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BuisiBieHre HapylieHUit puTMa U TIPOBOIUMOCTH, OCO-
OCHHO B COUETAaHUM C KAPTUHOU TMJIATAIIMOHHOM KapINnOMHUO-
natuu (JAKMIT), y MosioabIx maleHTOB ¢ MpU3HaKaMU MUO-
MaTUu U/WJIK TOBBILIEHUEM YPOBHS 001ei KpeaTuHdocho-
kuHasbl (KDOK) sBasieTcss anst Kapauosora moBoIOM sl Uc-
KJTIOYEHUsT HACJIEACTBEHHOTO TPOTPECCUPYIONIETO HEPBHO-
MBIIIEYHOTO 3a00JeBaHUsl. TOUHO YCTAHOBUTb T€HETUUYECKYIO
¢dopmy 3aboneBaHus y nauveHtoB ¢ JJKMII B pamkax HepB-
HO-MBIIIEYHOTO 3200JIeBaHUSI YIAeTCsl CYIIECTBEHHO Jalie (B
62%), ueM nipu ceMeitHbIX (25%) u ciopaanyeckux (8%) dop-
max uzosmpoBaHHoi JITKMIT [21]. CriekTp mporpeccupyro-
LIMX MUOMATUI, MPU KOTOPBIX HAOIIOAAeTCsl MOpaXkKeHue
cepaua, BecbMa IMNPOK, OHU Pa3TNYalOTCs IO KIIMHUKE, TUITY
HacJIeqoBaHUsI, BO3pacTy nebioTta 1 mporuosy. OnHoi u3 Hau-
Oosiee 4yacTbiX (opM, COINPOBOXIAIOIIMXCS HapyIICHUSIMU
CEepIeYHOro puT™Ma M Mporpeccupyronieil nuiatanyueir kamep
cepama, sBasgercs  Mmuomuctpodpus  DMepu—/Ipeiidyca
(MB]1). Ee Hanbosee 4acTbie CUMITTOMBI: CTHOATETbHbBIE KOH-

TPaKTYphI JIOKTEBBIX CYCTaBOB, TOBbIMIeHUE ypoBHST KDK,
MpoTrpeccrupyloniasi ciabocTh MBI KOHEYHOCTE, HapyIe-
HUE TMOXOAKU. BbIpakeHHOCTb MBIIIEYHOI C1abOCTU U CKO-
pOCTh €e MPOTpecCUupoBaHUsI BapbUPYET, U, KaK CIENCTBUE,
OHa J0JITO MOXET OCTaBaThCSI HEPACTTO3HAHHOIA.
Kuaccuueckast hopma MBOJI (1-ro Tuma) HacaemayeTcst 1o
X-ClIeTUIeHHOMY pelieCCUBHOMY TUIly. ['eHeTuueckast mpupo-
na 3aboseBaHust ObUta ycTaHosiaeHa B 1994 r., xorma Obuin
BIIEpBbIE BBISIBIIEHBI MyTalluy B reHe amepuHa (EMD) [7]. B
HacTosiee BpeMsi M3BECTHBI HE MeHee IISITU JAPYTMX TeHOB,
MyTalMU B KOTOPBIX MPUBOAIT K PAa3BUTUIO ayTOCOMHO-I0-
MUHAHTHOM, ayTOCOMHO-PELECCUBHON 1M X-CLIETUIEHHOI pe-
neccuBHOil Gopm storo 3abonesanusi (LMNA, SYNEI,
SYNE2, TMEM43 v FHLI). benoK aMepuH SIBJsIeTCS HEO0X0-
JVMMBIM KOMITOHEHTOM SIIEPHON MEMOpaHBbI, a TAKXKe BaXKHOM
YacThl0O BHYTPEHHETO IMTOCKeNeTa KJIeTKU. B kxomruiekce ¢
JIAMAHOM, JIAMUHUHAMU U IPYTUMU OeIKaMU SMEPUH BXOIUT
B COCTaB CJIOXKHOTO aKTMHOBOTO KOMIUIEKCa, KOTOPBI op-
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MMPYET CTPYKTYPY OOOJIOUKU SIApa KICTKH, CTUMYIUPYET 10~
JIMMEPU3ALNIO aKTUHA, TTOIAaBJIIeT HAaKOTUICHUE [3-KaTeTHHA B
anpe [13]. B poccuiickoit nonynsunu naureHtoB ¢ AKMIT u
noao3peHueM Ha MBJI MyTalMu B reHax dMepuHa U JJaMMHa
BCTPETWJIMCH B COOTHOILLIEHUU 4:7, 4TO BIOJIHE TUITUYHO [4].
OnucaHbl ClTyday COYeTaHUS MyTallii B 000MX reHax [15].

Knunudeckoe HabmoneHe

Bonwhoit C., 38 ner, Bnepsbie oopatuics B MakynbreT-
cKylto TepaneBTuyeckyio KinHuky (OTK) um. B.H. Bunorpa-
nmosa [lepsoro MI'MY um. U.M. CeuenoBa B mae 2012 1. ¢
Xayio6aMM Ha TIPUCTYITBI YYAIlIeHHOTO CepIIeONeHUsT po-
TIOJKUTETbHOCTBIO IO HECKOJIBKMX YacoB, Mepedou B padboTe
cepllia, CHIKEHUE TOJIEPAHTHOCTH K (PU3MYECKMM Harpy3kam
(yMepeHHasl OonmpIlIKa TIpU TogbeMe Ha 4—5-i aTax), cia-
60CTh B MTPOKCUMATBHBIX MBIIIIIAX KOHEYHOCTEH, B OOJIbIIIei
CTENEHU HUXKHUX.

W3 aHaMHe3a U3BECTHO, UTO MaTepu OOJILHOTO B BO3pacTe
110 50 JIeT UMITJIaHTUPOBAH 3JICKTPOKAPINOCTUMYJISTOP (TTpH-
yrHa Heu3BecTHa). Y mauueHTa 2 cbiHa (3 u 10 jiet), KinuHuye-
cku 310poBbl. C 5 JIeT 0oTMeYaeT Mporpeccupyronryo Mblied-
Hy10 c1a00CTh, YacThle MaAeHMs, HE MCKIIYAIOCh Hau4Yue
aTakcuu. B 6 JieT mocTaBieH IMarHo3 «MUOAUCTpodus», Ha-
osonascs HeBposoroMm. [lepuoanyecku MpOBOAWIUCH KypChl
MEeTabOJMYECKOM Teparnuu ¢ HEKOTOPbIM CYObEKTUBHBIM 3()-
(bekToM, MeIIeHHOE TTPOTrpecCupoOBaHUe MOPaXKEHUsT CKeeT-
HBIX MBIIII] HE TIPETNSITCTBOBAJIO OOYUYEHHMIO M Ipodeccro-
HaJIbHOU JesITeTbHOCTU (aBOKAT), a TAKXKe PeryIsIpHBIM 3a-
HSTUSM IJIaBaHUEM, BeJocunenoM u np. ['enetnueckas nua-
THOCTHMKA He MPOBOIMJIACH, OMHAKO IJTUTEIBHOE BPeMS COCTO-
STHME KIMHUYECKHU PpacIicHUBAIOCh KaK MUOIATHsI Dpoa.

