KPATKHUE COOBUIEHNA

AHTPOIIOJIOTHYECKHI MOAXO0J K U3YYEHHIO
IPOBJIEMBI MYKOBHCITHIO3A

1.C. Wyruiosa, J1.B. ber, B.IL Yreros

MIY umeru M.B. Jlomorocosa, buonozudeckuti paiyiomem, xageopa anmpononozuu Mocksa

U3yyqeHbl 6orbHbie Mykogucyudosom (29 venosek: 19 xeHwuH u 10 myx4uH) 8 sospacme om 20 00
40 nem. [ns cpasHeHus npueriedeHbl 0aHHbIe Mo 300posbiM (123 uesniogeka: 56 XeHWUH u 67 MyX4uH) U
60rbHbIM caxapHbiM duabemom Il mura nodsam (63 Yeroseka: 37 XeHWUH U 26 My>X4UH) mMoeo e so3pacma.
Bnepssie npedcmaeneHbl daHHble 06 aHMPONoMempu4YecKol xapakmepucmuke U KOMIOHEHMHOM cocmase
merna 605bHbIX MyKO8UCUUOO30M 8 CpasHeHUU co 300p0o8biMU JTH0ObMU. [r1s ecex 607bHbIX MyKO8UuCUUGO30M
XapaKkmepHO OMHOCUMEsbHO 2payusibHOe MeroC/IOXeHUe C MOHUXEeHHbIM abcomntomHbIM U OMHOCUMerb-
HbIM KO/TU4eCmMe8OM Xupa, NMOHUXEHHOU CKernemHo-MbiledHoU Maccol. BbeiseneHsi npusHaku, obnadarouwjue
Haubosnbweli QuasHocmuYecKol UeHHOCMbIO: OflUHa pyKU, masosbil duamemp U rokasamersib MaccugHOC-
mu Kocmsika. B knuHuke Heobxodumo obpauwjamb 8HUMaHUe He MosbKOo Ha buoxumMuyecKue rnokasamernu,
HO U Ha Mopghomun 607ibHbIX, YMO MOMOXem Hauboriee MoOYHO OUEeHUMb Xxapakmep HapyuweHud, MoHSImb
MPUYUHBI, UX 8bI3bI8AlOWUE, @ MakxXe OMmKpoem Hogble 803MOXHOCMU Onsi QuazHoCmuKU murna 3aborneea-

Hus u onpederieHusi ocobeHHocmel rie4eHUusl.

KniouyeBble cnoea: MyKOSUCL(UOO3, caxaprlU Ouabem, KOMIMOHeHMbI Macchl mesa, OruHa PYyKU, maso-

8bIli duamemp

Bsegenue

B HacTosLLee Bpemsl B CBS3N C NepeMeLLEHNEM
WHTEPEeCOB aHTPOMOMOroB 13 TPaaMLUMOHHBIX obnac-
TEeW uccnefoBaHusa B Kpyr mMeguumHcKux npobnem
HanpaeneHne MegULUUHCKON aHTpornonorum paspaba-
TbiBA€TCA OCOOEHHO MHTEHCUBHO. MOMCK KOHCTUTY-
LMOHanbHbIX MapKepoB (PyHKLUMOHANbHOIO COCTOS-
HUSA opraHMama B CBSI3U C €ro pe3NUCTEHTHOCTbIO B
HOPME 1 NPU Pa3NNYHbIX NATONOrMYECKUX COCTOSIHU-
X ABNsAeTca HeobxoaMMOoM COCTaBHOWM YaCcTbio MHO-
ronfaHoBbIX MEXAUCUUMNIIMHAPHBLIX KOHCTUTYLINO-
HanbHbIX UCCneoBaHMi GMONOrMYecKoro crartyca
yenoseka. Mcnonb3oBaHne BO3MOXHOCTEWN KITUMHU-
YecKon aHTPONOMETPUM U BblAENEHME HA ee OCHOBE
NPU3HaKoOB, UMEIOLLMX ANArHOCTUYECKYHO LIEHHOCTb,
SABNAETCA BaXXHENLUMM NOAXOOOM K U3yYeHuIo pas-
NNYHbIX, NPeXae Bcero, HacrneacTBeHHbIX 3aboneBa-
Hun. NMoBCceMecTHOE yxyaLleHne 3Koorn4yeckon oo-
CTaHOBKM OOYCrOBWIO yBENMYEHNE MYTaLMOHHOIO
AaBMNeHNs1 1 HapacTaHusi HecTabunbHOCTM reHoMma,
YTO SIBUMOCH NPUYMHON POCTa YaCTOTbl MynbTUdAK-
TopuanbHbIX 3aboneBaHni, TAXKECTb U TEYEHNE KO-
TOPbIX HAXOOATCA NOA BMUSTHUEM HE TOSbKO reHeTu-
YecKux, HO U cpedoBbIx hakTopoB. Cpean HUX MyKo-
Bncungos (MB) — Hambornee 4acTtoe MOHOreHHoe 3a-
GoneBaHue C NONMOpPraHHOW MaHudgecTaumnen.

MykoBucungos passmBaeTcs B pesynbrate my-
Taumm reHa, coctodauwero 13 250 000 nap HykneoTu-
[OB 1 pacnorioKeHHOro B cepeanHe AnMHHOro nre-
ya 7-n xopomocombl [KanpaHos, 2006]. MyTtauuu,
npoucxogswne B reHe MB, NpMBOASAT K HapyLLEeHWUIo
CuHTe3a Oenka — TpaHcMeMOpaHHOro perynatopa
mykoBucumaosa (MBTP), koTopbii nokanuayercs, B
OCHOBHOM, B anMTeNMarnbHbIX KIeTKax AbixaTernbHbIX
nyTeu, CIIOHHBIX M MOTOBbIX >Xene3ax, Nogxenygoy-
HOW xernese, KuweyHuke. Kpome Toro B pesynerarte
MyTauun reHa MBTP B roMO3MroTHOM COCTOSIHUM
HapyLaeTcs (PyHKLUMOHUPOBAHME XITOPHOro KaHana
B MembpaHax anutenuanbHbIX KNeToK, Yepes KOTo-
pbIN NPOMCXOOMUT NaCCUBHbIN TPAHCMOPT MOHOB XI10-
pa, YTO NPMBOAMT K Leny NaTtonornyeckmx peakuun
B pasHbIX OpraHax: B AbIXaTernbHbIX NyTSX — K XPOHW-
YECKOMY MH(PMLMPOBAHMNIO NaTOreHHbIMU MUKPOOP-
raHM3mamm c nocrnegyoLwmmM passuTmeM rHoOMHOro v
rTHOMHO-OOCTPYKTUBHOIO BPOHXMTA U AblIXaTerbHOWN
HeJOCTaTOYHOCTW; B MOMXKENygovYHOMW xenese — K
06Typaumm NPOTOKOB BA3KMM CEKPETOM, YTO MPUBO-
ONT K ayTonmay TKaHu xenesbl ¢ hOpMUPOBaHNEM
TUNNYHOro HPUBPO3HO-KaBEPHO3IHOIO NaHKpPeaTuTa; B
neYeHn — K 3aKyrnopke neYeHOYHbIX NMPOTOKOB, KOTO-
pas conpoBOXOaeTca BOCNanUTENbHON MHMUNLTPa-
LMen, BHYTPUNEYEHOYHbIM KaHarbLEBbIM XONeCcTasoMm,
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N MOXET NPUBOAMUTbL K MENKOY3noBOMYy OunnapHomy
LMPpPO3y MeYeHn; B CEMSABBLIHOCALLMX MPOTOKax — K
nx obCTpyKuun, atpodun nnm aTtpesnn ¢ pa3BuTUEM
obCTpyKTMBHOWM asocnepmun n 6ecnnogusa [Kanpa-
HoB, Kawumpckas, 2011].

B HacTosLwee Bpems obuiee uncrno 6onbHbIXx MB
B Mupe npubnunsmntensHo coctaensaet 80 000, 13 HMx
B CLUA — 28 000, B Benuko6putanmm — 9500, BO
®paHuum — 5900, B KaHage — 4000, B ABcTpanun —
3200, B Poccun — 2800 [Kpacosckuin, CaMoineHko,
AmenuHa, 2013].

