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The peculiarities of the head growth disorder and transcranial blood
flow in patients with achondroplasia
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T'ocynapcTBeHHOE yupexkieHHe HayKH
Poccuiickuii HayuHblii 1IeHTp "BoccranoBuTenbHas TpaBMaTosiorus v oproneaua” um. akagemuka I'. A. Mnusaposa, . Kypran
(reHepanbHbIi JUPEKTOP — 3aCIIy)KEHHBbIH fesTens Hayku PO, unen-koppecnionnent PAMH, n.m.H., npodeccop B.U. 11leB1oB)

C momoIpo MeTola TPaHCKPaHNAJIBHOK YJIbTPa3BYKOBOH JIOTILIEporpauu OmpeseneHa CpefHsas CKOPOCTh KPOBOTOKA y 15
0ombHBIX ¢ axoHzporuiazuei 8-28 et u 31 310poBoro cBepcTHUKa. OOHAPYKEHO OTCYTCTBUE Y OOJNBHBIX OTCTaBaHUs B POCTE
4epera ¥ OTHOCHTEIILHO BBICOKHE TTOKAa3aTe/ln KPOBOCHA0KEHNs MO3Ta, XapaKTepHBIE JUIs JieTel 6ojiee paHHETo BO3pacTa.
KiroueBble cioBa: KpOBOCHA0KEHHE MO3Ta, aXOHAPOILIA3Hsl, aHTPOIIOMETPHS.

Mean circulation rate was determined in 15 patients with achondroplasia at the age of 8-28 years and in 31 normal subjects
of the same age using the method of transcranial ultrasonic dopplerography. No growth retardation of the skull was found
in the patients and also relatively high indices of the brain blood supply, which were typical of the children at the earlier

age.
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BBEJIEHUE

AXOHpOIUTa3Hs SBISAETCS BPOXKICHHBIM 3a00-
JICBaHUEM, XapaKTEPU3YIOIIUMCS CYIIECTBCHHBIM
HapylmIeHHeM MPOJOJIBHOIO POCTa KOHEYHOCTEH,
OTCTaBaHHWEM B POCTE KOpITyca W Makpoledannei.
Bcnenctsue HapylieHHs pocTa KOCTEH OCHOBaHMSA
Yyeperna BO3HUKAIOT XapaKTepHbIe Ae(GopManuy Iu-
112 C BBHINSTYMBAHHUEM BIIEpe]] IOOHBIX KOCTEW U cell-
JIOBUIHBIM HOCOM. VIMeeTcs yBeInueHHe MO3rOBOM
YacTH 4epera M JIOCTOBEPHOE yBEIMYeHHE 00BbEMa
TOJIOBHOTO MO3Ta. YBEIMYEHHE Pa3MEpOB IKely-
JIOUKOB ¥ MEXIONYIIApPHOH ILeNu MpHU 3TOM TPaK-
TyeTcsl KaK OAMH U3 NMPU3HAKOB CKPBITON TrUapole-
tamuu [1, 2]. OgHAKO 3TH 0COOCHHOCTH HE SBIS-
F0TCS CIeITU(UIECKUMHU JIJIS 9TOH matosioruu [3].

Yarie Bcero OTCTaBaHUE B POCTE MPETEPIIEBAIOT
T€ YaCTH TeJla, KOTOPhIE HMEIOT HanOOIBIINA TIPo-
[EHT YBEITUYEHU [UTMHBI B TOCTHATAIBHBIN TEPHOJ
pa3BuTHA. M3BeCTHO, YTO HOBOPOXIECHHBIE NMEIOT
OTHOCHTENIFHO OOJBIIYIO TOJIOBY M KOPOTKHE HOTH.
B nmpouecce nocTHaTanbHOrO OHTOrEHE3a pa3Mephl
TOJIOBBI YBEJIMUUBAIOTCS B 2 pasa, [UIMHA TYJIOBUIIA
— B 3, a KOHeuHocTe! — B 4-5 pa3. HuxHue koHeu-

HOCTH 0COOEHHO OBICTPO PACTYT B MEPHO TOJIOBO-
ro co3peBanus [4]. B pe3ynbprare OTCTaBaHHs B
pPOCTE OT 3II0POBBIX CBEPCTHUKOB NEQHIUT JIHHBI
TOJICHH y OOJBHBIX K OKOHYAHMIO NEPHOJa POCTa
cocransieT 47%, nnunbl 6enpa — 36%, Kopiyca —
11% ot HOpMEL ['0n0Ba *e y GONbHBIX Oonblie,
YeM Yy 3JI0POBBIX CBEPCTHHKOB.