C 2006 r. (¢ 32 ynet) cranm oTMeyaTh rnepebou B paboTe
cepllia, MPUCTYIIbl yYalleHHOTO CepALeOueH s, naBsiiue 60-
JI1 B 00J1aCTH cepalia 6e3 cBsA3U ¢ Harpy3koi. [1pu axokapnuo-
rpaduu oTMEYaIoCh MUHUMAIIBHOE CHIKEHUE (hPaKIIUK BbI-
6poca (®PB), 6osbHOI HabmOANICS aMOYJIaTOPHO, TTOCTOSTH-
Hasl Tepanus He HazHadajsach. B Hauane 2012 r. B ¢BsI3U C 3a-
METHBIM y4YallleHUEeM ITPUCTYIIOB CepLIcOMeHUs, TOSIBICHUEM
MMPECUHKOMAIBHBIX COCTOSTHUIT OBUT TOCITUTATU3UPOBaH B Pe-
CITyOJIMKaHCKUI Kapnuoiorndeckuii aucnancep (bamkopro-
craH). BoisgBneHsl npusHaku cuHapoma JIKMIT: koHeuHO-
nuactonudeckuii oobeM (KJ1O) neBoro xemymouka 230 mu,
®B 40%; mpu XONTEPOBCKOM MOHUTOPUPOBAHMM 3JIEKTPO-
kapauorpammbl (DKI') 6e3 Tepanuu — ymepeHHasi CMHycoBast
Opanukapausi, MapoKCU3Mbl MEpUAHUS—TpeneTaHus Mpea-
cepnuii, mpexonsinas aTpUOBEHTPUKYJsipHas (AB) Giokana
2-1i crenenu (Moowutr 1), 6ojee 4 ThIC. KETYITOIKOBBIX 9KC-
TPACKUCTOJI, TIPOOEKKH XKeTyTouKoBoi Taxukapauu. [1pu ko-
poHaporpaduu u3MeHeHU He ObL10. BhigaHa KBOTa Ha Mpo-
BeleHUe paarovacToTHoi adasaiuu (PYA) mo moBoay mepiia-
Husi—tpeneranusa npencepauii B HIICCX um. A H. Bakyne-
Ba, OTKyJa IMAIMEeHT IOCJIe OYHOW KOHCYJIbTAallMu ObUT Ha-
npasiieH B DTK.

ITpu ocMotpe B Mmae 2012 r. oTMeUaa0Ch XapaKTepHOe 13-
MEHEeHHEe TTOXOIKH; TTPU3HAKOB 3aCTOMHOI CepAeuyHOil Hemo0-
CTaTOYHOCTH, IIYMOB B cepiile He Obuto. HaciencTBeHHBIM
XapakTep 3a00jieBaHUsSI HE BbI3bIBAI COMHEHMM, C LIEJIbI0
YTOYHEHMS UarHo3a MalueHT ObL HampaBleH B J1aboparo-
puto MmenuimHckoi renetuku PHLX um. akan. b.B. [leTpos-
ckoro. CoueTaHue JIMYHOTO U CEMEHOT0 aHaMHe3a (Hatndue
y Matepu OOJbHOI'O HApYLIEHUI pUTMa, MOTPEOOBABIIUX UM-
IJIAHTALIMU  BJEKTPOKAPAMOCTUMYJISITOpA), ABYCTOPOHHUX
KOHTPAKTYP JIOKTEBBIX CYCTAaBOB, MBIIIEYHOU CTa00CTH B KO-

HEYHOCTSIX, 0COOCHHOCTEN MOXOIKHU, KApAMOMMONATUH, Hal-
JKETYIOYKOBBIX U JKEJTYTOYKOBBIX HapYyIIEHUI pUTMa Cepala,
crabunbHO BBICOKOTO ypoBHsS K®K mo3Bonmio mpemnmnosno-
kuth MO/,

C 1eIbI0 MOATBEPKACHUS AUarHo3a ObLIO ITPOBEACHO Ie-
HEeTMYEeCKOoe UCClieIoBaHNE, Ha KOTOpOE MAIlMeHT aajx MHGOP-
MmupoBaHHoe cornacue. B pesynbrate [JHK-nuarnHoctuku B
reHe sMmepuHa (EMD) 6buta BoisiBieHa neienus c¢.del619C B
TeMU3UTOTHOM COCTOSTHUM (pHc. 1, cM. Ha 1B. BKJI€iKe), KOTO-
pasi IPUBOAMT K CIIBUTY pAMKU CUUTHIBAHUST M CUHTE3Y YKOPO-
yeHHoro Oesika. Takum obpazom, nuarHoz MO/ 1-ro Tumna
Obul monTBepxaeH. beuta takke nposeneHa AHK-nuar-
HOCTMKA MaTepu MalleHTa, BbISIBIEHO HOCUTEIbCTBO JAeJe-
1mu ¢.del619C B reTepo3UroTHOM COCTOSTHUU. X-CILIETUICHHbI I
periecCCUBHBII XapaKkTep HacaeqoBaHUs 3a00JIeBaHUST HE Tpe-
oyer npoBeneHusi JJHK-auarHocTuKu ChIHOBbSIM MallMeHTa
(mepenaya X-CIETJIEHHOTO PELECCHBHOIO 3a00JieBaHUsI OT
OTIIA K CBIHY HEBO3MOXXHA).

C y4eToM MpoTrpeccupyoliero xapakrepa KapaIuoMH1oIia-
TUM, HAIMYUST HE TOJIbKO FeMOIMHAMUYECKU 3HAYMMBIX Ta-
POKCU3MOB MEpLAHUSI—TpeneTaHus MIPeNCcepaAnii, HO 1 KeTy-
JIOYKOBOI 3KTOIMMU B COYETAHUU C HAPYIICHUSIMU TTPOBOIM -
MOCTHU (YTO MPEMSITCTBOBAJIO HA3HAYCHUIO TEPaIuM) MEepPBO-
OUyepenHOW 3amavei mpeAcTaBisiaCh UMIUIAHTALIMS Kapauo-
BepTepa-aeduopuuIsiTopa, HECMOTPSI Ha OTHOCUTEILHO CO-
xpanHyo ®B. B manpHeiiemM IiaHUpOBaIOCh Ha3HAYEHME
aMHoJapoHa ¢ OLICHKOI ero 3 deKTa 1 peleHrueM BOIpoca o
esecoobpazHocT PYA 1o rnoBoay HaaxKeaya10uYKOBbIX apUT-
MUIA.

[Mamment Obu1 TocmuTamusupoBaH B HLICCX wum.
A.H. bakynesa. [1pu s3xokapanorpacduu: KOHEUHO-AUACTOJM -
yeckmii pasmep (KJIP) nesoro kemymouka 6,7 cm, KO
198 mu1, KoHeuHO-cucToanveckuii 0ovem (KCO) 116 i1, ®B
43%, neBoe npencepaue 4,2 cM, mpaBoe 4,0 cM, IpaBbIii XKeJTy-
JIOYEK He pacIIMpeH, MUTpaJbHas ¥ TPUKYCITUIATIbHAS pEryp-
rutaums 1-it crerrenn. 30.05.12 BeImmosiHeHa JimHeliHass PYA
npasoro nepemeiika, 01.06.12 — uMmIaHTanusa AByXKaMep-
HOro KapauoBepTepa-nedudbpuiisatopa. Hawyata Tepamms
aMHOIAPOHOM (C TTOCTETICHHBIM CHIKeHUEM 103bI 10 200 Mr/
cyT), BapdaprHoM, TipectapuymoM. Yepe3 1 Mec mpoBeneHO
XOJITEPOBCKOE MOHMTOPHMPOBAHME: YMCIO KEJIyTOUYKOBBIX
9KCTPACUCTOJI HE TMPEBHIIIANO 1 THIC. B CYTKU, TAXMAPUTMMUSI
He perucTpupoBaiachk. OIHAKO B CBSI3U C TTOBBIIIICHUEM YPOB-
Ha T, no 20 MMoJIb/J1 (TIpY HOPMAJILHOM YPOBHE TUPEOTPOII-
HOTO TOPMOHA) TI0 MECTY JKUTEJIbCTBA 1032 aMUOJapoHa OblIa
cHmkeHa 10 100 mr/cyt. @usnyeckue Harpy3Ku B 3TO BpeMs
TIePEeHOCHIT YIOBJIETBOPUTEIHHO.