Mpwn atom Ha 31.12.2010 r. B Mockse n Mockos-
CcKkon obnactu cocTtodAno Ha yyete 350 maumeHTOB
(183 my»xckoro n 176 xeHckoro nomna) ¢ NoaTBEPX-
JeHHbIM anarHo3om MB. MegunaHa BbRKMBaeMoCTU
b6onbHbIX MB B Poccun yBenMUMBaETCs C KaxKabiM
rogom u cocraensieT B Mockese n MockoBckow obna-
ctn — 37.2 roga, B CaHkt-leTtepbypre — 30 net [Kpa-
COBCKuM ¢ coasT., 2013].

MartepHaabsl 1 METOBI

C uenblo onpegeneHnsa comaTMyecknx ocobeH-
HocTen 60MbHBIX MykoBUCLMA030M ntogen 20—40 net
(cpeaHuin BO3pacT Y XeHWwuH — 24.47+4.3 roga, y
MY>X4MH — 22.40+43.0 roga) Obino NnpoBedeHo aHTpo-
nomeTpuyeckoe obcriegoBanne 29 yenosek (19 xeH-
WKH 1 10 MYX4YMH), NPOXOOUBLLMX CTaLMOHapHoe
neyeHve B KB Ne 57 [lenapTameHTa 3apaBooxpa-
HeHus . MockBbl. [lnarHo3 Bcex naumeHToB 6bin yc-
TaHOBMEH Ha OCHOBaHWUM XapaKTepHOMN KITMHNYECKOMN
KapTWUHbI, AaHHbIX MOMOXMTENBLHOIO NOTOBOrO TecTa
n/vnn obHapyxeHnust AByx MyTauun B reHe MBTP. B

KayeCcTBe KOHTPOMbHOW rpynnbl UCNOMNb30BaNMCh
AaHHbIe MO MpaKTUYEeCKNn 300POBLIM JIIOAAM C HOp-
MarnbHbIM [FIOKO30TONEPaHTHBIM TECTOM U OTCYT-
cteuem mapkepa C[ Il Tuna obLen YMCNeHHOCTbIo
123 yenoseka (56 >eHLMH 1 67 My>u4mH). [ins cpas-
HeHus ObINM NpMBEYEHbl AaHHbIe MO B6OMbHLIM WH-
CYNMHHE3aBNCUMbIM caxapHbIM anabetom (C I1) 20—
40 net obLer YmcneHHocTbio 63 yenoseka (37 xeH-
LLUMH M 26 MY>XYUH).

Mporpamma aHTponomeTpuyeckoro obcneaoBaHns
BKMtoYana 25 naMepuTenbHbIX NPU3HaKoB Ha Terne u
rornoBe. AHTPOMOMETPUYECKME OAHHbIE MOMNyYEHbl C
MOMOLLIbI0 YHUULIMPpOBaHHOW MeToauku B.B. byHaka.

B xone paboTbl npoBOAUICs pacyeT COOTHOLLEe-
HWS1 KOMMOHEHTOB Macchl Tena. [Ina onpegeneHus
Xnposown macchel Tena (XKMT) ncnonssosanack dop-
Myna, npegnoxeHHaa MaTenkon Ha OCHOBe NaToro-
roaHaTomuyeckux aaHHbIx [Matiegka, 1921]:

KMT (kr) = MNnowagb NOBEPXHOCTU Tena
(S Tena) x CpegHsasa Tononornsa NogkoXXHOro upa
(Cp. TIXK) x 0.13 x 10, rge

S Tena = (Macca Tena®*?) x (OnuHa Tena®’?%) x
0.007184 [DuBois, DuBois,1989];

Cp. TIDK = (KupoBas cknagka cnmHbl + XKupo-
Bas cknagka nneval + XXuposas cknagka nneya2 +
>KupoBas cknagka npegnnedse + XXuposas cknagka
*uBot1 + XXnposasa cknagka xusot2 + XXuposas
cknagka 6egpo + XKuposas cknagka roneHs)/16.

[ns onpeaeneHns CKeneTHO-MbILLIEYHOW MacChl Tena
(CMM) Tarke mcnonb3oanacb dopmyra Martenku:

CMM (kr) = OTxr?xk, roe

OT — anuHa Tena (m);

Kk — KOHCTaHTa, nonyyYeHHasi aKcnepumeHTarnb-
HbIM MyTeMm,

r = (cymma obxeartoB nrieva, npegnnevbs, 6en-
pa, ronenu (cm) / 25.12) — (cymma XMpOBbIX CKIagokK
Ha npegnneybe, nneve (cnepegu u c3agu), begpe m
ronenun (Mm) / 100).

C nomouwbio 6noka dopmyn, npeanoXeHHbIX
pPasnuUYHbIMM aBTOpaMM, Takke paccymTaHbl:

% XMT = XMT x 100/ Macca Tena;

% CMM = CMM x 100/ Macca Tena.

Towasa macca = Macca Tena — »KnpoBasi macca
Tena

% Towen maccol = Towwas macca x 100/ Bec

Bopa = Towas macca x 0.737

% Bopabl = 100 x (4.423-4.061/ NMnoTHOCTL Tena),
roe

MnotHocTb Tena = 1.075738 — 0.000217 x
Cknapka nopg nonatkon — 0.000936 x Cknaaka Ha
XMBOTE (MpsiMast XXMpoBasi CKNnajka Ha XXMBOTeE).

[na xapakTepucTukn u3ndeckoro pasBuTusd
OOnbHbIX U 340POBbLIX NMOAen Obin paccumMTaH nony-
YMBLLMI B HacTosiLLee BpeMsi HambonblLuee pacnpo-
cTpaHeHue nHaekc Ketne, nHorga HasblBaeMbIA UH-
aekcom Ketne-'ynbaa-Kayna unv npocto uHgekcom
macchbl Tena (MMT):

MMT= Macca Tena, kr/(0nvHa Tena, cm)2.

Crartuctnyeckas obpaboTka pesynbTaTtoB npo-
Bogmnack Ha K ¢ ucnonb3oBaHnemM CTaH4apTHOrO
naketa craTuctudeckmx nporpamm Statistica 6.0 n
nporpammbl TECT (aBTop B.E. OepsiouH). MNpoBoau-
Nocb BbIYMCMEHME CTaHOApPTHOro Habopa cTtaTucTu-
YEeCKMX NnapameTpoB OTAENbHbLIX NMPU3HAKOB N OLEH-
Ka OCHOBHbIX XapaKTEePUCTUK X pacnpegeneHns —
cpeaHe-rpynnoBoro 3HayeHus (X), cTaHgapTHOro oT-
KNoHeHus (S), MUHMMAIbHbIX U MakCUMarbHbIX 3Ha-
YeHur (min-max). JJocToBEpHOCTb pasnuymmnm cpegHux
3HaYEHU NPU3HaKoOB B CCHOPMUPOBAHHLIX rpynnax
oLeHMBanacb Ha OcHOBaHuu kpuTtepust Puwepa,
t-kpuTepua CtblogeHTa (npubnmxeHue Yan4ya) u kpu-
Tepus Weddpe. [Ina npoBepkn crny4yanHocTu pasnu-
Yni cpeaHnx apudMETUHECKUX BEMWYMH MPU3HAKOB
ObIn NpoBefeH 0OHOMAKTOPHbLIA AUCNEPCUOHHLIN
aHanusa c ucnonb3oBaHnemM brnoka Breakdown&One-
wayANOVA. [Insg nayy4yeHnss MexrpynnoBon U3MeH-
4YMBOCTM Habopa NpU3HaKkoB GbiNM NPoBeaeHbI NoLa-
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ynnosa U.C, bey JI.B, Ymey06 BII.