IIpu 3TOM y OONBHBIX BCIIEACTBUE OTCTABAaHUS B
pocTe KOHEUHOCTEH CYIIECTBEHHO CHIDKEHA JBHUTra-
TeJbHasi aKTUBHOCTD [5], YTO HE MOIJIO HE CKa3aTh-
Cs Ha COCTOSHUM TE€MOAMHAMMKH, OTpaKarolleM
(YHKIMOHAIBbHYI0 aKTHBHOCTh OPraHOB U CHCTEM
oprannsMa. IHTEeHCUBHOCTH KPOBOCHAOXEHUS TKa-
Hell KOHeYHOCTeH y OOJIBHBIX axXOHIpOIUIa3ueil B
COCTOSIHUM (PM3UYECKOTO TTOKOSI Majio OTIMYAeTCs
OT TMOKasareseil 3JJ0pOBBIX CBEpCTHUKOB [6], oaHa-
KO 00BEM TKaHEH KOHEYHOCTEH y HHMX CYIIECTBECH-
HO MEHBIIE, YTO OMpEeNeNsieT COOTBETCTBYIOIIEE
CHIDKEHHE KOJIMIECTBA MIPUTEKAOICH KPOBH.

HacTosmee uccnenoBaHue BBIIOIHEHO C LEIbIO
OIpezieIeHNsT 0COOEHHOCTEH KPOBOCHAOXKEHHS TO-
JIOBBI ¥ MO3Ta y OOJIbHBIX aXOHIPOIUIa3HeH.

METOJIUKA

yHLT‘pa3ByKOBaH JHUarHoCTuka KpOBOCHa6)K€HI/Iﬂ
TOJIOBbI U MO3Ta IMPOBCACHA € IMMOMOIIbIO KOMIIbIOTC-

PU3UPOBAHHON [IMArHOCTUYECKOH TOMILJIEPOBCKOM
ycranoBku upmsl "AHT'MO-TIJIIOC" (natunku Ha



2 n 8 MI') y KOHTPOJBHOU TPYMNIBI 00CHIETyeMbIX
0e3 HapylieHuii Mo3roBoro KpoBooOparmeHust (31
YeJIOBeK, CpeaHui Bo3pacT 38 ner) u y 15 GOnbHBIX
axoHIpoIUTa3uel B Bo3pacte 8-28 mner. OnpenencHa
JIWHEHHash CKOPOCTh KPOBOTOKA B OOEHMX COHHBIX,
M03BOHOYHBIX, Ha/IOJIOKOBBIX apTepHsiX, B TIEPEAHEH,
cpenHel u 3aaHel apTepusx mosra. Kpome Toro, st
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HCCIIeI0BaHHUsI MUHYTHOTO 00BEMa cep/ia HCIOib-
30BaHa auarHoctrdeckas ycraHoBka «SONOLINE
S1-450» ¢ matyukom Ha 3,5 mI1I.

Craructuueckass o0paboTKa pe3ylbTaToB WC-
CIICNOBAHUS IPOBEICHA C HCIIONB30BaHHEM CTaH-
naptHOTro Habopa mporpamm «Statistikay, «Micro-
soft Excel».

