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PECULIARITIES OF NATURAL LONGITUDINAL AND TRANSVERSE

GROWTH OF LIMBS IN PATIENTS WITH ACHONDROPLASIA
V.1.Shevtsov, V.A.Schurov, T.l.Menschikova, G.S. Janbakhishev

Poccuiicknit HayuHblil HeHTp "BoccTaHoBUTENbHAS TPaBMATONOrHs U opToneaus” uM. akagemuka I'. A. Mnuzaposa, r. Kypran
(Ienepanbhblii aupextop — akagemuk PAMTH, n.Mm.H., npodeccop, 3aciyxeHHbli aestens Hayku PO B.1. 1lleBnoB)

B pesynbraTe o6cnenoBanust 417 310poBbIX AeTeld pa3HOro Bo3pacTta U 342 GOJIBHBIX C BPOXK/IEHHBIM OTCTaBaHHEM B POCTE
KOHEYHOCTEH YCTaHOBJICHO, YTO BKJIan MeTadnu(u3apHbIX IIacTHHOK pocta (MOIIP) B yBenuueHue NpoJONIBHBIX
pa3MepoB CErMEHTOB KOHEYHOCTEH CHMXKEH IPH aXOHAPOIUIa3HU. DTO CHIKEHHE B 3HAYUTENILHOM Mepe 00YCIIOBIEHO
HCXOJHOHU 3a/Iep>KKOI POCTa U IMHAMHKH IOKa3aTeNsl ynpyroctd Mei. Ilocie yummHeHus: KoHeqHOCTeH 1o VimnzapoBy
HaBepcThIBatOIMid poct mwiomaay MOIIP Moxer obecrneduTh BOCCTAHOBJICHHE E€CTECTBEHHOIO pPOCTA YAJIMHEHHOTO
CerMEHTa KOHCYHOCTH y JieTell NpH HOPMalM3alli¥l BEIUYMHBl HAIPSDKCHWUS PACTSHKEHUS MBI M COXPAHEHHU
YCKOPEHHOTO KPOBOTOKA.

KiroueBble coBa: pocT KOHEUHOCTEH, aXOHAPOIIA3HS, YIPYTOCTh MBIIIIL.

Investigation of 417 normal children of different age and of 342 ones with congenital retardation of limb growth
demonstrated, that contribution of metaepiphyseal growth plates (MEGP) to increase of longitudinal sizes of limb
segments decreased in achondroplasia. This decrease is caused by initial retardation of growth and dynamics of muscular
elasticity index to a great extent. After elongation of limbs according to llizarov making up growth for MEGP area can
afford restoration of natural growth of limb elongated segment in children in case of normalization of muscular tension
stress amount and maintaining of accelerated blood flow.

Keywords: limb growth, achondroplasia, muscular elasticity.

[IprunHO# W30MpPATETFHOTO HAPYIICHUS TIPO-
JIOTBHOTO POCTa OJHOW WM BCEX KOHEYHOCTEH Y
JeTeld MOXKeT OBITh HapylleHHe MeTaboim3Ma, Imo-
BPOXKICHUE WM HEIOPA3BUTHE COOTBETCTBYIOIINX
MeTa’nu(u3apHbIX IUIACTHHOK pocta (MDIIP).
CKOpOCTh TPOAOJBEHOTO POCTa KOCTH M JOCTHTae-
MBIE KOHEYHOCTHIO Je(UHHUTHUBHBIC Pa3MeEpHI
O0OBIYHO TMPSIMO TPOTIOPIIUOHANBHBI BEIMIHHE TIIO-
maau coorserctByronmx MOTIIP [3, 4, 7]. Oanako
MEXaHHM3M B3aMMOCBS3H IUIOMAAN 3THUX IJIACTHHOK
U CKOPOCTH POCTa KOHEYHOCTH OCTaETCS HE COBCEM
SICHBIM.

