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CoBpeMeHHbIe Cmpame2uu JuazHocmuKL
I NEYeHU AKpOME2anuL

Akpomeranus — HeMpPO3HAOKPUHHOE 3060NeBaHME, BbIBBUHHOE XPOHUUYECKOW U36bITOYHO ceKpeLeil COMaTOTPONHOro ropMoOHaA
(CTT) y nuu ¢ 3aKOHYEHHBIM PU3UOSTOrMHYECKMM POCTOM M XAPAKTEPU3YIOLLEECs NMATONIOrMYECKMM AUCTIPONOPLMOHASIbHBIM
NeproCTAIbHLIM POCTOM KOCTEH, XPALLEN, MATKUX TKAOHEHW, BHYTPEHHUX OPraHOB, a TAKXKe HapyLweHneM GyHKLUOHASIbBHOTO
COCTOSIHUS CEPAEYHO-COCYAUCTOI U JIErO4HOM cucTeM, nepudepuyeckux sSHAOKPUHHbBIX Xenes u o6meHa Bewectse (U.U. Aepos, 2006).
B 1864 r. Andrea Verga BrnepBble onucasn UsSMeHEHUs BO BHELLIHOCTH, XAPAKTEPHbIE AN AKPOMEranuu, U BBeJ&l TEPMUH prosopectasia
(ot rpeu. prosopon — nuuo, ektasis — ysenuuenue). Pierre Marie B 1886 r. onucan cemeiiHbii cnyuai aKpoMeranum y AByX 6parbes
AuntyaHa v Barucra Xyro (W.W. de Herder, 2008). m >xe Bnepebie 6bin NPeasioXXeH TEPMUH «aKpomeranusi» (ot rpeuy. akron —
KOHEUYHOCTb, megas — 6onbLuoii). Yale Bcero akpomeranuen CTpagaioT NALUEHTbI B Bo3pacre 35-45 net, HO ONUCAHBI ClTyuan
pa3BuTUS 3a60neBaHUS Y 6ONbHBIX MNOXXUIIOro BO3pacta. AKpoMeranus BCTpeUuaeTcs OTHOCUTENbHO peako — 20-90 6onbHbIX Ha 1 MAH
HaceneHus, 3a6oneBaemocTb cocrasnseT 3-4 cnyyas B rog Ha 1 MAIH HaceneHus, COOTHOLLEHUE MY)KYMHbBI/>keHwuHb — 1:1

(R. Kauppinen-Makelin, 2005; A.L. Barkan, 1989; I.M. Holdaway, 1999). CnegyeT oTMeTUTb, YTO UCTUHHAS PACNPOCTPAHEHHOCTb
GKPOMETasiMM B YKPAUHCKOW NONYNSLUN HEU3BECTHA MO NPUYMHE OTCYTCTBUS HALMOHANbHOIO peecrpa.