Ta6bnuua 1. MNapameTpbl BapMaLMOHHbIX PAA0B COMaTU4YeCKUX NPU3HAKOB Yy 340POBbIX U 60NbHbIX
MYKOBUCLIMA030M XeHLUH 20—40 net

I'pynna KonTtponbHas rpynna MykoBHcLH/103

TMpu3nak N X=S min-max N XS min-max
Macca Tena, Kr 56 | 63.86£10.40 | 45.00-89.50 | 19 | 49.38+9.79 | 26.50-63.00
JlnuHa Tena, cM 56 | 163.60+6.26 | 148.70-177.90 | 19 | 161.53+8.45 | 142.50-173.10
JlnMHa TynoBHILIa, cM 56 | 49.42+2.73 43.20-57.30 | 19 | 47.04+£3.33 41.60-53.50
JlnuHa pyku, cM 56 | 71.72+3.48 | 65.80-80.70 | 19 | 68.65+4.33 58.50-77.60
JlnuHa HOTH, eM 56 | 88.15+4.46 | 80.50-99.75 | 19 | 88.04+6.25 | 73.10-100.60
JliuHa e, cm 56 7.74£1.13 5.60-11.40 19 | 7.57£1.05 6.30-9.30
[Tneueroii auamerp, cm 56 | 35.35+1.80 30.80-39.60 19 | 35.12+1.84 31.30-39.10
Ta3oBblii AnameTp, cM 56 | 27.35+2.39 | 23.60-33.70 | 19 | 27.54+1.85 | 24.20-30.20
[TonepeyHslii qMameTp rpyam, cM 56 | 25.52+1.89 | 20.80-29.50 | 19 | 24.38+1.79 | 20.50-27.10
CarutranbHblii JHaMETp TPy, CM 56 | 18.24+1.94 14.20-24.10 | 19 [ 18.52+1.61 16.10-22.10
Cleraserem: MaceHEROCTH 56 | 6.94:040 | 5.67-8.10 [19| 636030 | 5.80-6.80
KOCTSIKa, CM

LIomeseneis pesRisas 56 | 5.63:0.50 | 4.65-7.00 |19 | 487:061 | 3.10-5.70
MYCKYJIaTyphbl, CM

O6xBar rpyu, cM 56 | 91.37+8.98 | 76.00-118.90 | 19 | 84.39+6.31 68.90-95.70
O6xsar Gezep, cM 56 | 102.01£9.47 | 87.10-143.80 | 19 | 86.08+745 | 67.80-98.70
2Kuposasi ckiazika noj nonatkoi, Mm | 56 | 7.85+2.95 3.00-17.00 19 | 10.61+4.58 2.00-19.20
JKupoBasi cknazka Ha ruieye, MM 56 | 14.68+4.73 5.00-33.00 19 | 12.97+4.74 1.80-22.20
JKuposas cknajka Ha npeariedbe, MM | 56 | 6.814£2.40 3.00-16.60 19| 6.11+£2.73 1.00-11.20
JKupoBas ckiajaka Ha 5KMBOTE, MM 56 | 19.70+£6.21 9.00-30.00 19 | 13.58+6.47 3.20-30.00
JKuposasi cknajika Ha Geape, MM 56 | 22.53+5.42 12.00-38.40 | 19 | 22.28+8.43 2.00-32.40
JKupoBas ckiajKa Ha roJieHH, MM 56 | 16.48+4.94 7.00-28.00 19 | 11.63+£5.17 3.00-24.00
ITpo/10/bHBII AHAMETP FOJIOBbI, MM 56 | 182.90+£6.74 | 162.00-205.00 | 19 | 184.74+4.21 | 178.00-194.00
ITonepeyHblii IMaMeTp rooBbl, MM 56 | 147.51+4.71 | 135.00-160.00 | 19 | 149.32+5.90 | 136.00-159.00
["onoBHoii ykazatelb, % 56 | 80.75+3.51 72.08-90.74 | 19 | 80.84+2.93 75.00-85.79

roBbIi ,El,VICKpI/IMI/IHEHTHbIVI N KaHOHUYECKNI ANCKpKn-
MWHaHTHbIA aHannabl.

Pe3yabraThl M 00CYKIEHHE

Chasrumensras, Xapaxmepucmura pacnpeoeneHus
anmponomempumeckux nokasamenel
U KOMNOHEHIMO8 MACCh. Mead 300D0BbIX
U OONLHBIX MYKOBUCUUOOIOM JIH00CT]

OcHoOBHbIE NapamMeTpbl COMaTUYECKUX NPU3Ha-
KOB 340pPOBbIX U 60MbHbIX MB XEHLUUH 1 MYXYUH
npeacraeneHbl B Tabn. 1-2.

[ns 6onbHbIX MB XeHLMH B CpaBHEHNN C KOHT-
POSbHOW FPYNMON XapakTepHbl AOCTOBEPHO MEHbLLNE
mMacca Tena, AnvHa Tena, AnvHa Tyrnosuwia, gnvHa
PYKMW, OfIMHA HOMW, MIe4YeBON AMAMETP, NOnepeYHbIn
ONaMeTp rpyau, nokasarefle MacCMBHOCTU KOCTSIKa,
nokasaTtenb pas3BUTUA MYCKynaTypbl, XXUPOBbIe
cKnagku Ha XuBoTe, begpe 1 roneHn B coMeTaHnn ¢
OonblLUEen XXMPOBOW CKNaaKow Nofd fionatkon u npo-
AONbHbIM ANAMETPOM rOS10BbI.

Mpn npoBeaeHn cpaBHMTENBHOIO aHanmns3a co-
MaTU4EeCKMX 0COBEHHOCTEN BONbHbBIX MYKOBUCLMAO-
30M MY>XYUMH M KOHTPOSBbHOM rpynnbl Obn nony4ve-
Hbl pe3ynbsTaThl MO CTENEHN JOCTOBEPHOCTM OTIMYNIA
N3y4YeHHbIX MapaMeTpoB, KOTOPbIE CBUAETENBCTBYOT
0 MpeBanuMpoBaHuK B rpynne O0MbHbIX KOMMekca
Moponormyecknx Npu3HaKoB, HanpaBfeHHbIX Ha
npeobnagaHne acteHOMOPMHbIX TEHAEHUMI U Bbl-
PaKeHHYI0 rpauunm3aguio, a MMEHHO: MeHbLUME 3Ha-
YeHus1 Macchbl Tena, ANWHbI Tena, ANvHbI TyNoBuLLa,
OTMHbBI PYKX, ONVHBI HOMW, Bonee y3kue nnedn u Tas,
Oonee y3kas rpygHasi Knetka, MEHee MacCUBHbIN KO-
CTSK, MOHWKEHHOE XUPOOTIIOXKEHNE (3a UCKIHOYEHU-
€M >XUPOBOW CKSagKu nog fonaTkon, 3Ha4YeHUs KoTo-
POV JOCTOBEPHO BbiLLE B rpynne BOMbHbIX MYXYKMH).

