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DenepanbHOE rocy1apCTBEHHOE YUPEeKICHUE
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IIpoBeneHa cpaBHUTENbHAS XapaKTEPUCTUKA MACCHI MBIILICYHO-)KMPOBOI'O KOMIIOHEHTA B HI)KHUX KOHEUHOCTSX Y OOJIbHBIX
axOHJIpoIuIa3neil ¥ 37J0pOBBIX AeTel B Bozpacrte 6-20 jer. Maccy MATKHX TKaHEH ONpenelisiii Ha KOCTHOM JEHCUTOMETPE
«Lunary. [lnga onpeneneHuss U3MEHEHMH MATKMX TKaHEW B KOHEYHOCTH OBbUI UCIOJb30BaH KO3()(MHULMEHT OTHOLICHUS
KOJIMYECTBA MBIIIEYHOM TKaHM K KUpOBOH. [lomyueHHble pe3ysbTaThl CBUIETEIBCTBYIOT O COOTBETCTBUHU
MOpP(OMETPUYECKUX  XApPaKTEPUCTUK HIDKHAX KOHEYHOCTeW OOJBHBIX axXOHIPOIUIa3Mel Iocjie  MPOBEICHHOTO
OIEPATUBHOIO Y/UIMHEHUSI aHAJIOTMYHBIM 3HAYEHUSM Y 37I0POBBIX JETEH.

KiroueBble ci10Ba: aXOHPOIUIA3HS, HIKHIE KOHEYHOCTH, Macca MATKUX TKaHEH.

The study compares the musculofatty component mass of the lower limbs in patients with achondroplasia and in normal
children at the age of 6-20 years. Soft tissue mass was determined with «Lunar» bone densitometer. To determine the
changes in limb soft tissues, the coefficient of muscular/fatty tissue ratio was used. The obtained results evidence that the
lower limb morphometric characteristics in patients with achondroplasia after surgical lengthening conform to the
analogous values in normal children.

Keywords: achondroplasia, lower limbs, soft tissue mass.

BBEJEHUE

CoxpaHeHUe aJIeKBaTHOW JIOKOMOTOPHOHM ak-
THBHOCTH OpPTraHM3Ma YeJOBeKa — Pe3ysbTaT KOM-
IJIEKCHOTO B3auMoJiecTBUs ero cucreM. Ilpu Bo3-
HUKHOBEHUU HApYILIEHUH, B YACTHOCTU B OMOPHO-
JIBUTATEIILHOM CHUCTEME, CYIIECTBEHHO CHUXKAETCS
YpOBEHb JKHM3HH, BBI3bIBasi KaK (QU3UYECKHE, TaK H
MOpaJibHbIE CTpafaHus. AXOHAPOIUIA3Usl, SBISSACH
CUCTEMHBIM IOPaXXEHUEM CKEJeTa, CONPOBOXKIAET-
Csl 3HAYUTEJIbHBIMH U3MEHEHUSIMU aHATOMUYECKHX
U (QUBHONOTHMYECKUX  TIOKazaTelell  KOCTHO-
MBIILIEYHOH CHCTEMBI, BO3HUKAIOLUIUMX IO NPUUYMHE
KapJIMKOBOI'O POCTa C HEMPOMOPIHOHAIBHO YKOPO-
YEeHHBIMU KOHEUHOCTSIMH.

CoBpeMEHHBIE HCCIIEOBAHUS TIOKAa3alld, YTO OT-
CTaBaHHE B pocTe y OONBHBIX axOHIPOIUIa3ued B
CPaBHEHHH CO 3JI0POBBIMU CBEPCTHUKAMH COMPOBOK-
JIAeTCsI CyIIECTBEHHBIMU H3MEHEHUSIMA MHOTHX TTOKa-
3aTeNiell MSTKUMX TKaHEH, KOTOpble B 3HAYMTENILHOM
Mepe ONpeNeITtoTC NPOJOIbHBIMU pa3MepaMH Cer-
MEHTa KOHEYHOCTH [3]. YBenuueHue JUIMHbI KOHey-