AKpOMerajusi acCOLMUPYETCs C IPOrpeccu-
pylolleil MHBAJIMANU3ALMENH U COKpaIleHUEM
MPONOJIKUTEILHOCTY KU3HU. B paHHux pabdo-
Tax, IMOCBSILIEHHBIX M3YYEHUIO CMEPTHOCTHU
cpelu MAlKMEHTOB C aKpoOMerajauei, Obuio mo-
Ka3aHo ee 3HaYMTeIbHOE MoBbIeHue (B 10 pa3)
MO0 CpaBHEHWIO C OOIIel momyasiueit
(A.D. Wright, 1970; L. Alexander, 1980). Otu
WCCJIEIOBAHUS TOCTYKUIU TOTYKOM 15 TIOUC-
Ka HOBBIX ONTUMAJIbHBIX CTPATETUil JIEUSHUS
AKpOMErajiuM, HalpaBICHHBIX HA CHUXEHUE
TMOBBILIEHHOTO PUCKAa CMEPTHOCTH, TTOCKOJIbKY
10JIOBMHA OOJIbHBIX, HE TTOJTYYalOLIMX JeUeHMS,
ymupaeTt B Bo3pacrte 10 50 jet. Kpome Toro, He-
a/IeKBaTHBI KOHTPOJIb 3200J€BaHUS YBEJIUYM-
BaeT CMEPTHOCTb OOJIbHBIX aKpOMeTasuei B 2-3
paza (S.M. Orme, 1998; A.D. Wright, 1970).
PetpocrieKTMBHbBIE KOTOPTHBIE MCCICIOBAHUS
M0Ka3ajii 3aBUCUMOCTb CMEPTHOCTH OOJIbHBIX
akpomeraueit ot Bbicokoro ypoBHst CTT v uH-
CYJIMHOMOMO0OHOTO  POCTOBOTO  (hakTopa-1
(UP®D-1), B cBOIO 0Yepeb, CHIKEHUE YPOBHS
CTT mpuBOIMIO K YMEHBIIEHNIO CMEPTHOCTU
(C. Rajasoorya, 1994; S.M. Orme, 1998; B. Swe-
aringen, 1998). B xauecTBe WiUTIOCTpALIK 3TOTO
TTOJIOKEHMSI TTPUBOIMM DPE3YJIBTAThl KPYITHOTO
uccienoBanusi, npoxoausiiero B Hosoit 3e-
nanamu ¢ 1964 no 2000 rox (I.M. Holdaway,
2004). B uccnenoBanue Bxmouran 208 marm-
€HTOB C akpomerajueil (mepuoja HabmoAeHN s
COCTaBWJI B cpemHeM 13 JieT), MmoTyJaBIIuX Xu-
pypruyeckoe JieueHUe W JIyYeBYHO Teparuio.
B teuenue mepuona mcciaenoBaHus ymepiao 72
GoJbHBIX (cpeqHuit Bo3pact 61 rox). OTHOILIE-
HuYe HaOI0IaeMOit CMEPTHOCTH K TIPOTHO3MPY-
eMOii CHUXAIOCh C 2,6 y OOJBHBIX C YPOBHEM
CTI 5 ur/ma mo 2,5; 1,6 u 1,1 y GoJbHBIX
¢ ypoBHem CTT <5, <2, <1 Hr/mi cooTBerc-
tBeHHO. [Ipu 3amene B pacyetax yposHs CTI Ha
KoHLeHTpauio MP®-1 BbDKMBaeMOCTh OKa3bl-
BajlaCh HE3aBMCHUMO CBSI3AHHOM C TOCIEIHUM.
Uccnenosarenu caenany BbIBOJ, YTO CHUXEHUE
ypoBHs CTI <1 Hr/ma uiam HopMaau3alus
KoHueHTpauuu MP®-1 cHumXaer cMepTHOCTD
NpY aKpoOMerajuy 10 MPOTHO3UPYEMOTO YPOB-
Hsi. Jlpyrumu aktopamu, ¢ KOTOPIMU acco-
LUUPYETCSI COKPALIEHUE MPOIOKUTEIBHOCTH
KM3HU OOJIbHBIX C aKpOMETaJIueid, SIBIISIOTCS:
JUTMTEJIbHOCTh JIOHO30JIOTUYECKOrO TMeproja
3a00JIeBaHUs, O0I11asT €ro TIPOIOIKUTEILHOCTD,
BO3pACT MallMeHTa Ha MOMEHT JAMArHOCTUKM,
Haauuue ocioxHeHuwit (A.D. Wright, 1970).
B GonbmMHCTBE ciayyaeB NMPUYMHOM CMEPTH
OOJIbHBIX aKpOMerajueil sIBISoTCs 3aboseBa-
HUS CEPIeYHO-COCYIUCTON W IIbIXaTeJbHOM
CUCTEeM, 3JI0KaueCTBEHHbIE HOBOOOPA30BAHMUS
(D.M. Cook, 2004; B.A. Bengtsson, 1988;
L. Alexander, 1980).

Nlua2nocmuka

Kax mpaBmiio, TMarHOCTUKa aKpOMeTalIN He
BBI3bIBAET OCOOBIX TPYAHOCTEH, Koraa chopMu-
POBaHbBI TUIIMYHBIE TIPOSIBIIEHUST TAHHOI TaTO-
JIOTMH, TTOCKOJIBKY AWArHo3 BUJICH HAJINWLIO, OO-
HAKo, K COXAJEHHUI0, 3TO MPOUCXOMUT YKe Ha
Oonee mo3aHelt cranuu 6oe3nu. Hemapom roso-
PSIT, 4TO OOJTbHBIE aKpOMeTaIneit GoIbIie OX0-
KW IPYT Ha JIpyra, 4YeM Ha CBOUX POACTBEHHU-
KoB. TeMm He MeHee 1151 Bepr(UKAIIMU T1arHo3a
1 BbIOOpA ONITUMAJILHOTO METO/1a JICYEHU ST He00-
XOIMMO BBITIONHUTD PSIZT JTaBOPATOPHO-MHCTPY-
MEHTaJTbHBIX MccrnenoBanuii. C yuyeToM peko-
MeHIauii MexXIyHapoITHOro KOHCEHcyca ua-
THO3 aKpOMETATMH TIOATBEP3KIACTCS, €CIN UMe-
I0TCSl KJIIMHUYECKME CHUMIITOMBI, MaTOrHOMO-
HUYHBIE JUIST aKPOMETaInK; 0a3abHbIN YPOBEHD
CTT mnpesbimraer 0,4 Hr/mia; ypoBenb CTT

48

Ha (hoHe OpabHOTO TeCTa Ha TOJEPAHTHOCTh
K [JI0K0o3¢ >1  Hr/MJI; TOBBILIEH YPOBEHb
HP®-1 1o OTHOIIEHUIO K TaHHOMY 10Ty ¥ BO3-
pacty (A. Giustina et al., 2000).