IIpennonaraercsi, 4TO CHIJIOH, CIIOCOOHOH TO-
BIHATh Ha POCT, SBISCTCA YBEIMYHBAIOMIASICS C
BO3pacToM Macca Tena u jnasienue Ha MOIIP npu
OpPTOCTATHYECKOM IOJIOXKeHUU Tena. [lo Hekoro-
pPBIM TOJCYETAM BEIMYWHA YACIBHOTO JTABJICHUS,
KOTOpasi CIIOCOOHA OTPHIATENHFHO ITOBIUATH Ha
CKOpPOCTh TPOJOJIBFHOTO POCTa KOCTH, COCTaBIISIECT
2,8 kr/em?® [11], cuna xe 3,8 kr/cm’ criocobHa mos-
HOCTBIO OCTaHOBUTH pocT [6]. DTa cuna mpuMepHO
B 3 pasa Oombllle TOW, KOTOpas BO3HHKACT IIPH
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OCEBOM HArPy)KCHHH KOHEYHOCTH MAacCCOU Tena.
OmHako 3TH PacyEThl CTAHOBATCS OECCMBICIICHHEI-
MH, KOTJa pedb UAET O MEXaHW3ME TOPMOKCHUS
pocTa BepXHUX KOHEYHOCTEH YeIOBeKa.

ITo Mepe pocta peOEHKa YBEIMYMBAIOTCS KaK
mwiouianas MOIIP, Tak U ynpyroctb OKpY>KaroLIUX
kocth M [1, 5]. Kimuanueckuii ananms ocobeH-
HOCTEH pOCTa KOHEYHOCTEH y OOJBHBIX C MOCIEN-
CTBUSIMH TTOJIMOMUEINTUTA ¥ aXOHJPOTUIA3UeH 1T03BO-
JUJI TIPUHATH K BBIBOAY, YTO OTPHUIIATEIFHOE BITUS-
HUE Ha CKOPOCTb POCTa KOCTEH MOKET OKa3bIBaTb
HE TONBKO W30BITOYHOE, HO W HEIOCTATOYHOE
yaensHoe Aasienue Ha MOIIP. IIpu sTom caenaHo
MIPEAINOJIOKEHUE, YTO 33a/IepKKa POCTa MPU aXOH-
poIUTa3ud B 3HAYUTENBHOW Mepe OO0yCIOBICHA
HEJOCTAaTOYHBIM TOHYCOM MBILII OTCTAIONIMX B
MPOJOJBHBIX pa3Mepax KOHEYHOCTEH.

Lenp HacTosilero McciaeIoBaHUS 3aKI0OYaeTCs
B OLIGHKE POJM BO3HHUKUIEr0 y JAeTed OTCTaBaHUs
pocTa ¥ TUIOTOHHH MBI B ONpPEICIICHUN Ialb-
HEHIIero HapylweHusi pocTa KOHEYHOCTeH mpu
aXOHJPOIUIA3HHU.



I'ennii Opronennu Ne 1, 1998 r.

METOJUKA UCCJIIEAOBAHUA

AHTPOTIOMETPUYECKHE HCCIICIOBAHNUS BBIIOJI-
HEeHBl ¥ 417 3M0pOBBIX OOCIEIyEeMBIX JKEHCKOTO H
MYXCKOT'O TI0JIa B Bo3pacte ot 2 1o 18 mer, a Taroke
y 314 GONBHBIX aXxOHAPOIUIA3KeH, MOCTYMUBIINX Ha
JIeYeHUE B KIMHUKY HHCTHTYyTa. Kpome Toro obcre-
noBaHBI 38 OOJBHBIX C BPOKACHHBIM HEIOPAa3BHUTHU-
€M MaJI00epII0BOH KOCTH.

[Tnomane momepedHoro cedeHus Merasmudu-
3apHBIX IIAacTHHOK pocta (MDIIP) pa3nmaHbIX
KOCTEH BBIYHCIUIN 1O (hOpMyIe 3JUIMICa, OLCHU-
Basl AMAMETPHI IUTACTUHOK MO PEHTTEHOTPaMMaM B
IByX mpoekmuax. g omenku miomann MOIIP B

HOpPME HCIOJIb30BATH PEHTI€HOTPAMMBI KOHEYHO-
CTel BBHINIOJHEHHBIE B IeHb TPaBMEI y 60 meteii 6e3
HapyIIeHHus1 pocTa KoHedHocTed. O BenudmHE TO-
[IEPEYHON TBEPAOCTU MKPOHOKHOM MBILIIBI B IO-
KO€ MBI CyIWIH Ha OCHOBAHHH JAHHBIX MHOTOHO-
METPHH, HOIYYCHHBIX C HCIIOJIB30BAaHHEM MEXaHU-
YECKOT0 TOHOMETPA, BHIIOJHEHHOTO Ha 0a3e MHOM-
KaTopa repemMerieHus gacoBoro tuma MY-5. O0b-
€MHas CKOpOCTh KPOBOTOKA TOJIEHH OLICHHBAJIach
Ha OCHOBAaHMM OKKIIO3MOHHOH IIIETH3MOTpadun
(«PERIQUANT-3500%», I1IBerus).