MATEPUAIJI

Ha xoctHom neHcutomerpe ¢upmer “Lunar”
(CHIA) obcnenoBano 15 GONMBHBIX axOHAPOILIA3U-
el B Bo3pacte oT 6 mo 20 neT (Io yIJIMHEHUS KO-
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HOCTH METOJIOM YPECKOCTHOIO OCTEOCHUHTE3a I03BO-
JISIeT HEe TOJIBKO YCTPAHWUTh AUCIPONOPIHOHATBHOCTh
MEXIy AIMHON TYNOBHIIA M KOHEYHOCTSIMH, HO H
3HAUUTENIBHO YIYUIIHUTh (PYHKIMOHAJbHBIE TIOKa3aTe-
JIM MSITKHUX TKaHe# [1]. B Hacrosmee Bpems cymiecT-
ByeT MHO)KECTBO METOAMK MO H3YYEHHIO MOpdo-
(YHKIMOHAJIEHOTO COCTOSIHHSI MBIIIEYHO-KHPOBOTO
KOMITOHEHTA, HO 3a4aCTYI0 HCIOJIb30BAHUE MHOTHX 3
HUX OFPAHMYEHO WHBA3MBHOCTBIO WM BBICOKOI
CTOMMOCTBIO HccnenoBanus. Pa3paboTka u BHenpe-
HHUE B KIMHHUYECKYIO MPAKTUKY METOJA IBYXIHEpre-
THYECKOW PEHTIeHOBCKOI abcopOIMoMeTpruu MO3BO-
JIWIO HE TOJBKO IOJYYaTh 3HAYECHUS KOCTHOM ILIOT-
HOCTH, OTPa)KaroIKe MPOLECC MUHEPAIN3ALUU pere-
Hepara, HO U C MUHHMMAJIbHON JIy4eBOW HArpy3Koil
KOJIMYECTBEHHO OIIEHUTH MACCy MBIIIEYHO-)KHPOBOTO
KOMIIOHEHTa B KOHEUHOCTSIX [4].

Henp nccaenosanns. KomnuecTBeHHas oLeHKa
MBIIIEYHO-)KMPOBOTO KOMIIOHEHTa B HHXKHHX KO-
HEYHOCTAX y OOJIbHBIX aXOHAPOILIa3Hen.

1 METO/IbI

HeYHOCTeH — 4 manueHTa B Bo3pacte 6-8 yer). Bee
o0cneToBaHHBIE OBUTH pa3/iesieHbl Ha 3 BO3pacTHbIC
rpynnsl: nepas — 6-9 njer, Bropas — 10-15 rer,
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Tpeths — 16-20 ner. B kadecTBe METONUKH Y-
HEHUSI KOHEYHOCTEH HMCIIOIb30BANICS OMIIOKaIbHBIH
JUCTPAKIIMOHHBIM OCTEOCHUHTE3 C TEMIIOM JUCTPAK-
uu B cpenneM 0,8 MM/CYT. B pacuere Ha OJWH pe-
resepar. Ha nencurorpamme ompenensnn maccy
MBIILIEYHON ¥ KUPOBOH TKAHU B HMXKHHUX KOHEYHO-
CTAX, a TaKXKe MIMHY KaKZOTO CErMEHTa (IMHHA
JUTMHBI OeZipa coBIagaia ¢ OCbio OeAPeHHON KOCTH,
JVHUS JUTMHBI TOJICHN COBMajaja ¢ OChI0 OOJbIIe-
OeprioBoif koctn) (puc. 1).

KoHnTponbpHO# rpynmnoi ciyXuiu yCIOBHO 370-
poBBIe Jina B Bo3pacte 6-20 yer (rpymimbl, aHajo-
THYHbIE OOJNBHBIM axoHjaporuiasuet). s mox-
TBEP>KACHUSA BBIBOJOB O PasIMUMAX MEXAY MONIYy-
YEeHHBIMU pe3yibTaTaMu npuMeHsutn W-kpurepuii
YunkoxkcoHa (¢ ypoBHEM 3HauMMOCTH B 5 %). B
KOMIUIEKCHOH OLIEHKE MOP(OMETPHUYECKUX TTOKa3a-
TEeNe HaMU TPEJIOKCHBI CIEIYIOIINE pacyeTHBIE
K03 PHUIUCHTH:

1. KLm/Fm — ko3 PUIHEHT OTHOMICHUS KOIH-
YecTBa MBIIICYHONH TKAaHU K XXHPOBOH B CETMEHTE
KOHEYHOCTH — OTpakaeT M3MEHEHHUs HaKOIJICHHA
MSTKUX TKaHEeil B KOHEUHOCTH:

__ Lean mass ()
kKLm/Fm = Fatmass (r)

rae Lean mass (r) — KOJIMIeCTBO MBIMIEYHOH U CO-
CIMHHUTEIHLHOW TKaHM B T.; Fat mass (r) — xoimde-
CTBO JKHPOBOU TKAHHU B T}

2. KT/L — k03¢hdHUIHCHT OTHOLICHHUS KOIHYECT-
Ba MSTKMX TKaHEH K JUIMHE CErMEHTa — OTpa)kaeT
3aBUCHMOCTh HM3MEHEHHs KOJIMYECTBA MBIIICYHO-
JKMPOBOT'O KOMITIOHEHTA OT JUIMHBI CErMEHTa!