OcHoBHbIE NPUHUUNBI NeYeHus

B neyeHun akpomeranuu NMpUMEHSIIOT XU-
PYPTUYECKHUiA, METUKAMEHTO3HbIN METO/IbI Jie-
yeHUs U JydeByto Tepamuio (JIT). Beroop Toro
WJIM MHOTO METOJIA JICUSHUS OTNPEACTISIIOT Clie-
ayroliye (HakTopbl: HaIUMuue XMa3MalbHOTO
CHMHApPOMA, pa3Mep M XapakTep pocTa aaeHo-
MBI, CTENIeHb €€ TOPMOHAJILHON aKTUBHOCTH,
BO3pacT OOJIBHOTO, COMYTCTBYIOIAST TMATOJIO-
rusi, TMOXEJTaHWsl TMalKMeHTa, a TakXe BO3-
MOXHBIE OXMIaeMble OCIOXHEHMS KaxKIOTO
MeToza JiedeHus. Eciiu paHee 1esbio JieueHust
aKpoMerajquu ObLIM JIMKBUAALMS MCTOYHUKA
n36bpitounoii cekpeunu CTI/UP®-1 u ycrpa-
HEHUE CUMITOMOB 3a00JIeBaHMsI, TO B HACTOS-
1iee BpeMsl aKIIEeHTbl CMECTUJIMCh B CTOPOHY
CHUXEHUS BBICOKOTO YPOBHSI CMEPTHOCTH.

MHorue KJIMHULUCTBI CYUTAIOT, YTO XUPYP-
TUYecKoe JedeHrue — Harbosiee SIKOHOMUYECKU
OTIPaBIAHHBII METOJI, KOTOPBIA MO3BOJISIET T10-
JIYIUTh OBICTPBIA  KIMHUYECKUM dddexT
y OoipmmHCTBA mamueHToB (Z.M. Bush,
M.L. Vance, 2008; J.A. Gondim et al., 2008).
TexHOJIOrMYECKUii MPOTrpecc B MHCTPYMEHTAIb-
HOM oO0ecreuyeHUM (IHIOCKOMUYecKasi BU3ya-
JIM3alKsl, KOMITbIOTEPHbIE HaBUTALIMOHHBIE
CHCTEMbI) CO3/1aJ MPEATNOCHUIKY IS BHITTOIHE-
HUS PaguKalIbHBIX XUPYPrMYeCKUX BMella-
TEJILCTB U CHeNal UX MeHee onmacHbIMU. B ciry-
Yyae BO3MOXHOCTH TIPOBEJCHUSI PAJIUKATbHOTO
XUPYPrYEcKOro BMelIaTeSbcTBa HOpMalu3a-
uust ypoBHss CTI mpoucxoouT yxe B paHHEM
rocjeonepaioHHoM niepuone, a MP®-1 chu-
3KAeTCsl 0 HOPMAJTbHBIX 3HAUSHU I uepe3 MEeCHII.
Hannuwne y 601pHOTO Xria3MasbHOTO CMHAPOMA
SIBJISIETCS] TIPSIMBIM TIOKA3aHKUEM K MTPOBEICHUIO
XUPYPIrUYECKOTo JieueHHs. Y MalMeHTOB C MUK-
poaneHOMOii rurodu3a Xupypruyeckoe jeueHue
addextuBHO B 89% ciyvaes. 1o qaHHBIM KITH-
HUMKU J. Wass, y OOJIbHBIX ¢ Cylpace/UIIpHbIMU
MakpoaneHoOMaMu 0e3 BOBJICUEHHUsT TepeKpecTa
3pUTEIbHBIX HEPBOB XMPYPrMYeCKOe JIeYeHUe
Ob110 3 heKTUBHBIM B 44% CiydaeB, Mpy Hali-
YUU XMa3MaJIbHOTO CUHApoMa — B 33% ciydaes,
MpY TapaceIIpHBIX aJeHOMax C WHBa3uei
B KIIMHOBUIHYIO Ma3yxy — B 40% ciydaes. Y 50%
MAlMEHTOB ¢ IMaMETPOM aJIcHOMBI Oosiee 2 CM 1
€e 9KCTPACeUIIPHBIM PACIpPOCTPAHEHUEM YpO-
BeHb CTI B mocneomnepallmnoHHOM TIEPUOIE OC-
TaeTcs BeICOKUM (S. Ahmed et al., 1999).