C Hos10pst 2012 1. 6€3 BUIMMOM TTPUYMHBI OTMETHIT 3aMET-
HOE YXYIIlIeHWe CaMOUYyBCTBUSI: HapacTaHue OOl Cl1aboCTH,
OJIBIIIKY, BBEIPAKCHHOE CHIDKEHUE TOJIEPAHTHOCTU K HArpy3-
KaM, TIOSIBJICHUE OUIYIIEHUST YJallleHHOTO HEPUTMUIHOTO
cepALeOreHtsl, OTEKOB TOJIEHU U CTOM, B3AyTHE XUBOTa. B sH-
Bape ObLT TOCITUTATM3UPOBAH T10 MECTY KUTEJIbCTBA: PETUCTPH-
pOBaJIOCh TpeIeTaHue Mpeacepauii ¢ yacroroit 76—130 B Mu-
HyTy. ITpu axokapauorpaduu: KJIP neBoro xeiynouka 6,8 cm,
®B 16%, MmutpanbHas M TPUKYCITUAATbHAS PETYprUTaus 3-it
crernenu. K reyeHuro nobasaeHbl AMypeTUKu. BrimucaH 6e3 cy-
IIECTBEHHOTO YIIYYIIICHUS, UL OIpeneiacHUS TalbHEUIIei
TakTUKK JedeHus 08.02.13 rocnuranu3upoBaH B OTAEJICHUE
kapauonorun OTK.

I1Ipy MOCTYIJIEHMU COCTOSIHME CpemHeill TsxkecTu. Poct
180 cm, macca Tema 77 kr. OT™MevaeTcsl pe3Kas OJeIHOCTh C
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JKETYIIHBIM OTTEHKOM. JIMIIO TMITOMUMUYHO, OJHAKO JBU-
JKEHUST IMTIEBBIX MBIIIIII U SI3bIKA COXPAaHEHBI, TJIOTAHNE HE Ha-
pyIIeHO, TBVXKEHMS TJ1a3, TIOABUXKHOCTD TOJIOBBI U IIeW — B
MOJHOM 00beMe (BKJtoUast 3alpOKUAbIBAHNE TOJOBbI Ha3al).
JIBYCTOPOHHMIT NTO3 BEPXHUX BEK, YCUJIMBAIOIINICS B Beuep-
Hee BpeMs. SIBHOIT aCHMMETPUU MBIIIIL CITMHBI, TUTIEPJIOPIO-
3a He BBISIBJICHO; «KPBUIOBUIHbBIE» JIOTIATKU. [IBYCTOpOHHME
crudarteibHble KOHTPAKTYPhI IOKTEBBIX CYyCTaBOB. MbllIeuHast
CHJIa B KOHEYHOCTSIX CHUKEHA, TIPEMMYILECTBEHHO B ITPOKCH-
MaJIbHBIX OT/Ie1aX. SIBHO BEIpaXkeHa c1ab0CThb MBIIIII TA30BOTO
nosica (XOIMUT, CWJILHO MepeBaauBasch ¢ 00Ky Ha 00k). Ila-
CTO3HOCTD TOJIEHE! U CTOoM. B jlerkux apixaHue KecTKoe, Mpo-
BOJUTCSI BO BCE OTAEJIbI, XpunoB HeT. Yacrora npixanus 20 B
MUHYTY. TOHBI cepalia MPUIIYIIeHBI, PUTM HEIPaBWIBHBIIA,
yactoTa cepaedHbix cokpamenuii (HCC) 120 yn/mMuH. Apre-
puanbHoe nasienue 110/60 MM pT.cT. 2KMBOT MsITKUiA, 6€360-
JIE3HEHHBII, TIeYeHb +8 CM OT Kpasi peOepHOIi AyTy, YyBCTBU-
teabHast. Cele3eHKa He TTaIbITAPYETCSI.

Pesynbratel aHanuzoB Kposu: rpymma kposu A (II), pe-
3yc-akTop OTpULIATEIbHbIA. DPUTPOLUTHI 5,5 MJIH/MKJI, re-
Mornooun 162,3 r/m, remarokput 48,8%, JEHKOLIMTHI
9,3-10°/n, bopmyia He U3MEHEHA, TPOMOOLIUTHI 234 ThIC. /MK,
CKOPOCTh OCEeNaHUsI 3PUTPOIMTOB 8§ MM/4. OO6mmii Gerok
65 1/71, anpoymuH 42,4 /11, 061t GuupyorH 28,4 MKMOJIb/ I,
MpsIMOil OMIMPYOUH 6,3 MKMOJb/1, KpeatuHuH 0,96 mr/mi,
CKOPOCTh KITyOOUKOBO# wibTpanuu 93 mir/mMuH, ModeBast
Kuciora 752,2 MKMOJIb/JI, y-TiyramarrpaHcdepasa 56 en/,
K®K 458 en/n, MB-dpakums KOK 39 en/n, Na 143 maks/11,
K 3,4 makB/n. C-peakTuBHBII 06e10K 4+, hrbpuHoreH 4,17 v/,
MexnyHnaponHoe HOpMalIu3oBaHHOe —oOTHomenwe 2,73,T,
28,6 MMOJIb/J1, TUPEOTPOITHBI TOpMOH 4,4 MKME /1. Pe3ysibra-
ThI aHaIM30B Moun: 0,53%o0 Genka, 1250 3puTPOLIMTOB/MIL.

Meronom monumepasHoii 1ienHoit peakiuu (ITLIP) B
KPOBHU HeE BBISIBIIEHO T€HOMa BUPYCOB repreca 1, 2, 6 u 8-1o
TUIIOB, DruTeiitHa—bapp, herpes zoster, uuToMerajoBupyca,
mapBoBupyca B19. AuntukapmuanbHbie anturena (OHIL
TPaHCIUIAHTOJIOTUN): aHTUHYKJIeapHOTo (hakTopa (C aHTHUTe-
HOM cepaiia ObIKa) HET, aHTUTeJa K aHTUTeHaM SHIOTEIUS 1
BOJIOKOH ITPOBOJAIIEN crcteMbl 1:160, K aHTUTEHaM Kapauo-
MUOLIMTOB U TJ1aaKoi myckyaatypsl 1:80 (B Hopme 1:40).