PE3VJIBTATBI

[Ipu ananm3e BO3paCTHBIX KPHUBBIX JUTMHBI TOJIE-
HHU BBISBICHO, YTO TpapuK OOJHHBIX aXOHIpPOILIa-
3HWel CyIIeCTBEHHO HIDKE TpaduKa 3M0POBBIX JICTEeH
u monpocTkoB (puc. 1). IIpu obGcmenoBanny 6OIH-
HBIX C OKTPOMENHEH TIOATBEPKACHO W3BECTHOE
MIPaBMIIO: CKOPOCTh POCTa M MPOIOIBHBIC Pa3MepHl
Oempa W TOJCHW TeM MEHBINE, YeM MEHbIIE ILIO-
maap MNONEPEYHOro cedeHus: auctanpHo MOIIP
Oempa m mpokcuMmansHOW roneHu (tabm. 1). Ilpm
9TOM B3aUMOCBSI3b TMHBI TOJICHW W IUIOMIAIU Ce-
yeranss MOIIP OomnbimebepoBoi KOCTH IMOpakeH-
HOM M MHTAKTHOM KOHEYHOCTEW ONMUCHIBAETCS O-
HUM OOIIMM ypaBHEHHEM JIMHEHHOW PETPECCHH:

S=2,425*L + 22,8; r=0,964

[Inomans aucramprOit MOIIP Gexpa mopaxeH-
HOW KOHEYHOCTH NpPU SKTPOMENIHUH Y JeTeld He-
CKOJIBKO MEHBIIIe, YeM WHTAaKTHOH (puc. 2). OmHaKko
C YBENMYECHHEM JUTMHBI KOHEYHOCTH 3Ta pa3HHIA
HUBEITUPYETCS.

Tabmuma 1
Pasmeps! guctansrOit MOIIP 6enpennoit u mpo-
keuMmansHOH MOIIP GonpmiebepioBoit KOCTH y
GOJIBHBIX C AKTPOMEIHEH

Bos- Koneu- Jliuna (cM) IInomans MOIIP
pacr HOCTh (CMZ)
rojeHu [ Genpa royieHu | Gempa
6- VYkopoueH. 24+1,4 | 25+1,5 | 15+0,6 | 13+0,6
7 Warakrtaas | 28+0,1 | 31+0,3 | 17+1,3 [ 15+0,5
8- VYkopoueH. 2712 | 27£1,9 | 17+2,1 | 14+1,3
9 WMuraktHas | 3040,7 | 35+0,4 | 19+2,0 | 18414
10- VYkopoueH. 27+1,1 | 33+1,4 | 20+2,0 | 14+2,3
11 Warakrtaas | 32415 | 38+14 | 21+20 [ 19+1,1
12- VYkopoueH. 32+1,7 | 35+2,2 24435 | 16+1,7
13 Warakrtas | 3740,7 | 43+1,1 | 2615 | 21+0,7
14- VYkopoueH. 35+0,9 | 39+0,8 | 25+1,9 | 22+2,0
16 WMuraktHas | 3940,6 | 45+0,7 | 28+2,6 | 2340,3

C yBenmu4eHHeM IUIONIAIN TIONIEPEYHOTO ceve-
st MOIIP Ha ogMHAKOBBLIE BEIWYMHBI JIMHA T'O-
JieHW Y OOJBHBIX axXxOHIPOIUTA3HEH YBEINIUBACTCS
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co ckopoctbio 0,88 cMm B roa, a B Hopme - 1, 25 cM B
rog (puc. 3). Y 3IOpOBBIX JeTell W TMOIPOCTKOB
B3aHMOCBSI3b IIPOJOIBHBIX Pa3MepoB OoJbiedep-
IIOBOI KOCTH W cyMMapHO# mumomanu MOIIP Gep-
IOBBIX KOCTEH OITMCHIBACTCS ypaBHEHUEM JIHEH-
HOM1 perpeccum:

Luopn.=20,76 +0,576*S (n=24, r=0,974, p<0,001).