Ente B 80-¢ rombl OCHOBHBIM METOIOM JieUe-
HUs1 OOJIbHBIX aKpoMeTasuell Oblia peHTTeHO-
Tepanus runodusapHoil obsactu. B HacTos-
1iee BpeMs B CBSI3U C Pa3BUTUEM HEHpPOXUpPYp-
TMU U pa3pabOTKOM BEICOKOI((HEKTUBHBIX Ta-
TOTEHETUYECKUX MEIMKAMEHTO3HBIX CPEICTB
nokazanusi K JIT 3HAUUTENbHO Cy3UJIUCH.
Bosblioe 3HaueHMe MproOpeTaloT HOBbIE Me-
tonbl JIT, Takme Kak cTepeoTakcuyeckasl pa-
IUOTEpanusl Wi paguoxXupyprus (ramma-
HOX), KOTOpPBIE COYETAIOT TOUHOCTb BO3MIEHC-
TBUSI U 3(PGEKTUBHOCTD JIYUeBONH METOIMKH,
YTO MO3BOJISIET Cy3UTh pa3Mepbl 00Iy4yaeMoro
TOJIS1 ¥ YMEHBIIUTh TPOIOJIKUTEIBHOCTD JTyde-
Boro Bo3nerictBus (E. Shaw et al., 1993).

PazpaboTaHHbIe B IMOCTIeHEE ACCATUIETHE
BbICOKOCTIeLIMbUYHBIE Tpenaparbl, u30U-
paTebHO TOMAABJSIIONINE CEKPELUIo WU
nerictBue CTT, 3HAUMTEIHHO OOIETYMIN Kypa-
LU0 OOJIBHBIX akpoMerajaueil. BaxHbIM mpe-
MMYIIECTBOM MEAMKAMEHTO3HOU Tepanuu
M0 CPaBHEHMIO C XUPYPTUYECKUM JIeUCHUEM

ABJIACTCA BOBMOXKHOCTb COXPaHUTb Cl')yHKHI/IO—
HaJIbHYIO aKTUBHOCTb a)IEHOFI/IHO(I)I/Ba.

Mecmo ananozoB coMamocmamuna

B NEYeHuu akpomezanuu

B mae 2009 r. onybirkoBaHa HOBasl pegak-
umst KoHceHcyca 1o eueHnto akpomMeraanu, rie
TNPEJICTABJICH CTYIEHYAThI aIrOpUTM BEICHUSI
naiueHToB (S. Melmed et al., 2009). CornacHo
JAHHOMY KOHCEHCYCY MpPOM3BOJIHBIC aHaJIoTru
comaroctatuHa (aCC) paccMaTpuBaloTCs Kak
npernaparbl MepBOi JIMHUU (apMakoTepanuu
aAKpOMeTaNHU.

[Tokazanus x npumeHenuto aCC:

— TIepBUYHAs Teparvst 0OJbHBIX aKpoMmera-
JIME, OTKA3aBILIKUXCH OT HEUPOXUPYPIUYECKO-
O JIYSHUSI MJTM UMEIOIIMX TTPOTUBOITOKA3AHUSI
K HEMY;;

— TepBUYHAs Teparus MOXUIbIX U Oclab-
JIEHHBIX OOJIbHBIX;

— npu He3(PEKTUBHOCTH WU HETIEPEHOCH -
MOCTH arOHMCTOB JIOMIAMUHA;

— Teparusi B Moc/eornepallioHHOM MEpUoIe
B CJlyyae HEBO3MOXHOCTHU TPOBEACHUSI paju-
KaJIbHOTO XUPYPTUUECKOTO JICUCHUST;

— tepanusi 60abHBIX 1Toce JIT 1o moctike-
HUSI ee pe3yJIbTaTa;

— MpeaorepaloHHas MOAr0TOBKA GOJBLHOTO.