Mo KOMMNOHEHTHOMY cocTaBy Macchl Tena 60nb-
HbI€ XEHLLMHbI U MY>XYMHbI OTIMYAOTCS OT rpynmn KOH-
TPONsA AOCTOBEPHO MEHBLUNMW 3HAYEHUSIMM KUPOBOW
Macchbl, CKENETHO-MbILLEYHON MaccChbl, TOLWEN MaccChl,
KOnu4ecTBa BOAbl B OpraHname n OTHOCUTENbHOro
KONMMYecTBa Xupa Hapsgy ¢ 0onbLUMMKU NAOTHOCTLIO
Tena, NPOLEHTHbIM CoAep>KaHNeM TOLen Macchbl u
OTHOCMUTESbHBIM KONMMYECTBOM BOAbI B OpraHusme.
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Ta6nuua 2. MapameTpbl BapUaLMOHHLIX PSJOB COMAaTUYECKMX MPU3HAKOB Y 3A0POBbIX U GOMNbHbIX
MYKOBUCLIMA030M MYXUMH 20—40 net
['pynna KonrtponbsHas rpynna MyxkoBHcLnI03
[Tpusnak N X£S min-max N X£S min-max
Macca Tena, kr 67 | 71.96+11.16 | 54.50-102.00 | 10 | 54.10x11.72 | 36.50-76.00
JlnuHa Tena, cM 67 | 172.93+6.56 | 159.70-187.00 | 10 [ 167.33+£7.95 | 154.2-175.00
JITMHa TYJIOBMILA, CM 67 | 50.13£3.31 44.60-60.10 | 10 | 49.00+6.03 41.00-57.00
JlnuHa pykH, cM 67 | 77.00+3.83 69.30-85.30 | 10 | 72.66+5.99 | 64.00-80.40
JliuHa HorH, M 67 | 93.39+446 | 84.65-103.25 | 10 [ 90.21£7.02 | 81.40-101.40
JlnuHa meu, cMm 67 | 7.75+1.70 5.50-16.00 10 | 8.60+0.89 7.60-9.40
[1neueroii quamerp, cM 67 | 39.78£2.20 | 35.20-44.10 | 10| 38.16+2.54 | 33.50-41.50
Ta3oBelil AHaMeTp, cM 67 | 27.73£2.13 23.30-32.40 | 10 | 26.39£2.56 20.60-29.80
ITonepeuHslii AMaMeTp TPYIH, CM 67 | 28.93+1.83 25.40-33.70 | 10| 26.32+1.94 23.20- 29.60
CaruTrajgbHblil JHAMETP FPYIH, CM 67 | 20.45+1.90 17.30-25.70 | 10 | 21.21£1.75 18.00-24.60
Hokasare. MacCHBHOCTH 67| 7.52£045 | 642-870 | 10| 6.75:025 | 6.40-7.10
KOCTSAKa, CM
Lok percil p e 67 | 574+052 | 480-7.17 | 10| 478:0.72 | 3.60-6.00
MYCKYJIATypbl, CM
OO6xBat rpy/u, cMm 67 | 94.11£6.97 | 85.00-114.50 | 10 [ 89.46+6.45 | 80.20-100.30
O6xsar bezep, cM 67 | 96.38+£5.33 | 86.00-114.00 | 10 [ 81.72+6.62 72.00-93.60
JKuposasi ckiajika noj Jjonatkoi, mm | 67 | 6.65+2.38 3.70-14.50 10 | 7.4443.59 4.40-16.20
JKuposast ckiiajika Ha [jieye, MM 67 | 10.20+£3.96 5.60-17.40 10 | 6.4042.78 4.00-12.20
JKuposas cknanka Ha npeamiedbe, MM | 67 | 5.68+2.43 3.00-12.00 10 | 4.16+2.00 2.20-9.20
JKupoBasi ckiajika Ha rpyau, MM 67 | 7434231 5.20-12.20 10 | 4.71£3.39 2.10-14.20
JKupoBas ckjaJika Ha JKHBOTE, MM 67 | 14.16+5.89 4.10-29.20 10 | 6.2543.55 4.20-16.00
Juposas cknanka Ha Genpe, MM 67 | 13.47+6.73 6.40-26.40 10 | 7.96+3.70 4.40-14.20
JKupogasi ckiiajika Ha roJIeHH, MM 67 | 10.94£1.99 8.00-14.40 10 | 6.6443.15 3.80-14.40
ITposonbHbIH IHAMETP TON0BbI, MM 67 | 192.65+8.23 | 177.00-216.00 | 10 | 191.80+8.69 [ 175.00-205.00
ITonepeuHslii AMAMETP TOJIOBBI, MM 67 | 154.29+6.82 | 134.00-172.00 | 10 | 154.50+6.90 | 143.00-163.00
["onoBHOI# ykazarenb, % 67 | 80.25+4.41 67.68-89.50 | 10| 80.71+5.23 72.73-88.57

HecmoTps Ha To, uTO Habnogaemas kapTuHa cBuae-
TenbCcTByeT 06 OTCYTCTBUM MOMOBOro Anmopdurama B
pacnpegeneHnM KOMMOHEHTOB Macchbl Tena, Leneco-
o6pa3Ho npoBoauTb 06paboTKy mMaTepuana B 3aBu-
CMMOCTW OT MOSIOBOM NPUHAANEXHOCTHN 06Cneayembix.
B nuTtepaTtype BCTpedaeTcs MHOMO UCCregoBaHuin, B
KOTOpbIX BOMbHBIX 06BEAUHAIOT B rPynnbl BHE 3aBUW-
CMMOCTM OT BO3PaCTHO-MOOBbIX DAaKTOPOB, YTO B UTO-
re NPMBOAMT K OTCYTCTBUIO Pa3nnyni no comatmyec-
KM Npu3Hakam M KOMMOHEHTHOMY COCTaBy Tena He
TOMbKO MeXAy rpynnamu 60MbHbIX, HO U B CPaBHEHWM
C KOHTPOMbHbLIMW Fpynnamn 340POBbIX fOOEN.
MoHmxeHHOe abCconioTHOE U OTHOCUTENBHOE KO-
NNYECTBO XMpa B opraHname 60nbHbIX MyKOBUCLMAO-
30M, BEPOSATHO, CBSI3aHO C HapyLLeHMeM nepeBapwu-
BaHWsI U BCACbIBaHUS XXMPOB BCIeACTBME HeQoCTaTou-
HOCTW NOAXKeNyA04YHOW Xenesbl M 4acTo BCTpeYaroLm-
MUCH NaTONOrM4YE€CKMMMN M3MEHEHNSAMM B NEYEHN, TaK-
Xe NpMBOASAWMMM K HapyLleHUo oOMeHa XMpOB.
Hanbonee BaxHble aTanbl perynsuun obmeHa Be-
LLIECTB, B YACTHOCTM OOMEHa >XMpOB, OCYLLECTBSAOT-
CHA HEPBHOW CUCTEMOM N HAXOOATCHA No4 BNUAHUEM

ropmoHarnbHbIX MexaHnamoB. LIHC, Bo3gencTeys Ha
9HOOKPUWHHbIE Xere3bl, OKa3blBaET BblpaXXEHHOE BNn-
siHMe Ha obmeH BelecTB. Ocobas ponb 3aech npu-
HaOIeXMWT runotanammyeckon obrnactu mosra. pu
NMLLEBOW MOTUBAaLUM MPONCXOANT BO3OYxOeHue Kne-
TOK MULLEBOrO LEHTpa, NpuBoAdALLEe K MOHMKEHNIO
YPOBHSI HE3TEPUAMULMPOBAHHBIX XUPHbIX KUCHOT B
kpoBu. Perynupytouwiee BnvaHune LIHC nepenaetcs k
XnpoBbIM Aeno. Mnynbcbl, NOCTynawLwme no cum-
naTU4eckMM BETBAM, TOPMO3AT CUHTE3 Tpurnmuepu-
OB 1 yCUIMBALKT MX pacnag, (nunonua) [beu ¢ coasr.,
2013]. Kpome TOro, nokasaHo, YTo ConpoBoXaaroLme
MB noHwmxeHHOe 3HepronoTpebrneHne B coveTaHum
C YBEMMYEHHbIMWN IHEPTONOTEPSIMU 1 XPOHMYECKas Jie-
rovHas MHAEKUMS Takke NPUBOOAT K CHYDKEHUIO XKMPO-
BOW Macchbl Tena n 06exunpeHHon maccol Tena (fat-free
mass), 4To, B CBOK Ovepenb, BedeT K YMEHbLUEHWIO
3Ha4YeHU CKeNeTHO-MbILLEYHON Macchl [lonescu et al.,
2001; Hart et al., 2004; Enright et al., 2007].
CHWXeHmne 3Ha4YeHN CKeNeTHO-MbILLIEYHOW Mac-
cbl y 6onbHbIX MB B CpaBHEHMM CO 300pOBLIMM MO-
XeT BbITb Takke 06bACHEHO CONPOBOXAAKOLWUM 3a-
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bGoneBaHne M3MEHEHWEM KOCTHOro obMeHa, Bbipa-
YXEHHOM B AOMWHMPOBAHNM KOCTHON pe3opbumn Hag
HOpMMPOBaHUEM, a TaKKe NPOrpeccuUpyoLLMM CHU-
XeHnem obLen MuHepanusaumm ckerneta, 4YTo Co
BPEMEHEM NPUBOLMUT K CHWXKEHUIO KOCTHOW Macchbl.
B T0 Xe Bpems HapylieHus 6enkoBoro obmMeHa, BO3-
HUKalLwmne B npouecce 3abonesaHus, NpMBoaAT K
Bblpa)keHHOW ©enkoBoW HeJoCTaTOYHOCTM, YTO, B
CBOIO oyepeb, OTPAXKAETCS HA MOHWXKEHHOM pa3Bu-
TN MbILLEYHOrO KOMMOHEHTa coMbl [KpacoBckuii ¢
coasr., 2011].