Y G0NBbHBIX aXOHAPOIUIa3Uel B3aUMOCBSI3b Me-
KTy STUMH K€ TapaMeTpaMu OIUCHIBACTCS YpaB-
HEHUEM:

L= 0,003*S? + 0,346*S+7,49 (n=30).

[Ipu 3TOM BBISIBISETCS, YTO TOCIE TOCTHKEHHS
MOIIP cymmapHoit tutomaan 6eprioBeIx kKocteit 60
cm? YBEMYEHHUsI JUIMHBI ToJieHn He Oynet. Caemyer
3aMETUTh, YTO Yy OOJIbHBIX axXOHJPOIUIa3HeH MpHu
PaBHOM CO 3JI0POBBIMH CBEPCTHUKAMHU MPHUPOCTE
mwiomaan MOIIP nnuHa TPOKCUMANBHBIX U JTUC-
TaJbHBIX CETMEHTOB BEPXHUX KOHEYHOCTEH MEHBb-
me Ha 34 u 23%, HIWKHUX KOHEUHOCTEH - Ha 34 u
54%. JIna yBenwueHHs UTMHBI TOJICHW Ha 1 cM y
3I0pPOBBIX JIeTel HEOOXOAWM MPUPOCT IUIOUIAAN
MODIIP na 1,3 cM?, y mogpocTkos - Ha 3,5 cM%, y
0oNBHBIX C dKpoMmenuelt - Ha 0,7 oM’ a y OOJIBHBIX C
axoHJpoIuiazuel - Ha 9,6 eM?.

BoccraHoBneHne ecTeCTBEHHOTO poCTa YAJIU-
HEHHOW KOHEYHOCTH BO3MOXKHO JIMIIb B YCIOBHSIX
HOpMaJIM3alii  YIPYTOCTH MBI  YAJTUHEHHOTO
CerMEHTa, YCKOPEHHWsS IIYHTOBOTO KPOBOTOKA U
HaBEPCTHIBAIOMIETO YBEIWYCHUS TIUIOMAJA TOTIe-
peunoro ceuenns MOITP

Jlnst mpupocTa yAIUHEHHON OobIIe0epoBoit
koctr Ha 1 cM mromans MOIIP nomkHa Bo3pacTh y
OONBHBIX C AKTpOMENHen Ha 2,3 CMZ, a Ipu axoH/-
poIula3uu B MEpBbIM roj nocie jgedeHus - Ha 11,5
CM2, B MOCJISAYIONIHUE TObI - Ha 27,1 oM.