Ha BKI npu noctyrinenuu (puc. 2, a): aTUIMMYHOE Tpere-
taHue rnpeacepauii ¢ neprogom BoaH FF 0,20 ¢, YCC 90 yn/
MUH, IToJTHas 0J10Kaia IpaBoii Hoxku mydka I'mca (QRS 0,16 ¢),
MPU3HAKU TUNEPTPOodUM 000MX XeaynoukoB. [Ipu cyrouHoM
monHuTopupoBanuu DKI o Xoarepy: Tperetanue rpeacepauia
¢ koaddunmeHToM nposeneHus 2:1—4:1. Pabora Kapanosep-
Tepa-nedudpuiuiaropa B peskume VVI (20% ot ob1ero Kojm-
yectBa QRS) ¢ UCC 75 yn/mun. UCC aHem 74—126 yn/mMuH
(cpenHee 85 ym/mMuH), HOublo 67—88 ym/MuUH (cpemHee
76 yn/muH). 2Keymo4KoBBIX 9KCTpacucTos 787, 18 KyIuieTos,
1 tpurmier. CermeHt S7—T 6€3 AMarHOCTUYECKU 3HAYUMON
nuHaMuku. Tlpu TecTMpoBaHUM KapauoBepTepa-neduopui-
JIITOPA SIIM300B YCTOMUYMBOM XKEIYTOUKOBOM TaXUKAPIAUU HE
BBISIBJICHO, CTUMYJISILIMS JKETYIOYKOB 3a TIEPUO.T HAOIIOICHUST
cocrasuiia 17%.

[To nanHbIM 3x0Kapauorpaduu, KAP neBoro xenynouka
7,0 cm, KJ1O 305 v, KCO 188 mut, @B okoso 30%, TosinHa
MEXKETyTOYKOBOI Teperopoakl M 3alHeil CTEHKU JIEBOTO
xenynmouka 0,6 cM; HapyLICHUI JIOKAJIBbHON COKpaTHMMOCTHU
Het. IlpaBbiit Xxenymouek 2,8 cM, jgeBoe npeacepauve 187 mi,
npaBoe 148 mu. HuxkHsIs monast BeHa Ha BIIOXE He CITaiaeTcs.
MurtpanbHag (1-if cTerneHn) U TpUKyCIuaaabHas (2-ii crere-

HU) peryprutauusi. CpeaHee JaBjleHUE B JIETOYHOM apTepuu
40—46 MM pT.CT.

Takum obpazom, MBJI OGbuIa MOATBEpKAEHA TeHETHUYE-
cku. JIaHHBIX 32 COIMYTCTBYIOIIMN MUOKAPAUT KaK MPUYMHY
JIEKOMITEHCAIIMU TOJYyYeHO He ObLIO: OTCYTCTBOBaja CBSI3b C
WHMEKIMel, He BBISIBICHO TeHOMa KapIUOTPOITHBIX BUPYCOB
¥ 3HAYMMOTO TTOBBIIIIEHUST TUTPA aHTUKApAUATbHBIX aHTUTEIT.
TTo-BunuMoMy, UMeJI0 MECTO MPOrpecCUpoBaHKEe OCHOBHOTO
3a00JIeBaHMS; MOIJIO ChITpaTh OTPUIIATEJbHYIO POJIb MHTEP-
BeHLMOHHOE JiedeHne (PYA, nMIianTanys KapamoBepTepa),
Ha YTO YKa3bIBaJIO HapacTaHWE CTENeHU TPUKYCTUIATbHOMN
HEIIOCTAaTOYHOCTH C MOSIBJIEHUEM 3aCTOSI IO OOJILILIOMY KPYTY.
PaccmaTpuBaiicst Bonpoc o peumriianTauuu CRT-D, ogHako
MPOLIEHT TTPaBOXETYIOYKOBOM CTUMYJISIIIUU Ha (hOHE TIPEem-
CEPIHOI TaXMaPUTMUK ObLT He 04eHb BeICOKUM (20%), oTMe-
yajach 6J0Kanaa mpaBoil HOXKM Tyyka ['mca, 4yTo He naBajo
OCHOBaHui mis Takoro mara. CoxpaHsiics 3heKT aMuoaa-
pOHa B OTHOIIIEHUU XKeJTYTOYKOBBIX apUTMUIA (cpabaThIBaHUIA
KapavoBepTepa He ObLI0); U3MEHEHUS] TUPEOUTHOTO cTaTyca
(ayTUpeounHas TUMEPTUPOKCUHEMMUST) HE TPeOOBaIU KOPPEK-
LIU.

OnHako B KadecTBe HamOojee BEpPOSITHONM HEmocpe-
CTBEHHOU TIPUYMHBI YXYAIIEHUs COCTOSTHUSI pacCMaTpUBAIA
YCTOMYMBOE (BEPOSITHO, MHIIM3UOHHOE) TpereTaHue Mpencep-
I ¢ YMEpPeHHOM TaXucHUCTOoNuel ([3-aapeHOOJI0KaTOphl He
Ha3HaAYaJIM B CBSI3M C TEHICHIIMEH K TMIIOTeH3MH). bputo mpu-
HSITO pellieHre O TIOTBITKE BOCCTAHOBJIEHUSI CHHYCOBOTO PUT-
Ma METOJIOM 3JIEKTPOUMIMYJIbcHOM Tepanuu. [locie uckioue-
HUST BHYTPUCEPACYHOrO TpoMOO3a d03a amMuojapoHa Oblia
yBenmueHa 10 400 mr/cyr. Yepes 10 cyr mpoBeneHa nedu-
opuutsitus paspsiaoM 200 [k, KoTopasi OCJIOKHUIACh pa3BU-
TheM xenynoukoBoii Taxukapauu ¢ YCC 200 yn/mMuH (Kynu-
pOBaHa MMOBTOPHBIM Pa3psIIoM), a TAKXKE HETOCTaTOYHOI BEH-
TUISILAEI CO CHIDKEHUEM caTypauuu 10 86%, uro morpeboBa-
JIO TIPOBE/IEHMSI UCKYCCTBEHHOM BEHTWJISILIY JIETKAX MEIITKOM
AwmOy. B nanbneiimem Ha DKI peructpupoBajicst CMUHYCOBbIM
PUTM C MeproaaMU BKIIOUEHUST CTUMYJIsITOpa (cM. puc. 2, 0).

KnuHuuecknii mrarHo3 3BydYai CJEIyOIIMM 00pa3oM:
MBI (mytatust ¢.del619C B 6-m 3k30He reHa EMD) ¢ pa3Bu-
tuem JAKMII. HapyiiieHust puT™Ma 1 MpoBOAMMOCTHU CEpIlLia:
CUHIPOM CJIadOCTH CMHYCOBOTIO y3ja (CMHycoBasi OpagukKap-
nust), AB-6okama 1—2-ii crernieHu, ToJiHast GJI0Kaaa mpaBoit
HOXKM Tiydka [uca, mapokcusManabHast opma MepraHus—
TpeneTtaHus npenacepauii. PYA npasoro nepeueiika 30.05.12,
nepcucTupyoias (popMa aTUMUYHOTO TperneTaHus mpeacep-
TN, KeTyTOYKOBast SKCTPACUCTOJIUS, TTPOOEKKHN HEYCTOMYH -
BOI KeJTyTOYKOBOI TaXWUKapAW¥, UMITTAHTALIMST KapIrOBep-
Tepa-aepudpuigtTopa ot 01.06.12. BocctaHoBICHME CUHY-
COBOTO pHUTMa METOJOM OBJIEKTPOMMITYJIbCHOM Tepamuu OT
22.02.13, ocnoXXHUBIIEECS Pa3BUTHEM KETyIOUYKOBOM Taxu-
kapauu. OTHOCUTENIbHAsE HEIOCTaTOYHOCTh MUTPAILHOTO
(1-i1 crerneHu) W TPUKYCNUAAIBLHOTO (2-i1 CTerneHu) Kiarna-
HOB. YMepeHHas JieroyHasi TUnepTeH3usi. XpoHuueckasi cep-
neuyHast HepoctaTtouHOCTh IIb cramguu, I1—I11 @K mo NYHA.
XoJectaTUUeCcKil CUHAPOM. DYTUPEOUTHAST TUTIEPTUPOKCH -
HeMusi. MearKaMeHTO3Hast TUTIepypPUKEMUS.

bruta mpoBeneHa Ttepanusi amuomapoHoM 400 wmr/cyr,
npectapuyMoM 2,5 mr, ¢pypocemunom 40—80 Mr exkeTHEeBHO,
BapdapuHoM, ajutonypunoiom, KCl, ypcocaHoM, KpeoHOM.