B metabonudeckmx npoueccax opraHusama ve-
noBeka nepBoOCTENEHHas porib NPUHALNEXUT rome-
ocTaTU4ecKoMy noaaepxaHuio BogHoro GanaHca.
CooTHOLEeHNE MeXay KONMMYECTBOM BHYTPUKIETOY-
HOW N BHEKMETOYHOW BoAbl NOAAEpPXKNBaETCA obme-
HOM HaTpusi U Kanus Mexagy nnasmon U TKaHSMW.
B opraHmn3me ocyLiecTBnseTcs MNOCTOSHHAss OCMO-
NANBHOCTb XNOKOCTW. HaTpuii BNsieTca BaXKHENLLMM
OCMOTMYECKMM BELLIECTBOM BHEKMIETOYHOM XNOKOCTMU.
MoBbILEHNE €ro KOHLEHTpaumm cnocobCcTByeT pea-
NN3auUn KIETOYHOWM SHEPTUM U MPUBOAUT K NOBbILLIE-
HWIO TemnepaTtypbl Tena. 3a CyTku y Yyernoseka npo-
XOOUT N3 KPOBU B KIETKY M BO3BPALLAETCH B KPOBb
oKoro 25 r xnopucToro Hatpus. Hatpui cnocobeteyeT
OCBODOXOEHWUIO KIETOYHON SHEPTUX, HO NPENATCTBYET
npoLeccy ee BocctaHoBneHud. Kanuii, HanpoTtue, cro-
CODOCTBYET BOCCTAHOBIIEHUIO 3aTPaY€HHON KMETKOM
aHeprun [Anekceesa, 1989]. CpaBHUTENBHO HU3KOE
abconioTHOE KONMM4YecTBO BOAbl B OpraHn3me 0orb-
Hbix MB, BEpOSITHO, CBSI3@HO C TEM, YTO HapyLleHue
dyHKumMn MBTP npuBoguT k yBenmyeHuio abcopbumm
MOHOB HaTpVs M HapyLIEHU0 paboTbl XJTOPHOro Ka-
Hana, NoKanu3oBaHHOIoO B anukanbHOW MeMOpaHe
9K30KPUHHbIX xene3. B pesynsrate nogobHbIX Hapy-
LLEHMI NpoayLMpYEMbIA CEKPET MEHSAET CBOU (hu3mn-
KO-XMMWYECKME CBONCTBA, MPOVCXOONT CHXKEHNE UNN
MOTHOE NPeKpaLLeHMEe CEKPELIMM XXNOKOCTU Yepes anu-
KarnbHyt0 MeMOpaHy anuTenuarnbHbIX KNeTok. [ogob-
Has KapTUHa HaxoOWT CBOE OTPaXKeHUe, B YaCTHOCTH,
B CeKkpeTe MOTOBbIX Xenes, KoTopbii Yy 6onbHbix MB
XapakTepuayeTcs MNOBbIWEHHON KOHUEHTpaunen
WNOHOB HaTpUsI 1 XNopa, cogep>kaHue conv B Hem npe-
BbILLI@ET HOpMaribHble NoKasaTenu NpMMepHo B 5 pas.

dusmyeckoe pasputme 6onbHbIX MB oueHuBa-
nocb Takke u no 3HadeHusam NMMT, koTopblin MHOMK-
MW BpayYamMy UMEHYETCS HYTPUTMBHLIM CTaTycoM WU
CUYMTaETCA NokasaTenem, OkasblBatoLLMM CyLLIECTBEH-
HOe BINUSHME Ha CTeneHb TAXKeCTU, TedyeHune 3abo-
neBaHus U NPOLOIMKUTENBHOCTb XXMU3HU OOMbHBbIX.

CpeaHue 3HaveHuss MMT 6onbHbix MB >eHLmH
N MYXXYUH OOCTOBEPHO MEHbLUE, YEM Y 3[00POBbIX
nogen, N COCTaBnAKT COOTBETCTBEHHO 18.91+3.24 n
23.7613.63 (ans xeHwwuH); 19.14+2.91 n 24.02+3.14
(ans My>x4nH). AHanM3 Nony4YeHHbIX 4aHHbIX pacnpe-
AeneHnst ypoBHen (branyeckoro passmTns nokasar,
YTO cpeamn 340poBbIX U BonbHbIX MB XeHWWH npe-

obnagaloT MHAMBMAbLI C HOPMANbHOW Maccon Tena.
MN3b6biTouHas macca Tena BcTpeyaeTcs y 60mnbHbIX
)KEHLLUVH B CPaBHEHMM CO 300POBbLIMY B HEDOMbLLOM
NPOLEHTE, CINy4aeB OXMPEHMUS Y HUX BbISIBNIEHO He
Bbino. [Npu atom cpeam xeHwuH ¢ MB BbisiBneH 6orb-
LLOW NPOLEHT crydaeB ¢ AeduumMToM Macchl Tena.

My>k4mHbl, bonbHble MB, Takke B 60MbLLIOM Npo-
LeHTe crny4aeB xapakTtepusyrTcsa aeduumTtom mac-
Cbl Tena (Yactota BCTpeYyaemMocTu gecmumra macchl
Tena y HMX MOYTU BABOE Bbille, YeM COOTBETCTBYIO-
Wwas y 60nbHbIX XeHLUH). BolpaxkeHHOe CHuxXeHune
Macchbl Tena, a, cnegoBaTtenbHo, 1 3HadeHnn UMT y
©onbHbIX MB 0601x nonoB MoXeT ObiTb 06bsICHEHO
OOHOBPEMEHHBLIM BMUSIHUEM HECKOMbKNX (PakTOpOB
oonesHn. OgHako OOHOWM M3 OCHOBHbLIX MPUYUH, MO
BCEW BMOUMOCTHU, ABNSETCA 9K3OKPUHHASA HedocTa-
TOYHOCTb NOKENYOOYHOWN Xernesbl C 04eHb HU3KOM
BbIpabOTKOM UMK MOSIHBIM OTCYTCTBMEM MaHKpeaTu-
Yeckmx (bepMeHTOB (NMnasbl, amMmunasbl, TPUNCUHA)
B 12-NnepCTHON KULLIKE, YTO MPUBOAMUT K HapyLUEHWUtO
nepeBapuBaH1sa U BCACbiBaHMSA XMPOB N 6enkos
[Amenuna n gp., 2006]. Kpome TOro, aepmumnt mac-
Cbl Tena MoXeT ObITb cneagcTanem metabonnyeckon
peakumm Ha XPOHUYECKNA NHMEKLMOHHO-BOCNANN-
TenbHbIA MPOLLECC B NTENKMX.

Y My>YUWH 13 rpynnbl KOHTPONs cnyvaes gedu-
uMTa Maccbl Tena BbISBIEHO He 6bino. MNpu atom
NPOLEHT Criy4aeB ¢ HOpMarbHOW Maccow Tena cpe-
Oy 60MbHbBIX MYXYNH BOBOE HWXE, YEM MPOLEHT Cny-
YyaeB c gemunTOM Macchl Tena, a Takke BOBOE HIDKE
Mo CPaBHEHUIO C TAKOBbIM Y 340POBbIX MHAMBUAOB.
MN36biTouHast macca Tena y 60mnbHbIX MY>X4YUWH, TaK Xe
Kak 1 y BOSbHbIX XXEHLLUWNH, BCTpedaeTcs B HEOONMb-
LLIOM NPOLIEHTE B CPABHEHNM CO 300POBLIMU MY>K4M-
HaMK, CNy4yaeB OXMPEHUS TakkKe He BbISIBNEHO.