Oxtpeorun (CanmoctatuH) («HoBaptucs,
IBeiiapust) — mepsbiii aCC, cMHTE3MpOBaH-
Hblit B 1987 1. 1 o0nanaronmii CXOqHbBIMU C Ha-
tuBHBIM CC (hapMaKoIOrMIeCKUMI CBOMCTBA-
MU, HO 3HAUUTEIBbHO OOJbIIEH TPOIOIKUTENb-
HocThio meiictBus (no 8 4). [Ipemapar obmamaer
BbICOKMM adduaMUTeTOM K penienitopam CC BTo-
POTO MOATHIIA, HAaUOOJIee YACTO BCTPEUAIOIIEroCst
B COMAaTOTpONMHOMAX, yrHeraet cekperto CTT
B 45 pa3 cwibHee HatuBHOro CC. OkTpeoTun
BBOJISIT MOIKOXHO 3 pa3a B cyTku B 103ax ot 0,05
1o 0,5 mr. [lepBoHavanbHO MpenapaT BBOAAT 1O
0,05-0,1 mr ¢ unTepBanamu 8 wnu 12 4. B panb-
HEIIeM ero 03y KOPPEeKTUPYIOT Ha OCHOBAHUU
exxemecstaHoro MoHutopuHra yposHst CTT B cbI-
BOPOTKE KPOBHU, aHAJM3a KITMHUYECKUX CUMIITO-
MOB ¥ TIEPEHOCUMOCTH Tiperapara. ¥ G0IbIIMHC-
TBa OOJIbHBIX ONTMMAaJIbHAs CYTOYHAs 032 CO-
crapisger 0,2-0,3 Mr. B KpYIHBIX UCCIIeIOBAHMSX
110 olieHKe 3(hHeKTUBHOCTH Teparuy OKTPEOTH -
JIOM TTOKA3aHO, YTO MPUMEHEHHE Tpernapara B Te-
yeHrne 6 Mec 00ecreynmBaeT CHIKEHUE YPOBHS
CTT po 2,5 ur/mn y 22-45% maumentos (O. Sas-
sola et al., 1990; M.L. Vanca, A.G. Harris, 1991;
C.B. Newman et al., 1995). M3ydyeHnue moaro-
CpouHOil 3(D(PEKTUBHOCTU Tepary akpoMera-
JIMM OKTPEOTHIOM (IO 5 JIeT) TmoKa3ano, YTo ero
abdekT B rpymmne nepBUYHOi Teparmuu (n=26)
OKa3aJicsl CPABHUMBIM C TPYIIION BTOPUYHOM Te-
parmu (n=81), MaIMEHTHl KOTOPO paHee MOJy-
YUY XMPYPTUYECKOE JieYeHUe W/Win obTydeHre
(O. Sassola et al., 1990). OnHako Heyn0OCTBO TpeX-
KPATHBIX €XEeIHEBHBIX MHBEKIMI M, KaK CJIe/C-
TBUE, HU3Kasi IPUBEPXEHHOCTh MAllIEHTOB K Te-
parnuu crnocoOCTBOBaIM pa3paboTKe Aero-mperna-
pata — oktpeotuaa-aeno (Cannocratun LAR).

GCxema npumeneHuq U gokasamenwHad Gasa

afppexmusHocmu Cangocmamuna LAR
Cannocratud LAR — mmrenbHo neiicTBy10-
masi popMa OKTpPEeOoTHAa, B KOTOPOIl cBOOOI-
HBIii TIENTH/I MHKATICYJIMPOBAH B MOJMMEPHbIC
Mukpochepsl DL — nakTua-Ko-TIimKoMuaa,
MEIUIEHHO pa3pyllaloluecs Mocjie BHyTPUMbI-
[IEYHOTO BBEICHMS, YTO OOeCleYrBaeT He-
TPEePBIBHOE BbIIEIEHUE CYOCTAHIIMU HA MTPOTSI-
JKEHUU JUIUTEIbHOTO nepuona (28 mHeit). Jlna
addextuBHoro cHmkeHus ypoHst CTI
Canpocratut LAR cienyet BBOIUTD B 103ax He