PE3VJIbTATBI UCCJIIEJJOBAHU A

[Ipu aHanu3e AMHAMUKH POCTa BBICOTHI JIHIIC-
BOW 4acTH 4eperna BBISIBICHO, YTO C YBEIHMYCHHUEM
BO3pacra JeTeil, MOJPOCTKOB M B3POCIBIX BEPTH-
KaJbHBIA pa3Mep JUIEBOM dYacTh yepena y OOJb-
HBIX CTAHOBATCS 0OJIbIE, YeM B HOpME (puc. 1).
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Puc. 1. Bo3pacTHas auHaMuKa pocTa JIMLEBOH 4YacTH

geperna y OOJBHBIX aXOHApOIUIa3Hel (BepXHUH rpaduK)

1y 370pOBBIX JIeTell U MOJPOCTKOB

MuHyTHBI 00BEM cepana y OospHBIX B 1,5
pa3a MeHbIIE, YeM B HOpME, 4TO OOBSICHACTCS
MEHBIIUMH MacCOM TeJjla U JBUraTeIbHON aKTUBHO-
cThi0 O0sBHBIX. CKOpPOCTH KPOBOTOKA IO 0OIIeiH
COHHOW apTepuu y OONBHBIX OKa3ajach HI)KE HOP-
Mbl Ha 10%, 1m0 3KCTpakpaHHANbHBIM apTEPHAM —
Ha 20% (tabm. 1). B TO ke Bpems IUHEWHas CKO-
POCTH KPOBOTOKA TI0 MO3TOBBIM apTepUsIM y OOb-
HBIX IPAaKTHYECKU HE OTJIMYaiach OT MoKa3areyaeH y
3mopoBeIX Jroneit. [Ipu 3ToM oOparmaer Ha cebs
BHUMAaHHE OTHOCHUTEJIFHO BBICOKAs CKOPOCTh KpO-
BOTOKa I10 3aJIHEN MO3TOBOI apTepuHu.

Kak u y 3m0poBBIX 00CIIeayemMsIX, y OOIBHBIX C
MIOBBIMIEHNEM CKOPOCTH KPOBOTOKAa B OJHOU U3
CMA KpOBOTOK B KOHTpajaTepajbHOIl Takke Io-
Bbrmaercs (puc. 2). To ecth mMeeTcst COapyKecT-
BeHHas peakuus aAByx CMA. OnHako y 340pOBBIX
o0creryeMbIX Takasi B3aUMOCBS3b ITPOCIIEKUBACTCS
IpU yBEIUYEHUH CKOPOCTH KPOBOTOKA TOJIBKO IO

19 cm/c, mpu paccTpoiicTBaX MO3TOBOTO KPOBOTOKA
OHa MOXXET U3MEHUTHCS Ha OOPaTHYIO.
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Puc. 2. B3aumocBsi3p JIMHEHHOH CKOPOCTH KPOBOTOKA
10 TPaBOH M JICBOH CPEIHHM MO3TOBEIM apTEpPHsIM Yy
OOJBHBIX aXOHPOILIa3nel
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Puc. 3. 3aBuCHMOCTb CKOPOCTH KpPOBOTOKA I10 3aJHEH

MO3TOBOH apTepUU OT CKOPOCTH KPOBOTOKA IO TO3BO-

HOYHOM apTepuul y OOJIBHBIX aXOHIPOILIa3Heit

He BbIsiBIE€HA 3aBUCUMOCTB JIMHEWHOM CKOPOCTU
10 MO3TOBBIM apTEPHsIM OT BO3pacTa 00CIe0BAHHBIX
OONBHBIX. ODTO OOBACHAETCS TEM, YTO BO3PAcTHOE
W3MEHEHHE MHHYTHOTO 00B&Ma KpOBOTOKa obecre-
YUBAETCS 3a CUET NPUPOCTA AUaMETpa apTepHil.

BrisiBieHa B3aWMOCBSI3b BEJIMYMHBI JIMHEHHOU
CKOPOCTH KPOBOTOKA I10 3aJlHEH MO3rOBOM apTepuun
OT CKOPOCTH KPOBOTOKa IO TO3BOHOYHON apTepuH,
OTCYTCTBYIOIIIAasl B HOPME.

