumeHTkn 3aboneBaHne nebroTnposarno ¢
HEenpoAyKTMBHOIO Kallms, OAbILLKa U KpOBOXapKaHbe no-
SABUMNCb 3HAYUTENBHO NO3Xe, Yepes 2 roga, YTo B LiENoM
COOTBETCTBOBAIIO O4aroBov popmMe Ha paHHUX CTaauaxX
3aboneBaHus. B ganbHerilem, B CBA3M C NpOrpeccmpo-
BaHMeM AbixaTenbHON HeJOCTaTOYHOCTU, OUarHOCTMPO-
BaHa oyaroBo-anddysHasa chopma 3abonesaHus.

JIAM MoXeT guarHocTMpoBaTbCsl C pasHOM cTene-
HbIO BEPOATHOCTU (4OCTOBEPHBIN, BEPOSITHBIA UMK CO-
MHUTENbHbIN) B 3aBUCMMOCTM OT KIMHUYECKUX OAHHbIX,
HanNMunsa UM OTCYTCTBUSA TMCTOMNOMMYECKOro NOATBEPXK-
OeHnd, BHenerovHblX nposisneHun, KT-kapTuHbl [3]. Y
Halwen nauneHTkn cornacHo kputepuam EPO (2010 r)
anarHo3 JIAM 6bin OOCTOBEpPHBIM, Tak Kak MMenach
cxogHas ¢ JIAM kapTvHa nameHeHui B nerknx Ha KTBP
n ceorictBeHHas JIAM natonoruyeckasi kapTuHa B 6uo-
nTate nerkoro, a takke nenomuoma matku [3]. MNMocne
YCT@HOBIEHWUS] OuarHo3a B COOTBETCTBMM C PEKOMEH-
paumamm EPO Oblna Hayata natoreHeTudeckast aHTua-
CTpOreHHas Tepanusi NpOreCTEPOHOM B COMETAHUM C UM-
MYHOCYNpeCccopoM CUPONMMYyCOM. DTOT npenapar noka
He BOLLES B PYTUHHYH KITMHUYECKYHO NPaKTUKYy B HaLLENn
cTpaHe. B pekomeHgauusax ykasaHo, YTO Nlie4eHre 3aTuM
npenapartom [AOMKHO MNPOBOAMTBLCS TOMbKO B chneuu-
anv3npoBaHHbIX 3KCMEPTHbIX MEAULMHCKUX y4dpexae-
HUAX, B KOTOPbIX KOHUEHTpupytoTca 6onbHble JIAM [3].
B maHHOM cny4dae ocyllecTBnsnocb Heobxogumoe Ha-
ontogeHve B knuHuke nynsmoHonoruv MNCH6IMY. Ha
¢oHe NpoBOAMMON Tepanumn JOCTUTHYTa OTHOCUTENbHAA
cTtabunusaums npouecca, 6e3 oTpuLaTenbHON KIMHUKO-
peHTreHonornyeckon anHamukn. BeicTpas nporpeccusi
3aboneBaHusa (BblpaXXeHHasi oTpuUaTenbHas AMHaAMUKa
KT, ycyrybneHue pbixaTernbHbIX PacCTPOWCTB), HACTy-
nMBLUAs B TeYeHue MnocrnegHux OBYX MecsueB, Morna
ObITb OOycroBrneHa M3MEHeHVWEM Tepanuu: OTMEHOW
nporectepoHa U COXPaHSOLWENCs MMHEKONornyeckon
naToniorven, Tak kak naymeHTka oTKasbiBanacb OT one-
pPaTUBHOIO fevyeHnsi. ATO KOCBEHHO NoaTBEpPXXAAeT 00-
cyxgatoleecsi HebnaronpusTHoe BrMsIHAE 3CTPOreHoB
Ha passuTue JIAM, a Takke LenecoobpasHOCTb Ha3Ha-
YEHUS aHTUACTPOreHHOWN Tepanuu.

3akntoyeHne. OCOBEHHOCTBIO  PACCMOTPEHHOTO
KnuHunyeckoro cnyyasa JIAM gBunocb OTcyTCTBME Xa-
pPaKTEPHOr0  MYNBTUKMCTO3HOMO MOPAaXEHUS  NErkux.
PeHTreHonornyeckas kapTuHa nNpefcTaBneHa MynbTu-
dokanbHbIMK y3roBbiMM 06pa3oBaHNsiMU, YTO BeCbMa
3aTpy4HUNO OMArHOCTMKY Ha MepBOHaYanbHOM 3JTane.
Bepudmkauunsa gnarHosa ctana BO3MOXHA NULLb Nocrne
npoBeAeHnst GONCUKN NErkoro 1 BbINOSIHEHUS UMMYHO-
rMCTOXMMMYECKOIo nccreaoBannst. [lo HacTosILLEro Bpe-
MEHWN OKOHYaTeNbHO He OonpenerieHo MecTo nporecTe-
poHa B KomnnekcHon Tepanum JIAM. Ha cdoHe oTmeHa
nporecTepoHa B NPeACcTaBIEHHOM KIMHUYECKOM Habro-
OEeHMM 0TMeYarnochk nNporpeccupoBaHne 3aboneBaHus.
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