3n0poBs” YKpainu

0.0. XuxHaK

meHee 10-30 mr exemecsuno (P.M. Stewart
et al., 1995; P. Grass et al., 1996). Ha ¢one ne-
yeHusa CanmocratuHoM LAR cHmxeHue ypoB-
Ha CTT menee 2,5 ME/Min HabmomaeTcst Ipu-
MepHo y 1/2-2/3 maumenTtoB. B camom Kpyt-
HOM Ha CETrOHSIIIHUI NeHb MCCIIEI0BAHUMN
(n=128) cHmxenue ypoHs CTI <5 Hr/mit ObI-
JI0 TIoJTy4eHo y 94%, a HopMau3aluist YpOBHst
HNPD-1 —y 66% maumeHTOB ¢ aKTUBHOI (hop-
MoOii akpomeranuu Ha ¢oHe Tepanuu CaHmo-
cratuHoM LAR B nozax 10-30 mr B TeueHue
12 mec (L. Lancranjan et al., 1999). K koHiry
uccenoBaHus y 66% naieHToB Habmoaatach
HopMmanu3zaiust ypoBHsi UP®-1. Takxke orme-
YaJoCch 3HAYUTESIbHOE YMEHbIIEHUE KOIUYec-
TBa MalMEHTOB, CTPAIAIOIIMX OT FOJIOBHBIX 60-
JIeil, TIOBBILLIEHHOW YTOMJISIEMOCTH, OOJIei
B cycraBax u mapecrtesuii. A. Colao 1 coaBT.
yka3sbiBaoT, 4ro ypoBeHb CTI <2,5 aHr/Mi co-
xpansgerca y 69,4% TalnMeHTOB ¢ aKTUBHOIA
dopmoii akpoMeraany B TedeHue 24 Mec Tepa-
nmuu CaHgoctatuHoM LAR, a Hopmanuzauust
ypoBHst UPD-1 —y 61,1% manuenTos (A. Co-
lao et al., 2001). B OTKpbITOM MCClIeIOBaHUU
(n=67) nepBuuHast Tepanusi CaHIOCTATUHOM
LAR y manueHTOB ¢ akpoMerajiueii B TeueHue 9
JIeT TPUBOAMIA K KIMHUKO-OMOXUMUYECKON
pemuccun 3aboneBaHus 6onee yem B 80% ciy-
JaeB, a B 62% HaOM0IaI0Ch YMEHBIICHUE Pa3-
MEpPOB OIYXOJIM, MALMEHThl He HYXIAIUCh
B xupyprudeckom JedeHun (R. Cozzi et al.,
2006). ITonnbiii morenuuan BiausHusg aCC Ha
perpeccuio Omyxojii U MHTUOMpPOBaHUE KJle-
TOYHON Tposudepaluu ocTaeTcsi HeMs3Bec-
THBIM, TIOCKOJIbKY OOJIBIIMHCTBO TALMEHTOB,
y4aCTBOBABIIMX B KIMHUYECKMX UCCIICI0BAHU-
SIX, paHee MOJBEPraluCh XUPYPIrUIeCKOMY Jie-
yeHuto win JIT. YMeHbllleHUEe pa3MepoB ajie-
HOMBI TUMOGU3a B pe3yjbrate MpUMEHEHUs
aCC B KauecTBe MEPBUYHON Tepanuu y namu-
€HTOB ¢ akpomeranueit de novo cocrapuiio 51%
(P. Lundm et al., 1997). PerpocnekTuBHbII
aHaJIM3 JaHHBIX MarHUTHO-PE30HAHCHOW TO-
Morpaduu ToJJOBHOIO MO3ra TaldeHTOB, MO-
JIY4aBIIUX OKTPEOTHJ TOJKOXHO, IMoKaszal
YMEHBIIIEHHE Pa3MEpOB OMyX0JIu OoJiee ueM Ha
25%, ipu 5TOM HopManu3anus yposHst UPD-1
oTMevanack y 68% stux nauueHToB. ITo naH-
HbiM A. Colao, y Bcex MmaimeHTOB ¢ akpoMera-
nueii de novo (n=36) ObLJIO MOJYYEHO COKpa-
LIeHre pa3MepoB omyxoiau Ha 53% (or 18 mo
100%). Y 53,3% mnauueHToB, MOJIydyaBLIMX
Canpiocratud LAR B kauecTBe nepBUYHOI Te-
panuu B TeueHue 12 Mec, y IBYX MalMeHTOB
C MUKPOaJIeHOMOI Ha MOMEHT BKJIIOUEHHUS
B UCCJIeIOBaHUE HAOJII0IAIOCh COKpallleHUe
pasmepoB omyxonu (6osnee 50%) ¢ MoIHBIM ee
HMCYE3HOBEHUEM. Y TALIMEHTOB MOC/IE XUPYp-
TMYECKOTO JIeYeHUS COKpallleHne o0beMa oIy-
XOJIM ObLTO MEHEE BbIPAKEHHBIM.

Ha ¢done narorenetnveckoii repanvu Can-
nocratuHoM LAR, HampaBieHHOH Ha HopMa-
mu3anuto CTI/UP®-1, Moryr mperepreBaTh
o0paTHOEe pa3BUTHE TMATOJIOTUYECKUE CTPYK-
TYPHO-(DYHKIIMOHAIbHbIE U3MEHEHUSI COCY/IOB
1 MUOKAap/ia, XapaKTepHbIE 1J1sI aKpOMETaJION/1-
HOIl Kapauomuonatiu. [IpoBeneHHbIC MCCle-
JIOBaHMSI TPOIEMOHCTPUPOBAIU, UTO JTOCTHXE-
HUE PEeMHUCCHU 3a00JIeBaHUSI MOXET MPUOCTa-
HOBUTb  TIPOTPECCMPOBAaHUE  CEPACYHO-
cocynucteix ocioxHeHuit (A. Colao et al.,
2003; G. Lombardi et al., 2006), cHU3UTH
YpOBEHb 3a00JIEBACMOCTH U CMEPTHOCTHU
(I.M. Holdaway et al., 2004). Ve 4epe3 3 mec
nocsie HaszHaueHus CanpoctatuHa LAR otme-
YEeHO Havajlo TPOLIECCOB PEMOIYJISILIU JIEBOTO
KEJTyI0uKa M MEXCKETy104KOBOM Meperopoaku
y OOJIBHBIX BCEX BO3PACTHBIX IPYIIIT, YMEHbIIIE-
HME Macchl MHUOKapAa JIeBOTO XXeJyaouka,
yBenmueHue (Hpakiyu CepaeyHoro BhiOpoca,
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HOpMaJIM3alivsl CepAeyHOro pUTMa, yaydlle-
HUE TMEPEHOCUMOCTU (HDUBNYECKUX HATPYy30K.
[Monnas perpeccusi runeprpoduu JeBOTO Xe-
Jylouka HabJoganach y BCeX MallMeHTOB
moJioxe 40 et u Tonbko y 50% crapiue 40 ner,
nosnydyaBiux tepanuio CanmocrtatuHoM LAR
(A. Colao et al., 2003). DTu maHHBIE YKA3bIBAIOT
Ha HEOOXOIMMOCTb TMPOBEICHMSI UTUTEIbHOM
teparmuu aCC ¢ 1enbio IpoGMIaKTUKA TIpO-
IPECCUPOBAaHUSI W OOPATHOTO DPA3BUTHS YyXke
HUMEIOLIUXCS CePAeUHO-COCYANUCTBIX OCTOXHE-
Huii. O4eBUIHO, YTO KOHTPOJIb HaJl YPOBHSIMU
CTI/UP®D-1 sBrisieTcst I1aBHOI LIENIbIO Tepa-
nuu OOJIbHBIX aKpoMerajueil ¢ cepaeyHo-
COCYIMCTBIMU OCJIOXHEHUSIMU U TIO3BOJISIET
YJIyYILIUTh BBDKMBAEMOCTb IMALIMEHTOB 1 Kayec-
TBO UX XU3HU.