Tabimma 1

CKOpOCTB KPOBOTOKA (CM/C) TI0 SKCTpaKpaHHAIBHBIM apTepusaM, Mtm

I'pynmel Connas |ITo3Bonounas | Hagomokosas [epenuss CpenHsas Mo3roBasi| 3a/iHsisi MO3roBast
00cIIeIyeMbIX apTepust apTepust aprepus MO3rOBasi apTepus aprepus apTepus
KouTtpossnas (N=62) 22,7+0,8 11,1+0,6 13,540,7 12,7+0,6 14,3+0,8 10,6+0,4
BospHbie (N=30) 20,5+1,5 8,8+1,0 11,0+£1,5 12,3+1,1 13,6+1,1 11,540,7
CootHomrenue (%) 90% 79% 81% 97% 95% 108%
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[IpumeHenne (GYHKIMOHAIBHBIX JbIXaTEIbHBIX
npo0 mpu 0OCIeIOBaHMM OOJIBHBIX JeTeld  OBLIO
CONPSKEHO € pAoM TpyaHocTell. [Ipomomxurens-
HOCTb 3aJICP’KKH JbIXaHHUA Y HUX ObLIa CYIIECTBEH-
HO cHmkeHa. Ho make B 3THX YCIOBHSX NPHPOCT
CKOPOCTH KPOBOTOKA IO CPEIHEN MO3rOBOM apTe-
pun coctasun 47%. B ycnoBusX MpUMEHEHUS TH-
MIEPOKCHYECKON BIXaTeIHHON MPOOBI B OOJBIINH-
CTBE CJIy4yaeB HE MOJIYYCHO aJeKBATHOTO CHM)KECHHS
CKOpPOCTHU KPOBOTOKA.

Tem He MeHee NMpuUMeHEHHE (YHKIIMOHAIBHBIX
npo0 MO3BOJISIET C/ENaTh MPEAIIOI0KEHHE O (yHK-
[IMOHAJIBHOW M30BITOYHOCTH KPOBOCHAOXEHUS TO-
JIOBHOTO MoO3ra y OOJIBbHBIX, XapakTepHOH st 00-
Jiee paHHHX JTaloB TOCTHATAIBHOTO Pa3BUTHSA 3]10-
poBBIX Aetei [7]. B HOpMe CylecTBEHHOE CHUXKeE-
HHE CKOPOCTH MO3TOBOTO KPOBOTOKa y JeTeil mpo-
ucxoauT K 7 rogam, U K 11-12 rogam aOCOJIIOTHEIE
3HA4YEHHs PETHOHAPHOTO KPOBOTOKA MPUOIMKAIOT-

Cs1 K TAKOBBIM Y B3pOCHbIX mozeit [7].

Ecnu y mozaBisitomiero yucia 310pOBbIX JIIoAeH
C MIPaBOPYKOCTBIO CKOPOCTh KPOBOTOKA JICBOH ITO-
JIOBUHBI TOJIOBHOTO MO3Tra OTHOCHTEIHHO HIDKE [8],
TO TIPH aXOHJPOIUIA3UH CKOPOCTH KPOBOTOKA IO
JIEBOM mepenHeil, cpeaHed M 3agHEel MO3rOBBIM
apTepHsM BBIIIE COOTBETCTBEHHO Ha 17%, 8,5% n
0,4%.

Takum o0OpazoM, y OONBHBIX aXOHIPOILIA3UEH
BBISBJICHA 3a/IePXKKa BO3PACTHOTO CHIIKEHHUS CKO-
POCTH KPOBOTOKa II0 MO3TOBBIM apTepusM (Oosee
BBIpa)KEHA CJIeBa) 3aBUCHMOCTh TPaHCKpaHHWAJILHO-
r'o KPOBOTOKA OT 3KCTPAaKpaHUAJIBHOTO, OTCYTCTBHE
a/ICKBaTHOW 3aIllMTHOW PEaKLUUH IMPU HOBBILICHUH
YPOBHS OKCUTCHAIIMH TKaHel. BrIsBIeHHBIE OCO-
OCHHOCTH MOTYT CBHJETEIHCTBOBAaTH 00 OTCTaBa-
HUU MOP(OIOTUIECKOTO Pa3BUTHUSA MO3ra y 0Oib-
HBIX ¥ COOTBETCTBYIOIIEM COXPAaHECHUH pPE3CPBOB
9TOTO Pa3BUTHSL.
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