PE3VJIBTATBI U

JIoKkaJIbHBI aHAJIU3 MBIIIEYHO-)KUPOBOIO KOM-
MOHEHTa B MPOEKLUH Oeapa MoKasan J0CTOBEPHbIC
OTJIIMYHS MacChl MBIIICYHON TKaHU BO BCEX HCCIe-
JIyeMbIX BO3PACTHBIX Ipymmax: B 6-9 yer paznudws
cocrasmn 45 % (p=0,0003), B 10-15 ner — 26 %
(p=0,0372), B 16-20 ner — 39 % (p<0,0014). B Bo3-
PACTHOM acmekTe MPOCIeKUBAETCs YeTKasi TeHEH-
LUUsl YBEIMYEHHUS KOJIMUYECTBEHHBIX IOKa3aTesen
MSTKHX TKaHeW KaK y OOJNBHBIX aXOHIPOILIa3UCH,

KTIL = Toamenra”

rme kLm/Fm — ko3¢ ¢uIMeHT OTHOMIEHUS MacChl
MBIIIIEYHON TKAaHH K )XKHPOBOH; L cermenTa — mmmnHa
CErMeHTa, CM.

|
- q §
Puc. 1. Onpeznenenne Macchl MATKUX TKAHEH W JUTHHBI

CErMEHTOB HW)KHUX KOHEYHOCTeH y O0JIbHOI A., 18 ner
(undpamu 0603HaYCHBI 00IACTH HCCIICIOBAHMS )

CCJIEJIOBAHUSA

TaK U B KOHTPOIIBHOH rpymie (tabi. 1-3).

B cBs13u ¢ Tem, uTo B Bo3pacTHOII nepuon 9-13 met
HPOUCXOJUT HEKOTOPOE YBEIMYCHHE TEMIIOB POCTA Yy
OOJIbHBIX axOHpOIUIa3ue [2], HaMHu OTMEYEHO yBe-
JIMYEHUE U3Yy4aeMbIX MOP(POMETPUYECKHX MOKa3aTe-
Jielt B Bo3pacTHOH rpymme 10-15 ner B cpaBHeHUH C 6-
9 rogamu. Ilpu cpaBHEHHH C KOHTPOJILHOM TPYMIOM
JIaHHBIH TIOKa3aTelb ObIT HIKE BO BCEX MCCIIEYEMbIX
BO3pacTHBIX Tpymmax (p<0,002).

Tabmuma 1
W3menenne mopdoMeTprUecKrX mokasareseit Oempa y 60JIbHBIX aXOHAPOILIa3Ue U 3JI0POBBIX JIUII B Bo3pacTe 6-9 net (M+o)
HccnenyeMblii mokasarenb TarMeHThI ¢ aXOHAPOIUIA3UEH KonTtponbHast rpymma P-3nadyeHue
MbIIIe4Has macca (T) 1002,3+248,1 1809,8+478,0 0,0003
KHpoBasi Macca (T) 516,3+97,9 1011,9+612.3 0,0199
KLm/Fm 2,00+0,60 2,31+1,14 0,6985
L cermenra (cm) 16,5+1,90 30,4+3,46 0,0001
KT/L 0,121+0,032 0,079+0,042 0,0378
Tabiumma 2
3menenne MmopdomeTpruuecknx nokasarerneii 6epa y O0JIbHBIX axOH/APOIUIa3uel U 310poBbIxX Jinil B Bo3pacte 10-15 ner (M+c)
Hccnenyemblil mokaszaresnb ITarrieHTsl ¢ aXOHIPOTUIa3Hen KoHTposibHas rpynna P-3nauenne
MBINIeYHast Macca (T.) 2417,4+370,3 3246,3+598.9 0,0372
JKHpoBas Macca (T) 2311,0+1283,4 2039,4+695,7 0,8168
KLm/Fm 1,41+0,89 1,70+0,42 0,3791
L cermenTa (cm) 23,8+2,16 38,442,57 0,0014
KT/L 0,062+0,044 0,044+0,012 0,5938
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Tabnuna 3
V3meHeHne MopoMeTpHrIecKHX MoKasareneil oexpa y 60JbHbIX aXOHAPOILIa3Kei 1 310pOoBbIX JHll B Bozpacte 16-20 ner (M+o)
Hccnenyemslii noka3arens [ManpeHTH! ¢ aXOHAPOILIa3HeH KonTpomnbHas rpymma P-3nauenue
MBIIIeYHas Macca (T) 2535,0+485,1 4139,0+284,1 0,0014
JKUpoBas Macca (T) 3000,4+739,3 3168,5+£355,2 0,3028
kLm/Fm 1,07+0,62 1,31+0,12 0,0344
L cermenTa (cm) 26,2+4,81 41,5+1,48 0,0014
KT/L 0,039+0,017 0,032+0,020 0,1158