[lIupokoe Ha3HAYEHUE UIMTEILHO HAeiic-
tBytomero aCC Cannocratnna LAR g non-
TOCPOYHOW Tepanuu aKpOMErajuu TUKTYeT
HE0O0XOIMMOCTh OTpPE/IEIEHUS TTOJTHOTO CTeK-
Tpa MOOOYHBIX 3G(EKTOB ITUX MpenapaToB.
L. Lancranjan 1 coaBT. cOOOIIAIOT, YTO TpaH-
3UTOPHBIE MOOOYHBIE 3(PMEKTHI CO CTOPOHBI
xenmynouHo-kumegyHoro tpakTa (KKT) (mma-
pest, 3amop, 0OJM B XXWUBOTE U METEOPU3M)
Habmonmamch y 22% mnanmeHToB. OKTpPeoTH
3aMeUISIeT 9BaKyalluio XeIUd U3 KEeIUHOTO
y3bIpsI, BenenacTBre dero y 10-20% mnanmen-
TOB pa3BMBAETCs OECCUMITTOMHAST XETYHOKA-
MeHHasi 6ose3Hb. HekoTopbie aBTopbl cuuTta-
10T, YTO JaHHOE OCJIOXKHEHUE MEHEe XapaKkTep-
HO JUIsl IeTIo-TIperiapaTa, OfHaKo IS 1oKa3a-
TEJIbCTBA 3TOTO YTBEPXKIEHUSI HEOOXOIUMO
MOJIYYUTh pe3yJbTaThl 0OoJiee MIUTEIbHOTO
Haomonenust (H.E. Turner, J.A.H. Wass,
2000). ITpu npumenenun CanmocratnHa LAR
B TeuyeHue 12 Mec XelyHOKaMeHHasl 00Jie3Hb
ObUTa TMAarHOCTMPOBaHA y 6,3% TMaIMeHTOoB,
a MeJIKUE KPUCTATMYECKUE BKITIOUCHUS (I1e-
COK) B KeJYHOM ITy3bipe — Y 4,7% OGONBHBIX
(L. Lancranjan et al., 1999).

CoGcmBeHHbll onbim NpUMEHEHUS
GCangocmamuna LAR

B xmunuke I'Y UIIDII, Ha 6a3e KoTopoii Ha
MPOTSDKEHUN TpeX JieT pyHKunoHupyet LlenTp
IO JICYUCHUIO aKPOMETAJIMU U TUTAHTU3MA, 6];1}10
IIPOBEACHO OTKPBITOC HCCPAaBHUTCJIbHOEC
TIPOCIIEKTUBHOC MCCJICAOBAHUE I10 OLECHKE