PeanbHo sxe mpupoct twromaan MOIIIP mocne
JIEYCHUs] Ha WHTAKTHOW KOHEYHOCTH IMPHU IKTPOME-
JIMK COCTaBuI 2,7 CMZ/FOJI, YAJUHEHHOH - 3,3 oM.
TIpy aXOHIPOIIA3MM B TEPBEIA TOX - 6,3 cM’, B
nocneaytomuue - 4,6 oM.
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Puc 1. Bo3pacTHas AuHaMMKa AJHHBI TOJICHH B HOPME U IIPU aXOHIPOIUIa3UH.
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Puc.2. 3aBucumMocTs roniaau cedeHus auctaabHoit MOIIP Gexpa oT ero JUIMHBI Ha HHTAKTHOH (KBaJpaTsl) U
OTCTAIOIIEH B pOCTE KOHEYHOCTH (KOJIBIIA).
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Puc.3. 3aBUCUMOCTD JJIMHBI TOJICHH OT IIONIAN TIOTIEPEYHOTO ceueHus mpokcuManbHoii MOIIP 6ombiebepiio-
BOH KOCTH y 3I0POBBIX JIeTE€H U MOAPOCTKOB U y OOJBHBIX ¢ aXOHAPOTUIA3HEH.
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Ha »Ti noka3zarenyu BIUSIOT BO3PAcT MAIlUEHTOB
¥ MacIuTaObl ONEPaTHBHOTO BMEIIATENbCTBA. UeMm
MOJIO)KE MAaIMEHTHI, TeM OOJNbIIEe OTHOCHTENIBHAS
BenmurHA npupocta mromaan MOIIP nocre nede-
Husa. Tak, y OONBHBIX axoHApoIUTasmed 6-7 Jer
MocJe yUIMHEHUS BYX rojeHeil miomans MOITP
OenpeHHO 1 00NBIICOEPIIOBON KOCTEH yBEIMYNBA-
eTcs B cpexHeM Ha 56%, B 8-11 ner va 33%, a B 12-
16 met - Tonpko Ha 21%. Ilocne yanmHEHUS OIHON
u3 TojeHeidl mpupoct cooTBercTByRomer MOIIP y
OOJIBHBIX PAa3HOTO BO3pacTa IPU aXOHIPOIUIA3UH
COCTaBMJI B cpeiHeM 67%, a HeyUTHHSEMOI rOJIeHH
HocJie y/UTMHEHHus cMexxHoro Oenpa - 101%. Cre-
JIOBAaTEIbHO, (PaKTOPOM, CIIOCOOCTBYIOIIUM POCTY
wromagn MOIIP saBnsgercs He CTOJIBKO CaMoO II0
ce0e yAIMHEHHE CEerMEeHTa KOHEYHOCTH, CKOJBKO
YBEIWYEHHE HANPSDKEHHUS PACTSHKEHHWS MBI U
ynenbHOTO HaBnenus Ha MOIIP (puc. 4).

Cremyer 3aMeTHTh, YTO CKOPOCTh pOCTa pas-
JWYHBIX CETMEHTOB KOHEYHOCcTeH (Oenpa, mieda u
IpeAIuIedbsl) Kak y 3A0POBBIX JIOACH, Tak M y
OOJIBHBIX axXOH/POIUIa3ueil MOKHO POrHO3UPOBATh
yXe B 5-6 JIeT, HOCKOJIBKY 3Ta CKOPOCTb 3aBUCHT OT
MX MCXOJHBIX pa3MEPOB B 3TOM BO3pacTe:

V= -0,48+0,08*L (r=0,917, p<0,001).
3aBUCUMOCTh CKOPOCTH pPOCTa TOJIEHH OT €&
JJIMHBI B 5 JeT OmUChIBACTCS YpaBHCHUEM C OTHO-

CUTETHHO OOJBIINM YTIOBEIM K03 duirmenTom:
V=-0,51+0,13*L (r=0,989, p<0,001).

W3 3TuX NaHHBIX ClIeAyeT, YTO CKOPOCTbh POCTa
JIICTaJIbHBIX CETMEHTOB KOHEUHOCTEH 0oJiee YyBCT-
BUTEJIbHA K U3MEHEHUIO MX TPOJOJIBHBIX Pa3MEpOB,
W HayMHATh JieyeHHue OOJIBHBIX Iierecoo0pasHo, B
YAaCTHOCTH, MMEHHO C YBEJIWYEHMS HPOJOIBHBIX
pa3MepoB rojeHH.

[Mocnenyomuii pocT yIIMHEHHOW KOHEYHOCTH
3aBUCHT TaK)Ke OT CTENIEHW HOpMaJM3aluy YIpyro-
CTH MBI U OOBEMHONH CKOPOCTH PETHOHAPHOIO
KpoBOTOKa. IIpH CcylIecTBEHHOM ITOBBIILICHUH YIIPY-
roctu Mol (Ha 50% wu Oonee) HaOmromaercs
«yca/Kkay JAUCTPAKIMOHHOTO pereHepara, Mpu HOp-
MaJIM3aliy TOKa3aTeis - BOCCTAHOBJIEHHE €CTeCT-
BEHHOTO POCTa, OCYIICCTBISIIOLIETOCS C TeM 0O0Jib-
el CKOPOCTHIO, YeM BBIIE OOBEMHAs CKOPOCTh
KPOBOTOKA.