MHOrMMKN y4YeHbIMW NOKa3aHO, YTO CHUXEHUue
3HavYeHnn UMT aBnaeTca BaKHbIM (0akTOpoOM pucka
netanbHOro ucxoga 6osbHbIX, 0COOEHHO Y >XEHLUNH
[Snell et al., 1998; Bell, 2002].00H0N 13 BO3MOXHbIX
NPWYMH NOBLILLIEHHOW CMEPTHOCTUN cpean BGONbHbIX
YKEHCKOrO mnorna v YyBCTBUTENBHOCTU XXEHCKOro opra-
HM3Ma K CHWXKEHUIO Macchl Tena v OpyruM XpoHn4ec-
KMM NpOSiBNEHNsIM 60ONe3Hn MOryT SBNATLCS KEHCKME
NoroBbl€ FOPMOHbI, KOTOPblE€ KOCBEHHbIM 06pa3om
OPMUPYIOT CUMMNTOMATHKYy BOMNE3HN U CTEMNEHb TH-
XXecTn nerodyHon natonorun [Sweezey et al., 2007,
Stephenson et al., 2011]. Kpome T0Oro, HekoTopbiMM
uccrnegoBaTensaMm OonNmMcaHo yxygleHue obuiero
COCTOSIHUSA, HE3HAYUTENBHOE CHWKEHWE 3HadveHun MT
1 ycyrybrneHune pecnmpaTtopHbIX CUMMTOMOB Y 60MbHbIX
MB eHwmH B nepuoa MeHcTpyauuun [Parker et al.,
2007]. Taknum obpa3som, B KNMHUKE HEoOXoauMO He
TONbKO obpaLlaTh BHUMaHWE Ha NogaepXaHne HyTpu-
TMBHOTO cTaTyca (3HadeHun IMT) B rpaHmLax HOpMbl,
HO M MOHWMAaTb, KaKytd poflb UrpatoT MOrioBkble rop-
MOHbI B CUMATOMaTMYecknx npossneHmax MB.
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ChasHumensHas Xapaxmepucmura pacnpeoenenis
AHMPONOMEMPUHECKUX NOKA3ameell
U KOMNOHEHIMOB MACChL MEAG OOIbHBIX
MYKOBUCYUOO30M U caxaprbim ouademom L muna

XKeHwmHbl, 6onbHble MB, oTnnyatoTcsa OT XKeH-
LWKMH, BonbHbIX caxapHbiM anadetom Il Tuna (CA 1),
[OCTOBEPHO Gonbluen ANMHOM HOMU, AMVHON LWen u
OOonbLUMM NPOAOIbHBIM AMAMETPOM FONIOBbI HAPSIAY
C MEHbLUMMW Maccoh Terna, AJIMHOM Tynosuwla, nne-
4YeBbIM, TA30BbIM AnaMeTpamu, NONepPeYHbIM 1 carmT-
TanbHbIM AMaMeTpaMu rpyau, nokasaTenemM MaccuB-
HOCTU KOCTSIKa, MoKa3aTernem pa3BuTus MycKynaTypbl,
obxsatamu rpyau n 6enep, XMpOBbIMU CKNaaKamu.

[ns My>dmH, BONbHBIX MYKOBUCLIMAO30M, B OTIN-
yMe OT MYx4uH, 6onbHbIX C Il, xapakTepHbl gocTo-
BEpHO BonbLuas ANnHa LWewn B COMETAHMM C MEHBLUNMMU
Maccou Tena, 4SIMHOM TyrnoBuLLa, NevYeBbIM, Ta30BbIM
anameTtpamu, NonepeYHbIM U carnTTanbHbIM AnameT-
pamMu rpyam, nokasaterniemM MacCUBHOCTU KOCTSKa,
nokasaTenem pasBUTUS MyCKyrnaTypbl, obxBaTtamm
rpyav n 6egep, XXUpoBbIMY CKNagkamu.

Mo KOMMOHEHTHOMY cOCTaBy Macchbl Terna 6onb-
Hble MB >XEHLLUMHbI U MY>X4UHBbI B CPaBHEHUM C 6Orb-
Hbimn C[], Il xapakTepuaytoTcs 4OCTOBEPHO GoMnbLIMMM
npoueHTaMn Towlen MaccCbl, OTHOCUTENbHbLIM KOMU-
4YeCTBOM BOZbl B OpraHM3mMe u 60onbLuer NoTHOCTLIO
Tena Hapsgy C MeHbLUeW Miowanbo NOBEPXHOCTU
Tena, cpegHen TOMonornen NOAKOXHOro Xupa, Xu-
pOBOW Maccom, TOLLEeN MacCoun, CKENETHO-MbILLEYHON
Maccom, abComnTHBLIM KONIMYECTBOM BOAbI B OpraHms-
M€ N OTHOCUTENbHbLIM KONTMYECTBOM XMpa.

MHorvmm nccnegoBaTensmm nokasaHo, YTo ¢ BO3-
pactom y 60MnbHbIX MYKOBMCLMAO30M, HECMOTPS Ha
XOpolLee BcacbiBaHWe YrneBoaoB, MOryT pa3BMBaThb-
Cs1 HapyLUeHus yrneBogHoro obmeHa, KoTopble npu-
mMepHo B 35% cny4aeB MOryT MpMBOAWTL K HapyLue-
HWSIM TONEPaHTHOCTU K IMOKO3e, a Takke Nodtn B 50%
— K MYKOBUCLINO0303aBUCUMOMY CaxapHOMYy avabeTy
(M3CL) [Moran et al., 1999; Mackie et al., 2003]. Cne-
OyeT OTMETUTb, YTO HA MOMEHT 06crefoBaHNs y U3y-
YaeMblx Hamu 6onbHbIX MB nogTBEp)KOEeHHOrO anar-
Ho3a M3C[] He Obino, oHAKO He WUCKIKYEHO Hamu-
Yme JaHHOrO OCIOXHEHMUS B NAaTEHTHOM COCTOSIHUMN.

Otmnonormns M3C[] cyLLecTBEHHO OTNMYaeTCst OT
natoreHeTu4ecknx mexaHuamon C[ | v Il Tuna [Yung
et al., 2002]. OgHako y 6onbHbiXx MB 6bIn BbiSBMNEH
reH npegpacnonoxernHoctu k CO 11 - TCF7L2 (trans-
cription factor 7-like 2, TpaHCKPUNLMOHHbLIA KNETOY-
HbI dpakTop 7-1, CXOOHbIM co 2-M). T-annene u re-
HoTunbl G/T n C/T nonumopdnamos rs 12255372 n rs
7903146 accoummpoBanucb ¢ puckom passutus CL
[CamoinneHko ¢ coaBT., 2014]. AHanorMyHble AaHHbIE
ObINM Mony4YeHbl NPU M3y4eHUn BOSbHBIX Kraccuyec-
kum CL Il. Bbino nokasaHo, 4YTO B3auMoAdencTBue
TCF7L2 sipepHoro peuentopa ¢ 6enkammn Wnt-curHans-
HOro MyTW PEryNMPyeT CEKPELIMIO NMPOTToKaroHa, 4To,

B CBO O4epedb, OnpeaensieT rnioko303aBUCMMYHO
CeKpeuMIo MHCYINWHA, a Takke BruseT Ha co3peBa-
HME B-KNETOK NOMKENYAOYHOM Xene3bl U3 NoNMnoTeH-
THbIX CTBOSOBbIX KneTok [boHaapb, LLabenbHukoBa,
2013]. Y 6onbHbix CO 1l 6bina BbiSBNEHa B3anMo-
CBSI3b IAHHOIO FreHa € pa3BuTMem gnaberta: Hanuuve
npegpacnonaramLlmnx BapMaHToB nonvmopdurama
reHa yesenuumusano puck passutua CO Il Ha 50%
[Cauchi et al., 2007]. MonekynspHbIA MEXaHU3M y4a-
ctusa reHa TCF7L2 B natoreHese C[] Il 3akntovaetcs
B TOM, YTO Hanuuue T-annens nonMmopdHoOro map-
kKepa rs 7903146 cHWXaeT rntoKo303aBUCUMYIO CEK-
PeLMIO MHCYNNHA N U3MEHSIET KOHBEPCUIO NMPOMWHCY-
nvHa B uHcynuH [Lyssenko et al., 2007].