CocrosiHre 60JIbHOTO HECKOJIBKO YITy4IIMIOCh, COKPATH-
JIMCh 10 +3—4 cM pa3Mepbl MeYeHU, KyIMPOBAJIUCH SIBJICHUS
XoJiecTasa; ofIHako mnepuoandyecku (1—2 pasa B CyTKU) BO3-
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Puc. 2. daekTpokapanorpammbl naunenta C.

a — IIpM TMOCTYIUIEHUM B KJIMHUKY B deBpasie 2013 r.; 6 — 1nociie 2JeKTpuueckoil aeuOpuuIsiiim; B — TOc/ie MOBTOPHbBIX cpabaThbiBaHMIA
KapauoBsepTrepa-aedudpuuaTopa; CKOpocTb 3anucu 25 mm/c (a, 6) u 50 mm/c (B).

KAPLNOJIOrnNs N CEPAEYHO-COCYANCTASA XUPYPIvis, 6, 2014

99



KAMHWYECKWE HABAIOAEHMA

HUKaJIM 3MU30Abl YCUJICHUSI OABIIIKU, BBIPAXXEHHOW OOIIei
¢71a00CTH, KOTOPHIC TTPOBOLIMPOBAINCH MUHUMATBHON DU3H-
YeCKOI Harpy3koi (HecKOJIbKO IaroB). [1pu mombITKe Tiepe-
KJII0ueHUs KapauosepTepa B pexxum DDD orMmeueHo yxyiie-
HHUE CaMOYYBCTBUS Ha (DOHE HapacTaHUS MPaBOXKEIyTOUKO-
Boit ctumynsiuuu. [ToBropHasi PYA, a Takke KaparoBepcusi B
ciyyae peluarBa TpereTaHus TIPeICcCepanii TPeaCTaBIsTNCh
HelesnecoodpasHbiMU. C y4eToM OBICTPOro MporpeccupoBa-
HUS O00JIE3HU B TEUEHUE TMOCEIHETO IMOJIyroua, OTCYTCTBUS
MEePCIIEKTUB MEANKAMEHTO3HOTO M MHTEPBEHIIMOHHOTO JIeUe-
HUS mareHT 66Ut HarnpasieH B @HIL TpaHcmuiaHTOIOTUY 1
WCKYCCTBEHHBIX opraHoB uM. akaa. B.M. Illymakosa, rme
11.03.13 pemieHreM KOHCUJIMyMa PeKOMEHIOBaHA TOCIUTA-
JIM3alMs 10 TporpaMMe IMOTEHIIMATbHOTO pelUIMeHTa Ha
TpPaHCIUTAHTAILIUIO Ceplia. AHECTe3MOJIOrOM He PeKOMEHIO0-
BaHO MCITOJIb30BaTh MHTAISLIMOHHBIC TaJOreHOCOAepKallre
AHECTeTUKU U ACTIONSIPU3YIOLIUEe MUOPETaKCAHTHI.

Ha Bpemsa oxumaHusl IMallMeHT BEpPHYJICS IOMOM, TOe
BIIEPBbIE OTMETHUJI MIOTEPIO CO3HAHMSI, KYITMPOBAHHYIO pa3psi-
oM KapauoBepTepa. Jloza ammogapoHa Oblia yBeJIMYEHa 10
600 mr/cyr. B Oauxaiiiide CyTKA paspsiibl MOBTOPWIKCE.
BonpHoi1 ipuseTenn B MockBy, 18.03.13 ObIT KOHCYIBTUPOBAH
B OTK: moaTBepXIeHO TOBTOPHOE cpabaThIBaHUE Kapauo-
BepTepa IO TMOBOAY XEIYIOYKOBOW TaxMKapAuu, OTMEUYeHa
yacTasi aKcTpacucToaus (cm. puc. 2, B). Ha crenyromnmii neHb
CaMOCTOSITEJIbHO oOpaTwics B mpuemMHoe otneiaeHue @HILI
TPAHCIUIAHTOJIOTUHU, TJ€ Pa3BUIach MOTEPs CO3HAHMS C IO-
BTOPHBIMU pa3psiiaMu KapauoBepTepa. DKCTPEeHHO rocnuTa-
JIM3UPOBAH B OTAE/ICHUE peaHUMAllMU, TAe eMy Oblia BbITIOJ-
HeHa ITOCTaHOBKa TepudepruIecKoil BeHO-apTepUaTbHOU CH-
CTeMBl BCITOMOTATEJIbHOTO KPOBOOOPAIIEHUST SKCTPAKOPIIO-
panbHOIT MeMOpaHHoi okcureHanu (DKMO) ¢ coxpaHeHu-
eM repdy3un HukHeil KoHeuyHoctu (DB mpu mocryruieHnu
cocraBuiia 22%). LleHTpaibHas remoarHamMuka Ha hoHe DK-
MO (20.03.13): aprepuanbHoe gasiaeHue 75 mm pr.ct., HCC
114 yn/MuH, cepnevnsblii uuaekce 0,8 1/MuH/M?, naBlieHHE 3a-
KJIMHMBAHMS JIESTOYHBIX KaMUJUISIPOB 15 MM PT.CT.

BxumroueH B et oxkumanus; 21.03.13 BBITTOIHEHA OPTO-
Tonuyeckasl TpaHCIUIaHTaUus cepauna (wieH-kopp. PAMH,
npod. J1.B. [llymakoB), B KauecTBe MHAYKIIMOHHON UMMYHO-
CyMpeCcCcHU UCTIONb30BaH CUMYJIEKT (6a3uankcrumad); 22.03.13
yaajeHa cUCTeMa BCIIOMOTaTeIbHOTO KpoBooOpaiieHus. Ha-
yaTa Teparnus mporpadoM (TaKpoJUMYCOM) 5 MI/CYT ¢ KOH-
LeHTpalueit B kpoBu 18,0—12,7 Hr/MJ1, METUIIPEAHU30JI0-
HOM 4 Mr/cyT 1 MalichopTUKOM (MUKOGhEHOJOBOI KUCIOTOI)
720 mr/cyT. [1pr TOBTOPHBIX OMOTICUSIX MUOKap/Ia MPU3HAKOB
peakuuu oTTopxkeHus HeT. [TocneonepalimoHHbIi epuon oc-
JIOXKHUJICS TTOSIBJIEGHUMEM FreMOpPparuyeckoit JKuaKoCTy B MO0~
CTU TiepuKapaa (TpoBOAUIACH MyHKIIMS); YCYTYOJICHUS MPU-
3HAKOB MUOIIATUM HE OTMedYeHo. BrImmcaH momoit uepes
26 cyT TIocie OTIepaliii.