AHanu3 3Ha4YEeHHH NPENTI0XEHHBIX HAMH pac-
YETHBIX KOA((HUIMEHTOB TOKa3al OQHOHAIIPABIICH-
Hoe cHibkeHne KLM/Fm B uccneayeMsix rpymmax,
YTO MOXKET CBHUJIETEIbCTBOBATH O IPOrPECCUBHOM
HaKOIUICHUU KOJIMYECTBA JKMPOBOHW TKaHU B OHTO-
redese y naered. Ilpu cpaBHEHMM C KOHTPOJBHOM
rpymmoii goctoBepHeie omiuuus kLm/Fm momyue-
HBI TOJIKO B TPETbEH BO3PACTHOW TpyIIE, OJHAKO
3Ha4YeHHs1 KoddunnenTa y OOIBHBIX aXOHIPOILIA-
3ueil ObUTH HIDKE BO BCEX MCCIEAYEMBbIX IpyTIax.

AmnanornyHasl TMHaAMHKa M3MEHEHNH HaOmronaeTcst
B 3HaueHusix KT/L (puc. 2). CyiiecTBeHHbIE pa3iuyus
TMOKa3aTeNlsi HaMH BBUIBICHBI B 6-9 JieT y OONBHBIX
axoHIpoIUIasyel U rpymis! KoHTpoi (35 % (p<0,05)).
CHmxenne koa(uimeHTa y 60JIbHbIX aXOHIPOILIa3y-
eif B Bo3pacre 10-15 jer u 16-20 ner, a Takxe npu-
OmKeHHe K MOoKa3aTesisiM B KOHTPOJILHOW TPYIIIE SB-
JISIeTCS CIIEZICTBUEM MIPOBEICHHOTO JICUCHHS.

JI1s BCcex u3ydaeMbIX MOKa3aTesIel TOJICHN Xapak-
TepHA aHAIOTWYHAs OeApy OWHAMHMKA W3MEHEHHIL.
Opnako [yis1 Bo3pacta 6-9 JileT HaMH BBISBJIEHBI J10C-
TOBEPHBIC OTIIMUMS B MAacCe MATKHX TKaHEH OT 3Hade-
HUM B KOHTpOJIbHOU Ipynmne. KomrmyecTBoO MBIIIEYHOM

Macchl Obu10 HIke Ha 47 % (p=0,0057), >xupoBoii —
Ha 61 % (p=0,0057) (tabmn. 4).

B Bo3pacTHOM acriekTe JOCTOBEPHO OTIHYAINCH
3HAYEHMs TOJBKO MBIIIEYHOM Macchl (Tabin. 5-6).
3HaveHHs JJIMHBI TOJICHH y OOJBHBIX aXOHIPOIUIa-
3ueit B 16-20 et npuOMMKEHBI K MOKa3aTelisiM B
KOHTPOJIHOM TpyHIle, HO OCTAIOTCS JOCTOBEPHO
HIDKE BO BCEX M3YUEHHBIX IpyTIax.

=$— KOHTPOSibHasA rpynna —i=— nauueHTblcaxouAponnasueﬁ
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3HauyeHue KoapdpuumneHTa

6-9 net 10-15 net 16-20 net
Bospacrt (roabl)

Puc. 2. Bospactubie usmenenunst KT/L Geapa y 60ibHbIX

aXOH/IPOILIa3Kel U 3I0POBBIX CBEPCTHUKOB

Tabmnuma 4
M3menenne MoppoMeTpruUecKiX OKa3aTeNei ToJeH: Y OOJIbHBIX aXOHAPOIIIa3heil 1 3I0pOBBIX JIHI B Bo3pacte 6-9 et (M+o)
Hccnenyemslii nokazaTenb [TarueHTsl ¢ axoHApoIIa3zuei KonTpospHas rpynna P-3HaueHne
MEIIIIEYHas Macca 414,0+49,0 783,4+205,4 0,0057
KHUPOBas Macca 122,5+69,1 317,1+£130,7 0,0057
kLm/Fm 4,48+2,73 2,60+0,51 0,1371
L cermenra 13,9+0,84 26,6+2,87 0,0057
KT/L 0,328+0,210 0,100+0,024 0,0037
Tabnuna 5