HecmoTpsi Ha 3TO, MO KOMMSEKCY aHTPOMoMET-
pUYECKUX MPU3HAKOB W MokasaTtenen pman4eckoro
pa3BuTua obcnegoBaHHble Hamu GonbHble MB B
cpaBHeHun ¢ 6onbHbiMK CL, || o6HapyxuBatoT OTHO-
CUTENbHOE CXOACTBO C TakoBbIMK Yy GonbHbIX CL |
Tuna [LLlynnosa c coasT., 2008; LLlynnoea, beu, 2014],
YTO COOTHOCMUTCS C MpeacTaBNeHMsMN psga uccne-
poBaTenen 06 yMeHbLUEHMM 3HAYEHUI HEKOTOPbIX
aHTPOMOMETPUYECKNX NPU3HAKOB (Macca Tena, onu-
Ha Tena, UMT) y 6onbHbix MB npu Hanuunm CL1, nuy
MOHWXEHHOIO MMTaHUSA, BHELLHE NOX0AALMX Ha 6onb-
Heix CL0 | Tuna [Hammana et al., 2009].

HeobxognMo OTMETUTb, YTO MPU U3YyYEeHUU
M3C[ 6bino onpegeneHo 6onee 60 reHoB-kaHanOa-
TOB, KOTOpble OTBevaloT 3a passutne C[ npm MB.
Mpun aTOM BONBLUMHCTBO 3TUX FEHOB OTBEYAET 3a PUCK
pasBUTUSA KNMHUYECKNX nposieneHun CL, HO ecTb n
Te, KOTOpPble, BEPOSATHO, AETEPMUHMPYIOT cCOMaTU4ec-
Kne npusHaku. Cpeam Hux reH Calpain10 (CAPN10),
nonumopdunambl UCSNP-43 1 UCSNP-19 koToporo
CBA3bIBAIOT € puckom pa3sutua CO npn MB [Derbel
et al., 2009]. B AnoHCckux nonynaumsx rannioreHoTun
121/121 nonumopdmamor UCSNP-43 n UCSNP-19
CBA3bIBAOT C yBenuyeHmem maccbl tena n UMT
[Shima et al., 2003], ogHako B €BpPOMNENCKNX NONyns-
umnsax M3C conpoBoXaaeTcsl CHMKEHNEM 3HAYEHNI
maccel Tena, UMT n KOMNOHEHTOB Macchl Tena, 4YTo
MOXET ObITb FeHETUYECKN AETEPMUHMPOBAHO ApYIu-
MUK rannoreHoTunamu nonnmopdgunamos UCSNP-43
n UCSNP-19 rena CAPN10 [Lanng et al., 1992].

MonaratoT, 4TO B OCHOBE natoreHe3a M3C[] ne-
XWUT YMEHbLLEHNE KONUYECTBa B-KNETOK OCTPOBKOBO-
ro annapara nogXenyao4yHoOW Xenesbl BCreacTane
MOBLILLEHHOrO UX anonto3a. BepoaTHasa npuynHa
TaKOro sIBMEHUSA KPOETCH B HapyLLUEHUWN TpaHcrnopTa
N3MeHeHHon cTpykTypbl 6enka MBTP B aHgonnas-
MaTM4YEeCKOM PETUKYIyMe KIeTOK OCTPOBKOBOrO ari-
napara. o Bcelr BUANMOCTU, HOpMarbHasi CTPYKTY-
pa 6enka MBTP oTBevaeT 3a aHTManoONTUYECKYIO
3awmTty B-knetok [CamorineHko ¢ coasT., 2013]. B To
e BpeMmsl y4YeHble CYMTAIOT, YTO MPUYMHAMU Hapy-
LEeHNA yrneBogHoro obmeHa n conyTCTBYIOLLEN KX
MOHWKEHHOW CEeKpeLn MHCYNuHa asnsaTca prnbpos
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nompKenyao4HON Xene3bl BCreacTBue 00CTpyKTUBHO-
ro npouecca u XxuvpoBasi UHUNbLTPaUMsa B-KNeTok,
NPUBOASALINE K NMPOrpeccupyolemMy paspyLleHnio
ocTpoBkoBoro annapata [Lohr et al., 1989; Arrigo et
al., 1993; Casas et al., 2007]. MNogobHas kapTuHa
naToreHesa Habntogaetcs u y 60MbHbBIX Knaccudyec-
kum CL Il. AHann3 pe3ynsTaTtoB COBPEMEHHbIX UC-
cnegoBaHW Npegnonaraet, YTo OTKNaabiBaHue Xnpa
He TONBbKO B >XMPOBbLIX AEMO, HO U B APYIMX TKaHSIX
MOXeT cnocobcTBOBaTb Pa3BUTUIO MHCYINIMHOPE3UC-
TEHTHOCTW, a OTKNagblBaHWe NUNUA0B B fB-KneTkax
NOPKENyA04YHON Xerne3bl MOXET HapyLlaTtb UX QyHK-
umto, BbI3biBast Ux rmbenb. KoHuenuust B-kneTtovHom
NUNOTOKCUYHOCTK Bbina paspaboTtaHa 3apybexHbl-
MW nccrnegoBaTensamMu Ha 6ase opurMHanbHbIX JKC-
nepuMeHTanbHbIX AaHHbIX. B npouecce akcnepnmeH-
TOB OCHOBHOE BHUMaHWe ObINo yoeneHo usyyeHuro
B3aMMOCBSA3N MeXay M30bITKOM NUNMAOB U Maccom
B-KNeTok noaXenygoyHOW Xenesbl Ha MoAensix y
KpbIC C oXvpeHnem un gnabetom. No mepe ctapeHus
opraHuama KpbiC OblJIO OTMEYEHO BHayane oTCcyT-
CTBUE Kakmx-nnbo nameHeHui, a 3atem bbino ycra-
HOBIEHO NPOrPECCUPYIOLLIEE CHIDKEHNE MACChl B-Kne-
TOK NOgpKenyaodHon xenesbl. [NapannensHo oTme-
Yanocb BbIPAXXEHHOE CHWKEHWE CEKpeuun WHCYNnu-
Ha, NpuUBOAsLLIEE K Pa3BUTUIO Tsbkenoro gvabeta B
durHane. ATOT Npouecc ABNSANCS CNeAcTBUEM 7-KkpaT-
HOro yCUIeHMs NpPoLLeccoB anonTo3a P-KNneTok nog-
XKenyao4YHOW Xenesbl, B TO BpEMs Kak NpoLecchl pen-
nYKauum N HeoreHesa B-KNeTok OcTaBanvcb B HOP-
me. Mo Bcel BMAMMOCTU, CTUMYNSUUA NPOLIECCOB
anonTos3a MOXeT NPOMCX0auTb B pesynbsrarte 6onbLuo-
rO CKOMIEHNst TPUIMNLIEPUOO0B BHYTPY OCTPOBKOBbIX
KneTtok. Pewatowyo ponb B YMEHbLUEHUM MacChbl
[B-KNEeToK, BEPOATHO, UrpaeT BHYTPUKIIETOMHOE HAKOomM-
neHne cBoboaHbIX XUPHbIX kncnot [AmeTos, 2003].

Kpome TOro, cywecTBylOT TOYKM 3PEHUSA, YTO
nporpeccupytoulee passutne M3C/L cesizaHo ¢ npu-
MEHeHUeM GOMNbHBIMW 3HTEPANbHOro TUMNa NUTaHUS.
Mo aaHHbIM White H. 44% 6onbHbix MB ¢ conyTcTBy-
towmm C1 nonyyanu aHTepanbHoe NnuTaHue, HeCMOT-
psi Ha JoKa3aHHY ero acdekTnBHOCTL B 6opbbe ¢
HegoedaHMeM, HeJOCTaTOYHbIM BCacbiBaHMEM NuTa-
TerbHbIX BELLECTB U B CHWKEHUM CMEPTHOCTM Gornb-
HbIX [White et al., 2009].

Mexczpynnosas eapuayus no KOMNIEKcy
AHMPONOMEMPUHECKUX NPUSHAKOE 300DOBbIX,
OONbHbBIX MYKOBUCYUOO0M U DONBHBIX CAXAPHBIM
ouabemom 1l muna nooeii

Kenmuner 20-40 net

Mo koMnnekcy aHTPONOMETPUYECKUX NMPU3HAKOB
MOXHO AuarHoCcTtupoBaTb TUN 3aboneBaHna u pas-
OenuTb Hopmy 1 natornoruto B 96.19% cnyyaes.