ITpu xoHTpoNbHOM 06caenoBannu B MTK yepes 1,5 mec
MPU3HAKOB AUCHYHKIIMU TPAHCIIJIAaHTUPOBAHHOTO Cepilla, a
TakKe TeYeHU U IMoYeK He BhIsiBJieHO: Ha DKI' — mosHast 6J10-
Kana npaBoit Hoxku myuka ['uca, YCC nquem 88—120 yu/Mun
(cpennsa 98 yn/mun), KIAP neBoro xenynouka 4,4 cm, ®B
68%, TONILIMHA MEXKETydIOYKOBOM IEPEeropoaky M 3amaHeit
CTEHKH JIEBOTO XeTynouka 1,0 cM, TipaBbIii xkeryaouek 2,1 cM,
TOJIIIIMHA CTEHKY 5 MM. B CBSI31 C BBISIBJIEHHBIM B KDOBH T€HO-
MOM IIMUTOMEeTaJoBUpYyca MpoBeleHa Teparnusl BaJlblraHIMKIO-
BupoM 900 mMr/cyT ¢ noctkeHueM otpunateabHoii [TLP. Ha
sHBapb 2014 T. coCTOsSTHME TallMeHTa CTaOWIbHOE.
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IIpu MopdosornyeckoM UCCIeI0BaHUN IKCIIAaHTUPO-
BaHHOTI'O Cep/ILia PACXOXKIEHMS JUArHO30B HE OTMEUEHO: Macca
cepaua 470 r, Muokapa ApsiONIbIiA, OMHOPOMHBIN, PO30BO-KO-
PUYHEBOTO IIBeTa. B JIeBOM KeymouKke M MEXKeTyIOuYKOBOI
Meperopoake BbIPaKeHHbIN au(h@y3HO-0YaroBblii Kapauo-
CKJIEPO3, B OdYarax CKJIepo3a U 1o repudepuun — arpodus
KapIMOMUOIIMTOB (CM. puc. 3, Ha IB. BKJIeiike). [TotuMopduzm
KapIMOMUOLIUTOB: HapsiAy ¢ TeHIeHUuel K aTpoduu (yyact-
KM MUCTOHYEHMSI TI0 JUIMHE 10 7—8 MKM), BCTPEYaIOTCsI HOP-
MOTpPO(HbBIE ¥ TUIIEPTPOPUPOBAHHBIE KJIETKHU; UX COOTHOLIE-
HHUe HepaBHOMepHoe. BcTpeualoTcsi MUOLMTHI ¢ paciianaro-
IIMMKCS, YPOIJIUBBIMU SIAPAMU U TIEPUHYKIICAPHBIM OTEKOM,
y4acTKu anomnrosa. IlepuaprepuaibHoe pa3pacTaHue KOJa-
TreHOBBIX BOJIOKOH. OTeK MHTEpCTULMS. B mpaBoM XKeymouke
yMepeHHas OUCTpodUsl KapIUOMUOLIMTOB, JIeTKas CTEIEeHb
nuddysHoro ckieposa. JaHHasi KapTHa (0OCOOEHHO pa3iiu-
4y B pa3Mepax KapaAuOMUOLIMTOB ¢ UX aTpodueit) BecbMa TH-
muuHa it MO/ [6].

OO0cyxaenune

IIpencraBieHHoe HaOOAEHWE, TIOMUMO PEIKOCTU ca-
MO MaTOJIOTMU, UMEET LIeJIbIN psii OCOOEHHOCTE!, 3aCITyKM-
BalOLIMX OOCYXIEHMS B IIEPBYIO OUepelb C KIMHUYECKOM TOU-
ku 3peHus. C cungpomom JJKMII okasanoch 3 mauueHTa ¢
TeHETUICCKUMU MHOMATUSIMU: Bce OHU ObLIM Ha 10—20 et
MOJIOXKE OIMCAHHOTO OOJIBHOTO U MOTUOJIN OT TEPMUHAJILHOM
CeplIeYHOI HEMOCTATOYHOCTU. BMecTe ¢ TeM TpaHCIIaHTalMst
MpPU OLIEHKE TSKECTH 3a00J1eBaHMSI MPAKTUIECKM PaBHO3HAY-
Ha CMEPTH — TaKUM 00pa3oM, Bce OOJbHBIE ¢ MUOIATUSIMU
0Ka3aJIMCh B psily HanboJIee TSKEeIbIX.

T'eHeTnueckuit nuarHo3 (MyTalus B TeHe IECMUHA) paHee
ObUI MOCTaBJIEH JIMIb 1 U3 3 MalMeHTOB Ha OCHOBAHUU ayTO-
TICUU; Y HETO e TTOATBEPKACHO HAJIMIME OCTPOrO MUOKApIH-
ta [1]. TlpucoenuHeHue mMuokapauTa siBisieTcs (HaKTOpoM,
PE3KO YXYAIIAIOIIMM IMPOTHO3 MTPU FeHETUYECKUX KapaAMOMHUO-
naTusiX, B CBSI3U C YeM €r0 CBOEBpEMEHHAasl TMarHOCTUKA WC-
KJTIOUMTETLHO BaxkHA. B TIpecTaBiIeHHOM ciiydae y Hac He Obl-
JIO OCHOBAHU [UIsSI TAKOTO TUATrHO3a, B TOM YHCJIE B TIEPUOL
JIEKOMIIEHCALIMU, YTO Y MOATBEPANIIO UCCIeTOBAHME SKCIIIaH-
TUPOBAHHOTO ceplia (MPU3HAKOB BOCIAJIEHUS HE BBISIBIICHO).

OlieHKa YpOBHST aHTUKAPIMAJIBHBIX aHTUTEJI, OMHOTO U3
OCHOBHBIX MapKepoB MMMYHHOIO MUOKApINUTa, TP TeHETH-
YECKUX MMOMATUSIX JOJKHA MPOBOIUTHCSI C OCTOPOKHOCTHIO:
B YaCTHOCTH, M30JUPOBAHHOE MOBBIIICHUE aHTUTEN K aHTH-
reHaM KapAMOMMOIIMTOB MOXKET OTpakaTb BTOPUYHYIO MM-
MYHHYIO peakilio Ha TeHeTUIeCKN OOYCIIOBJIEHHYIO TUOETh
KJIeTOK. B To ke BpeMsi 3TOT MeXaHU3M MOXET MPUoOpeTaTh
CaMOCTOSITEJIbHOE 3HaUEHHUE B TTPOrPeCCUPOBAHUU TUCHYHK-
MY MAOKapaa 1 TpeboBath iedyeHus. Tak, mpu 5-JIeTHeM Ha-
omomernu 311 3MOPOBBIX POJICTBEHHUKOB TAIIMEHTOB C Tep-
BuyHoi JIKMII orMeueHo Oosiee yacToe pa3BUTHE KapTUHbBI
JKMIT y Tex U3 HUX, y KOIO UCXOIHO ONpPEAe/IsUIMCh B KPOBU
aHTuKapauanbHeie antutena (OP 2,26; 95% W 1,0—5,1;
p=0,03) [8]. IMokazaHO TakxXKe, YTO TMPU ayTOCOMHO-TOMM-
HaHTHOI (popme MBI TUTp aHTUTE K TPOIOHMHY | Bo3pac-
TaeT Mo Mepe HaOJIOAEHMS U MOXET paccMaTpUBaThCsl KakK
paHHMII Mapkep mopaxeHust cepaua [16]. B Hamem ciayuae
TATPHI aHTUKAPIUAJBHBIX aHTUTENI OCTaBaJUCh JOCTATOUYHO
Huskumu (1:80—1:160 mpu Hopme 1:40, B otcyTcTBe AHD).