Uem MOJI0KE TMAIUEHTHI, TEM OOJbIIE OTHOCH-
TeNIbHAsl BEIMYMHA NMPUPOCTA TUIOLIAIH [IONIEPEUHO-
ro ceueHus: npokcumaibHoir MOIIP Gospmiedepio-
BOW KOCTH TIOCJIE yJUIMHEHHS TOJICHU: B 6-7 JIeT Ha
53%, B12-16 net Tonmpko Ha 21%. CkopocTh ecte-
CTBEHHOT'O POCTa I'OJICHH B NEPBBIA T0J MOCIE Jie-
4yeHusi OONBHBIX 6-8 JeT JocTurana ypoBHS 370pO-
BBIX CBEPCTHHUKOB, OJIHAKO CHWJKaJIach C yBeJWYe-
HUEM Bo3pacta (puc. 5)
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Puc.4. B3aumMocBs3b OKa3aTeNeil ynpyrocT 00baie0epioBoil MBIIIIEI M CyMMapHOH IDIOIMIAIN CeYeHUs Oep-
1oBeIX MOITP.
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Puc.5. Bo3pacTHast iMHaMuKa B3aUMOCBSA3U BEJIUUHUHBI YJJIMHEHUS TOJIEHHU U €€ MOCIEAYIOIIEr0 €CTECTBEHHOTO
pocra ¢ Temniom He menee 1,5 cm/ro.
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OBCYXJIEHUE PE3YJIbTATOB

Ecmu Ob1 pakTOp BRI3BABIIMII OTCTaBaHHE POC-
Ta y OONBHBIX NEHCTBOBAJI Ha IPOTSDKCHUH BCETO
MepHO/ia MOCTHATATBHOTO PA3BUTHSA, HEOANHAKOBAS
CHJIa €ro BO3JCHCTBHS HEM3MEHHO IIpuBena Obl K
Pa3IMYHOM CTETICHNW OTCTaBaHUS B POCTE KOHEYHO-
creir. OmHako rpadudeckoe IMpencTaBiIcHHE KpH-
BBIX POCTA MTOKA3bIBAET, YTO OH OCYILECTBIISETCS Ha
YPOBHE TPETHETO MPOLEHTHIS OT CTaHAAPTHOMN
KpUBOM pocTa 30pOBBIX AETEH, YTO MOXKET O3Ha-
4aTh OTCYTCTBHE B 3TOT IEPHOA MATOJIOTHYECKOTO
mpoLecca, Uiu AECHCTBUE KAaKOH-TO APYroro HeWs3-
BectHOrO (pakTopa (Horton W.A. et al., 1978).

T'ucronoramu moxaszaHo, 4To B JaHHOW rpymie
OOJIBHBIX POCTOBAasl 30Ha KOCTEH OKa3bIBACTCS XO-
pOIIIO OPraHW30BAaHHOH, ¢ HOPMAJIBHBIMH CTOJIOH-
KaMH XOH/POIMTOB, COAEPKAIIMMHU OOBIYHOE YHC-
JO KIETOK 0€3 MPH3HAKOB AUCTPO(GHUECKOTO IIPO-

necca (IT.A.Pesemn, 1993). Ilo maHHBIM 3IIEKTPOH-
HOW MHUKPOCKOIIMH, B XpANIC HAXOIITCA OTHOCH-
TENBHO HOPMAIIBHBIE XOHIPOIMTHI W MAaTPHKC
(Rimoin D.L. et al., 1970; Silberberg RS., 1976;
Rimoin D.L. et al., 1976; Sillence D.O. et al.,
1979).

Takum o0pa3om, Ipy aHANN3E MIPUINH OTCTABa-
HHUS B POCTE CErMEHTOB KOHEYHOCTEH y OOJBHBIX
HEoOXOoIMMO oOpamaTh BHUMaHHE Ha COCTOSHHE
cootBercTBytommx MDOIIP. Tlpm skTpomemnin
MMEHHO OTCTaBaHHE B POCTE IUIOMAAX ITHX IUIa-
CTHHOK OOYCIJIaBIMBaeT OTCTaBaHHE B POCTE ONHOU
nnm obeux rojeHeidl. pyruM BakHeHmuM (akro-
POM SIBIISIETCS. MCXOTHAS JJIFHA CeTrMEHTa KOHEYHO-
CTH, C yBEIMYCHHEM KOTOPOH pacTeT IOKa3aTellb
VIOPYTOCTH MBI M CHIDKaeTcs OOBEMHAS CKO-
POCTB KPOBOTOKA y JETEH.
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