Ha puc. 1 npegcraeneHbl pesynbraTbl KAHOHM-
YeCKOro ANCKPUMMHAHTHOTO aHanuaa. Mpu nposeaeHnmn
aToro aHanusa no K1 ot rpynnbl KOHTPONA U rpynmbl C
MB otgenunace rpynna ¢ C[ Il. CymmapHo K1 onuchbi-
BaeT 55.4% mMexrpynnoBov N3aMeHYnBOCTU. bornbLuve
3HaveHus K1 coOTBETCTBYHOT YBENNYEHUIO BONbLLEN
OJMHE TynoBuLLa Hapsay C MeHbLUEN ANVHON pYKW,
yTO XapaktepHo and rpynn 6onetowmx CA |1 keHLWwmH.

K2 pasgensieT mexxgy cobon rpynny KOHTPOss u
rpynny ¢ MB. Onsa rpynnbl 6onetowmx MB xeHLmH
Mo CPaBHEHMWIO C UX 340POBbLIMW CBEPCTHULAMMW Bbl-
siBneH 6onblMiA Ta30BLIN AMaMeTp, bonblias Xnpo-
Bas CKMnagka nog nonaTtkor, 6onblune NpoaorbHbIN
W NonepeYHbIn AnameTpbl FofoBbl B COMETaHUN C
MEHbLUMMMW 3HAYEeHUSMU Macchbl Tena, AMVHbI HOTU,
nneyeBoOro AuameTpa u nokasartens MacCMBHOCTU
KocTsKa.

Myxungsl 20-40 ger

Mo komnneKkcy aHTPOMOMETPUYECKNX NPU3HAKOB
Y MY>XYUH MOXHO AnarHoCTMpoBaTh Tun 3abonesaHus
1 pasgennTtb Hopmy 1 natonoruto B 93.00% cny4yaes.

Mpn npoBeAeHUN KAHOHNYECKOTO AUCKPUMUHAH-
THOro aHanu3a no K1 ot obeux rpynn ¢ natonornemn
oTaenunack rpynna koHtpons (puc. 2). CymmapHo
K1 onucbiBaet 61.9% mexrpynnoBon U3MeH4MBOC-
TW. [Ina rpynnbl KOHTPOMS B CpaBHEHUM C rpynnamu
BonbHbix MB 1 C[] |l xapaktepHbl 6onblias anvHa
pykv n Gonbwwnii obxeat 6egep npv MeHbLUeM ca-
rMTTanbHOM AMaMeTpe rpyam U MEeHbLUUX 3HAYEHUAX
XNPOBOW CKNagKu Mo fonaTKow.

K2 pasgenset mexagy cobon rpynnel ¢ naTorno-
rmamu. Mpn aTom B obnactu 6onblMX ee BENUYUH
pacnonaraetcs rpynna 6onbHbix MB myxuunH. [ns
3TOW rpynnbl B otnuyme ot 6onetowmx CL 1l xapak-
TepHbl 60MbLINA NONEepPeYHbI ANaMeTp rornoBbl Ha-
ps4y C MEHbLUMM Ta30BbIM AMAMETPOM U MEHBLLUMMM
3Ha4YEeHMAMK NokasaTens MacCMBHOCTU KOCTSKA.

3axkiIouyeHHue

B pabGoTte BnepBble NpeacTaBneHbl JaHHbIe 00
aHTPOMOMETPUYECKON XapaKTEPUCTUKE N KOMMOHEH-
THOM cocTaBe Tena 60nbHbIX MYKOBUCLMOO30M B
CpaBHEHNN CO 340POBbLIMW U OOMbHBIMU CaxapHbIM
anabetom Il Tvna nogbmun. NokasaHo, YTo AN Bcex
0O0rnbHbBIX MYKOBUCLIMO030M XapakTEPHO OTHOCUTESb-
HO rpauuIibHOE TENOCNOXEHNE C MOHMKEHHbIM ab-
COIOTHLIM U OTHOCUTENbHLIM KOFIMYECTBOM XUpa,
NMOHWXXEHHOW CKeneTHO-MbIWeYyHOn maccon. Mony-
YeHHble pe3ynbTaTbl CBUOETENbCTBYIOT O BbICOKON
CTEeNeHn BNNAHNA xapakTepa u TskecTn 3abonesa-
HUS Ha MOpONorMyecKne xapakTepUCTUKM 6OMbHBIX
MYKOBMCLIMAO30M, YTO YKa3bIBAET HA MX TECHYIO B3a-
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WeHwmHb 20-40 net

-1 : A

2 " =l A
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1-A KAHOHWYECKan NepemMeHHan

Puc. 1. Mpaduk cpefHUX 3HauYeHWin ABYX KaHOHUYECKMX NEPEMEHHbIX B TPEX rpynnax o6crnefoBaHHbIX
No aHTPOMOMETPUYECKAM MPU3HAKaM

MyxicinHel 20-40 net
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|

2
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1-A KaHOHWYECKas NepemMeHHasn

Puc. 2. Mpacuk cpedHuX 3HaYEHWI ABYX KAHOHUYECKUX NEPEMEHHbIX B TPEX rpynnax o6crneaoBaHHbIX MO aHTPOMo-
METpUYECKUM NpUsHakam
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ynnosa U.C, bey JI.B, Ymey06 BII.

MMOCBSA3b C HEKOTOPbIMU FEHETUYECKMMU U BUOXM-
MUYeckuMn aktopamm 3aborneBaHus.

Mo KoMnneKkcy aHTPONOMETPUYECKNX MPU3HAKOB
MOXHO OMarHocTMpoBaTtb Tvn 3abonesBaHus u pas-
Aenntb HopMy 1 naTtonoruto 6onee Yem B 93% cny-
yaes. [pun 3TOM BbISBREHbI NPU3HaKK, obnagaroLme
HanbonbLleh AMarHOCTUYECKON LIEHHOCTbLIO: AfvHa
PYKW, Ta30BbIA AUaMETp 1 NokasaTeflb MacCUBHOCTH
KOCTSIKa.

AHTpononorMyeckne Noaxoabl K U3y4eHuto npo-
Gnembl MyKOBMCLIMA03a OTKPbIBAIOT HOBbIE BO3MOX-
HOCTW OS5 AMArHOCTMKM U onpeerneHns HeKoTopbIX
ocobeHHOCTel NneYeHns, HanpaefeHHbIX Ha noaaep-
aHue comaTtmyeckoro crtatyca 60mbHbIX Ha OAHOM
YPOBHE CO 340POBbLIMW JIIOABMMU.

baaromapHOCTH

ABTOpbI Bblpa)kaloT GnarogapHoCTb ANPEKTOPY
HWUW nynemoHonorum ®MBA Poccun, akagemuky
PAMH, npodpeccopy A.l. YyyanuHy 3a npegocTas-
NEHHY0 BO3MOXHOCTb cbopa martepuana.
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ANTHROPOLOGICAL APPROACHES TO THE INVESTIGATION
OF THE PROBLEM OF CYSTIC FIBROSIS

LS. Schuplova, LV. Bets, V.P. Chtetsov

Lomonosov Moscow State University Biological Faculty, Department of Anthropology, Moscow
This work is devoted to the investigation of men and women from 20 to 40 years old that are ill with cystic

fibrosis (29 individuals: 19 women and 10 men) in comparison to healthy people (123 individuals: 56 women
and 67 men) and patients with Type 2 diabetes mellitus (63 individuals : 37 women and 26 men) of the same
age interval. This work first presents data on the anthropometrical characteristics and distribution of body
mass components of patients with cystic fibrosis in comparison to healthy people and individuals that are ill
with Type 2 diabetes mellitus. All patients with cystic fibrosis are characterized by relatively gracile body type
with low values of fat, bony and muscle components. With the help of the anthropometrical investigation we
found markers that characterize the type of pathology: the length of an arm, pelvic diameter and indicator of
solidity of skeleton. It is necessary to pay attention not only on the biochemical parameters, but also on the
morphologic type of patients that will most accurately assess the nature of disorders, understand their reasons
and will open new opportunities to diagnose the type of disease and to understand some peculiarities of
treatment.

Keywords: cystic fibrosis, diabetes mellitus, body mass components, the length of an arm, pelvic diameter
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