IIpyuunHBl OBICTPOI JEKOMIEHCALMU Yy OIKMCAHHOIO
OOJIEHOTO OCTAJINCh HE BIOJIHE SICHBL. B MUKpompemnaparax
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cepliia, 0OCOOEHHO JIEBOTO XKEIylIo4yKa, OTMEUYEH JOCTaTOYHO
BBIpaXXEHHBIN (HEe TOJIbKO TU(MdY3HBII, HO M 0OYarOBbIiA) (K-
Opo3 B coueTaHUU ¢ arpodueil KapaAMOMUOIIUTOB, YTO CaMO
1o cebe MOXXHO CUUTATh pealbHON OCHOBOM 1EKOMITEHCALIUY;
OIHAKO TIPOBOIUTH TMpSIMble KIMHUKO-MOP(OJornyeckKue
KOPPEJSILINU U CYIUTh O TOM, TTOUEMY «BPEeMSI IIPUIILIO» UMEH-
HO ceifuac, oueHb cJIoXHO. HakoHell, Mbl HE MOXEM UCKJIIO-
YUTb OTPHULIATEIbHOE BIMSIHUE Ha CJIOXUBIIMECS KOMITEHCA-
TOPHBIC MEXaHU3MBI TTPOBEICHHOTO MHTEPBEHIIMOHHOTO BMeE-
marenbeTBa (Kak PYA, Tak 1 UMIUIaHTaUMU KapauoBepTepa-
nedubpusaTopa).

CoobuieHust 00 ycremHbIx npoueaypax PYA y 601bHbIX
C TEHETUYECKUMU MUOTATUSIMU €IUHUYHBI, B OCHOBHOM OHU
KacaloTcs HaIKeTYIOYKOBBIX HAPYIICHU pUTMa ITPYU MUOIH-
crpoum liomeHa U MUOTOHUYECKOW auctpoduu [5, 11].
ITpu MBI ¢ IKMII onucana PYA-nectpykiust AB-y3na ¢
UMIUTaHTAllMe CTUMYJIATOpA, OJHAKO B JaJIbHEHIIIEM Tallk-
eHT noru6 ot aput™Mun [9]. Ha onpeneneHHbIx aTanax 6oes-
HU PYA MOXeT chIrpaTh MOJOXUTEIbHYIO POJIb, OJHAKO MPHU
TSKEJI0M KapIMOMMONATUH C TIPOTPECCUPYIOLINM MOPaKEHM -
€M MBIIIIIBI Cep/Ilia U HEYKJIOHHBIM TaIeHUEM €€ COKPaTUMO-
CTHU yCTpaHEHME apuTMUH ¢ ToMolbio PYA yke He oka3bIBaeT
panmuKaJIbHOTO BIVSTHUS Ha TeUeHHUe 3a00JIeBaHUsI.

B oTHoOlIeHUN UMILTAHTUPYEMbIX YCTPOWCTB CUTyalUsl
cioxHee. CTUMYJISITOPBI M UMILIAHTUPYEMbIE KapauoBepTe-
PHI-IeUOPUILISTOPHI ABISIOTC 3(P(OEKTUBHBIMU CPEICTBA-
MU MTPOMWIAKTUKY BHE3AMHOW CMEPTU Y OOJIbHBIX ¢ MBI,
OJIHAKO MOTYT MPUBOAUTH K HAPACTAHUIO MEXKETYyTOUKOBOI
NHUCCUHXPOHUM U TPUKYCIUAATBbHOM HemocTaTouyHOCTH. CIry-
YyaeB MPOBEACHUS PECUHXPOHU3UPYIOIICH Teparmuu y TalneH-
TOB C JAHHBIM BUJIOM MUOTIaTUU HE OITMCAHO, TIPU IPYTUX d(h-
(bexT ObUT MOJYyYeH y eAMHUYHBIX O00abHBIX [19]. Ham co6-
ctBeHHbI onbiT CRT-D-Tepanuu y maupeHTa ¢ HEyTOUHEH-
HOIl MMOIIaTHeil oKasajicsd HeymauHbIM, HECMOTpSI Ha abco-
JIIOTHBIE TMOKa3aHWsI K Hel (peluIuBHUpYIoNIas yCTONIUBAasT
JKEJTyIOYKOBasl Taxukapausi Ha ¢oHe CUHYCOBOI Opaaukap-
nmn, AB-G10KaIbl 1 MEXKETyI0UYKOBOM nuccuHxponnu ¢ @B
25—30%).

B cymectBylonmmx pekoMeHmAIUsAX IO WMIDIAaHTAIIUU
KapIMOBEpPTEPOB HACJEACTBEHHbIE MUOIATUM MOKa HE pac-
CMaTpUBAIOTCS, B OTJIMYME OT MHOTUX KaHajonatuii [3], xors
OHA IIPU3HAETCS BOBMOXHOM «y MALIMEHTOB C CEMEWHOM (Ha-
CJE[CTBEHHOM) KapaAWOMUOIIaTUel, acCOUUUPOBAHHON C
BHe3arnHoi cmepthio» (IIb, C). OmHako crneuuajucThbl I0
MPOTPECCUPYIOLINM MHUOIATUSIM C BOBJICUEHUEM CEp/lla Ha-
3BIBAIOT 3TOT BUJI JICUCHUST OMHUM M3 OCHOBHEIX [ 14]. BeposT-
HO, B OJTvDKaiilliee BpeMsl YIacTCsl BBIIEIUTD, KaK U TIPU IpY-
IMX TEHETUYECKUX 3a00JIeBaHHUSIX, 0CO00 3HAaYMMBble (HDAKTOPbI
pYcKa BHE3aITHOI CMEePTH, KOTOPBIE OYIYT ONpenesiTh TAKTH -
Ky, TTOMIMO COOCTBEHHO IMarHo3a. BeposiTHO, yXe mosiBie-
Hue cuHapoma JAKMII ¢ teHmeHumeir kK cHkenuio OB
TIOJIKHO paccMaTpUBaThCsl KaK TaKoi (pakTop pucka.

B ciyyae ¢ HaumMm 00JbHBIM, HECMOTpPSI Ha OTCYTCTBUE Y
HEero Ha TOT MOMEHT TeHEeTUYECKOTO OMarHo3a M OOIIenpu-
3HAHHBIX TTOKA3aHUI K UMITTAHTALIMY KapauoBepTepa-nedu-
OpWILISATOPA, MbI UCXOAWJIM U3 HECOMHEHHOTO MPOIrPeccupo-
BaHUs TTOPaXEHUS ceplia 3a MOCIeAHNEe TOIbl: MOXHO ObLIO
OXUIaTh JanbHeliero cHkeHnss B, uro oyeHb cKopo u
npowusoliio. KpoMe Toro, Haly HaOI0A€HUsT MOKa3bIBAIOT,
yTo caM (DaKT HaJIW4usl TeHeTUMYECKON (He M30JMPOBAHHOM
BocHayMTeIbHOM) ocHOBBI cuHapoma JIKMII okasbiBaeTcs
OoJiee 3HAUMMBIM I cpabaThiBaHUs KapauoBepTepa, yeM
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Huskag @B [2]. Cinyyau ompaBIaHHOM MPEBEHTUBHOU MM-
TUTAHTAIIMM KapauoBepTepa OINMUCAaHBI y TMalueHToB ¢ MOJ]
Mostoxe 15 jier 6e3 akTopoB prCKa BHE3aIHoi cMept [16].
B TO ke BpeMsT 1 HaJImuKe KapauoBepTepa He BCera criacaeT
MX OT BHE3aITHOM CMEPTH, B TOM UMCJIE BCJIEACTBUE TMIIEpKar-
HUYECKOU NBIXaTeJIbHON HEIOCTAaTOYHOCTH TMPU TOPaKeHUHU
JIbIXaTeJbHbIX MBI [22]. ¥ Hallero nayMeHTa HayaBLIUiics,
HECMOTpsI Ha Tepaluio aMHOMAPOHOM, «3JIEKTPHUYECKHIA
LITOPM» TIPUBEJ K CEpUHU TMTOBTOPHBIX CpabaThIBAHUIT Kapauo-
BepTepa, M TpaHCIUIAHTAlMSI OKa3ajach €IMHCTBEHHO BO3-
MOXHBIM Y CBOEBPEMEHHBIM BBIXOIOM.