3(Q(HeKTUBHOCTU U 0€30IaCHOCTU Teparmu
CannpocratuHoM LAR 20 Mr y maiueHToB ¢ aK-
TUBHOI akpomeraiueil (n=8). Yxke uepe3 Me-
CSII TEpAIMK MAUEeHTHl OTMEYaAN YITydllleHre
COCTOSTHUSI 3[I0POBbBSI, XOTS YMEHbIIIEHNE BbIPa-
KEHHOCTH KJIMHMYECKHUX CHMIITOMOB 3a0o0Jie-
BaHWI eltle He Habmomanock. Yepes 3 Mec Tepa-
MUY NALMEHThI OTMEYaId OTCYTCTBUE OTEUHOC-
TH KOHEYHOCTe U Tn1a, roJoBHbIX Oosneit. Han-
0oJiee YaCThIMU KaobamMu OOJIbHBIX ObUTH apT-
paITuy U Kapauairuu, 4To MOXHO OOBSICHUTD
pa3BUTHEM HEOOPATUMBIX IETEHEPATUBHBIX U3-
MEHEHUI OMOPHO-ABUTATEILHOTO armapara u
aKpoOMeraJloniHoii Kapauomuonaruu. Habmo-
JANIOCh CTaTMCTUYECKU 3HAUMMOE CHUXEHUE
ypoBHeit CTI' u UP®-1. Onnako 3 mec Tepa-
MUY ObLIO HEJOCTATOYHO TSI TOCTHXKEHUS 11e-
JIEBBIX YPOBHEM 3THX NoKazaTesneit. YTo KacaeT-
cs1 Oe3omacHocty Tepanuu CaHAOCTaTMHOM
LAR, 1o moGouHble 3(pheKThl HabII0IATNCh
B ocHOBHOM co ctopoHbl XKKT, onn Obln
00YCIIOBJICHBI MOIaBIeHUeM 0a3aIbHON U CTU-
MYJIMPOBAaHHOM 3KEJTyJIOYHOW CEeKpeluuu, CHU-
xxenueM motopuku KKT (BcienctBue vHru-
OMpoBaHUS  BBICBOOOXIEHUS  MOTHJIMHA)
(.M. OenoB u coasrt., 2006). Yactota mo6oy-
HbIX 3¢ dekToB co cTtopoHsl KKT y mammen-
TOB, nojyuyaBux Cangoctatud LAR, cHmka-
JIach C YBEJIMUEHNEM KOJIMYECTBA MHBEKIIUT.

BoiBogbl

Taxum obpa3om, Onaromaps BHEAPEHUIO
3a OCJIeAHEe ECSITUIETUE HOBBIX TEXHOIOTHI
TTOJTy4€HBI BO3MOXHOCTH TAaTOTEHETUYECKOTO
MEAVMKAMEHTO3HOTO JIEUeHUSI aKpOMerajiuu,
MpodUIAKTUKN OCTIOXHEHUH 3TOro 3a00s1eBa-
HUSI U CHIUDKEHMSI cMepTHOCTU. OQHAKO MbI
enle aJeKhu OT BO3MOXHOCTU TIPUMEHEHWUS
9TUX METOAOB Y KAXJIOr0o HYXIAIOIIErocs: B
HMX ITALIEHTA, TOCKOJIBbKY B HallIe# CTpaHe OT-
CYTCTBYET Ha TOCYJapCTBEHHOM YPOBHE IpOT-
paMMa 1o 00ecreyeHnIo TaKMX MaleHTOB He-
00XOIUMBIMU TIperapaTtaMu Uil TPOBEAECHUS
cymnpeccuBHOW Tepanuu. Bo3moxHo, B O1u-
kaiiiiee BpeMst 9Ta rmpobjiemMa OyaeT penaTbest
1 OOJIbHBIE C TAKOM pelKoi MmaTojorueit oyayT
MOJTy4aTh MaTOTEHETUYECKOE JIeUeHe B He00-
XOIMMOM O0BEME U 3TO JACT BO3MOXHOCTb CY-
HIECTBEHHO YJIYUIIUTbh KAYECTBO UX KU3HU.
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Ha kakyio Temy?

HaMm Ba)kHo 3namb Bawe MHeHue!

MoHpaBunca nu Bam TemaTudeckuin Homep «Anabetonorusa. Tupeonagonorus.
MeTabosIMUYECKUNE PACCTPOMCTBA? . . . . .ottt et e et e e e e e et e e

XoTenu Obl Bbl CTaTb aBTOPOM CTaTbU AJ19 TeMaTU4EeCKOro Homepa «JAunabetonorua.
Tupeounponorns. MeTtabonnuyeckue PaCCTPOMCTBA»? . . .. .. ... v i,

flBngaeTca nn oss Bac Hawe usgaHme 3¢pdeKTUBHbLIM B MOBbILLEHUU
« BpayeOHo kBanndunkauun?

Moanuce

* 91 no6POBOLHO Nepeato ykadaHHbIe B aHKeTe nepcoHasbHble gaHHble OO0 «3n0poBbe YkpanHbl». Takxke Aalo cornacue Ha Ux UCnosib30BaHme
N9 NONYYEHVsi OT KOMMNAHWi (€€ CBA3aHHbBIX NNLL, KOMMEPHYECKUX NapTHEPOB) N3AaHUIA, MHPOPMALMIOHHbLIX MaTEPUANOB, PEKaMHbIX NPeaIoXe-
HWIA, & TaKKe Ha MOMELLEHE MOUX NEePCOHaNbHbIX AaHHbIX B 623y AaHHbIX KOMMAaHUW, HEOrPAHUYEHHOE BO BPEMEHW XPaHEHWE JaHHbIX.