M3menenne MoppoMeTpruUuecKiX oKa3aTeNnei ToJeH: Y OOJBbHBIX aXOHIPOIIIa3heil 1 310poBhIX JIHI B Bo3pacte 10-15 ner (M+c)

Hccnenyemslii nokazaTens [TaruenTs! ¢ axoHApoOIIIa3uei KonTponbhas rpynna P-3nauenue
MBIIIICYHAsT Macca 985,0+14,7 1454,3+212,1 0,0227*
JKHpOBasi Macca 392,3+330,5 600,1+237,5 0,2544
KLm/Fm 3,66+2,05 2,81+1,29 0,6485
L cermenra 19,4+3,79 34,5+1,52 0,0227*

KT/L 0,206+0,131 0,075+0,048 0,1714
Tabiuma 6

M3meHeHre MOpGOMETPHUYECKHIX MTOKa3aTelNei ToJeHH y OOJIbHBIX aXOHIPOIUIA3Uei 0 JICYSHHS U 3JJ0POBbIX JIMI[ B BO3pacTe

16-20 et (M*0)

Hccnenyemblii mokasarelb TManueHTsl ¢ aXOHAPOILIA3He KonrposbHas rpymmna P-3Hauenne
MBIIIIEYHAs Macca 1161,5+103,9 1693,0+66,8 0,0081
KHPOBas Macca 442,0£154,1 697,0£115,3 0,0552
kLm/Fm 2,97+0,73 2,48+0,41 0,3153
L cermenra 32,34+4,06 36,4+0,43 0,0081
KT/L 0,093+0,025 0,068+0,011 0,1206
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JuHamuka W3MCHEHHS K02 QHUIIHECHTOB
kLm/Fm u kT/L HampaBieHa Ha yMEHbIICHHE 3HA-
YeHUI ¢ BO3PACTOM KaK y GONBHBIX aXxOHIPOILIa3H-
e, Tak ¥ 3IOPOBBIX CBepCTHHUKOB (puc. 3). Jlocto-
BEpHBIC OTJINYMSA HAMH IIOJYYEHBI TOJBKO VI KO-
s¢pdummenta KT/L B rpyrimme 60IbHBIX aXOHIPOILIA-

= MaUNEHTbI C axounponna:ueﬁ

0,6

0,5

04

0,3

0,2

3HayeHue koahuumenTa
-

0,1

0,0
6-9 ner

10-15 ner

3uelt 6-9 1eT B CpaBHEHHM C KOHTPOJEM, YTO MO-
XKET CBUIETENbCTBOBATH O COXPAHEHUH PE3EPBHBIX
BO3MOXKHOCTEH K pOCTY y OOJIbHBIX aXOHJPOILIA3H-
eit B myOeprartHblii nepuon. B 16-20 ner otcyrert-
BHE JOCTOBEPHO 3HAYMMBIX OTIMYHMN SBISIETCS
TaKKe CIEICTBUEM MPOBEICHHOTO JICUCHUS.

== KOHTPOSbHasA rpynna

—

1

16-20 net

Bospacr (roasbl)

Puc. 3. Bospactasie n3menenus kT/L ronenu y 601bHBIX aXOHAPOILIA3KEH M 3J0POBBIX CBEPCTHUKOB

BbIBO/IbI

IlonydeHHbIE pe3ynbTaThl CBUIETENBCTBYIOT O
NpUOIMKEHNH K HOPMaJIbHBIM 3Ha4e€HHIM Mopdo-
METPUYECKUX XapaKTePUCTUK HIKHHUX KOHEYHO-
cTeil y OONBHBIX aXOHAPOIUIA3HEH MOCiie TpoBe-
JIEHHOTO JICUYEHHUS.

YuuTeIBasg Mallyr0 HHBa3UBHOCTh METOJA IBYX-

JHEPreTHYECKOl PEHTreHOBCKOH abcopOruoMeT-
puu, Lenecoodpa3sHo UCTIOIb30BATh MIPETOKEHHbIE
K03(D(DUIMEHThl TPH KOMIUICKCHOW OIICHKE MOp-
(ODYHKIMOHAIBEHOTO COCTOSHUS MATKUX TKaHEH y
MaUEeHTOB NIPH YAJHMHEHNH KOHEYHOCTEH.
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