BesyciioBHO, XapakTep OCHOBHOTO 3a00JieBaHUsI OCIIOX-
HSJT pelieHre BOIpoca O TpaHCIIJIaHTallMK Cep/lia; y MaluueH-
TOB C TEHETUYECKUMH MUOTIATUSIMUA OTTMCAHBI TPYIHOCTH aHe-
CTE3UOJIOTUIECKOTO TIOCOOMSI B CBSI3U C MOPAKEHUEM JTbIXa-
TEJIBbHBIX MBILIIL (JUTUTEIbHBIN TIEpUO MHTYOAIIMH U TIP. ), BO-
BJIeYCHUEM 3aJHUX LIEWHBIX MBIIIL, TOBBIIIEHHBIM PUCK
acnupanuu (racTpajbHBIN pedIriokce), pabaoMruoIn3a, 3I0Ka-
YECTBEHHOI rureprepMun (HapyiieHue meradonnsma Ca? B
CKEJIETHBIX MBILILAX C PAa3BUTUEM OCTPBIX KOHTPAKTYp IO
NEMCTBUEM aHECTETUKOB), YCYrydjaeHue mnepudeprudecKoit
MUOTIATUU TTOJ ACHCTBUEM CTEPOMIOB BCJCICTBUE CTUMYJISI-
uuu karabonmueckoro mytu AKT1/FOXO1, cHuxeHus cuH-
Te3a OeJIKOB, TMITOKaIueMuu. B To ke BpeMs B M0JIb3y 00JIb-
HOTo OBLIM €r0 MOJOIOCTb, OTCYTCTBUE HEOOPATMMBIX BHE-
KapIMaJbHBIX U3MEHEHWI M OYEBUIHOTO TTOPaKEHUS JIbIXa-
TEJTBHOM MYCKYJIATypHI.

Hcrnonb3zoBaHue TOTaTbHOI BHYTPUBEHHOU aHECTE3UU U
MUWHMMAaJIBHOM T03bI METUJITIPEIHU30I0HA TTO3BOJIUIO M30e-
JKaTh HanboJiee Cephbe3HBIX OCIOXHEHU. BausH1e KOpTUKO-
CTepOMIOB Ha TeUeHWe MUOTIATUI TTPOTUBOPEUUBO: TIO Kpaii-
Hell Mepe Mpu OgHOM U3 HUX (Muoauctpoduu JdomeHa) q1o-
KazaHo TOJIOXUTEJbHOE BIMSHUE TpernapaToB HE TOJIbKO Ha
neprudepnIecKre MBIIIIILI, HO ¥ Ha KapAMOMHUOMATHUIO: TIpU
NBYXJICTHEM HaOT0eHUM 3a 63 TaleHTaMu, TOTy4aBIInMU
cTepoubl (B CpaBHEHUM ¢ 23 He MOJyYaBLIMMU), OTMEYEHO
CHIDKeHMe cMepTHOCTH Ha 76% (OP 0,24;95% 1N 0,07—0,91;
p=0,0351) 3a cueT CMEPTHOCTH OT CepACUYHOI HETOCTATOUYHO-
ctu (0% nipotus 22%, p=0,0010) 1 HOBBIX CIy4aeB Kapauo-
muornatuu Ha 65% (OP 0,38; 95% AU 0,16—0,90; p=0,0270,
[20]). Crepounbl peKOMEHIOBaHbI IJis JIEYSHUST MUOIUCTPO-
¢un dromeHa, nx apdeKT 0ObSICHIIOT CTaOMIN3aIUeit MeM-
OpaH.

B nureparype [6] ZOCTYIHBI OYeHb HEMHOTOYMCICHHbBIE
OIMMCAHUS YCTIEITHON TpaHCIJIAaHTALMU cepalla Y OOJbHBIX C
M3 (okojo 16 B 6a3e manHbix Medline), mepBoe U3 HUX IO-
saBwIoch B 1987 r. OTeuyecTBEHHBIX OMTUCAHUIA, TO-BUIUMOMY,
HeT. 1o maHHBIM KpPYIHBIX LIEHTPOB MO TpaHCIUIAHTALUU
cepla, PeUUIIMEHThl ¢ MUONATUSIMU COCTaBUIM OT 1% (u3
582, bepiun, [17]) mo 2% (u3 311, Manpun, [18]), ux cpentmii
Bo3pact — 25 u 39 net. [IporpeccupoBaHusI MUOTIATUU HE OT-
MEUEHO, YMCJIO OCJIOXHEHUI HE OTIMYaJIOCh OT OCTalbHBIX,
OIHAKO OJIMH U3 OOJIbHBIX YMep BHE3aIHO yepe3 27 Mec Iociie
onepauuu [17].

HaxoHer, HeoOXoauMo cKa3aThb O CXeMe MMMYHOCY-
npeccuu, MPUMEHEHHON y Hallero namueHTa. basuiaukcu-
Mab (MOHOKJIOHAJIbHbIE aHTUTEJA K PeLenTopy MHTepJIeii-
kunHa-2 CD25) mokasai BEICOKYIO 3(D(HEeKTUBHOCTH B TPOh M-
JIAKTUKE OCTPOTO OTTOPXKEHUsI TPAHCIUIAHTAHTA, B TOM YHC-
se cepaua [10]. Takpoaumyc, aabTepHaTUBA LIMKIOCIIOPUHY,
KOHKYPEHTHO MHTUMOMpYeT KaJbLIMHEBPUH, obOecIevynBasi
Ca-3aBucuMoe OJIOKMpOBaHUE IyTeil Tepemadyn T-KieTod-
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HBIX CUTHaJIOB. MUKOMheHO0JIaT MHTUOUPYET CUHTE3 TYyaHO3M-
HOBBIX HYKJICOTHIOB, IIOABIISSI KII0YE€BOI (DepMEHT CUHTE-
3a IypUHOB, U JOIOJHSET IeCTBYE MHTUOUTOPOB KaJbLI-
HeBpMHA, BO3IAeCTBYIONMX Ha T-TUMMbOIUTH B (ha3e TOKOsI
KJIETOYHOTO 1MKJIa. B ogHOi M3 mocieaHux paboT OlLeHEeH
10-71eTHUIA OIBIT MIPUMEHEHMS 3TOM CXEeMbI B CPaBHEHMU C
LIMKJIOCTIOPMHOM: TIPY OJMHAKOBO BBICOKOI BEIKMBACMOCTH
(66,7 1 80,0%) Takposmmyc obecredrBal MEHBIIYIO YaCTOTY
OCTPOTrO OTTOPKEHUSI M BaCKyJOIATUU IePeCcakeHHOTO
cepaua [12].

TakuM 00Opa3om, TIpeACTaBIeHO OIMUCaHWe OOJBLHOTO C
pPENKUM, TeHETUYECKU BepU(MUIIMPOBAHHBIM BApUAHTOM Iep-
BuyHoii JIKMII B pamkax MBI, mposiBieHUs KOTOPOIi Mpo-
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