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OcobeHHOCMU HapyuleHuUsi pocma 20J/108bl U mpaHCKpaHuasibHbI
KpO8OMOK y 60/1bHbIX C axoHApornnasueu

B.A. lUlypos, T.U. MenmukoBa

The peculiarities of the head growth disorder and transcranial blood
flow in patients with achondroplasia

V.A. Shchourov, T.l1. Menshchikova

T'ocynapcTBeHHOE YUpEeXKICHHE HAYKH
Poccuiickuii HayuHsblii 11eHTp "BoccranoBuTenbHas TpaBMaToslorus 1 oproneaua” um. akajgemuka I'. A. Mnusaposa, 1. Kypran
(reHepanbHbIil JUPEKTOP — 3aCIly)KEHHbIN nesTenb Hayku PO, unen-koppecnonnentr PAMH, n.m.H., npodeccop B.U. 11leB1oB)

C momoIpo MeTola TPaHCKPaHNAJIBHOK YJIbTPa3BYKOBOH JIOTITLIEpOrpauu 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
4acTH Yeperna W JOCTOBEPHOE yBeIHUYeHHE 00BEMa
TOJIOBHOTO MO3Ta. YBEIHYCHHE pa3MEpOB JKEIy-
JIOYKOB ¥l MEXIOJYIIAPHOH IIEeNH MPH STOM TPaK-
TyeTcsl KaK OJHMH U3 MPHU3HAKOB CKPBITOH THAPOIe-
tdammu [1, 2]. OgHAKO 3TH 0COOCHHOCTH HE SBIS-
I0TCs ceNUUIECKUMU JIJIs 3TOH matosoruu [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 MEPHOM TOJIOBO-
ro co3peBanus [4]. B pe3ynbprare OTCTaBaHHs B
pPOCTE OT 3II0POBBIX CBEPCTHUKOB JEQHIUT JUIHHBI
TOJICHH y OOJBHBIX K OKOHYAHMIO NEPHOJa POCTa
cocrapnsieT 47%, nunbl 6enpa — 36%, Kopiyca —
11% ot HOpMEL ['00Ba *e y OONbHBIX Ooblie,
YeM y 3/I0POBBIX CBEPCTHHKOB.

IIpu 3TOM y OOJBHBIX BCIIEACTBUE OTCTAaBAaHUS B
pOCTE€ KOHEYHOCTEHN CYIIECTBEHHO CHMYKEHA JIBUTa-
TeNbHAasi aKTUBHOCTD [5], YTO HE MOIJIO HE CKa3aTh-
Cs Ha COCTOSIHUM TE€MOJUHAMHKH, OTPa)KalolleM
(YHKIMOHATBHYIO aKTUBHOCTH OPTaHOB M CHCTEM
opranu3Ma. THTEHCUBHOCTh KPOBOCHA0XKEHHUS TKa-
Hell KOHEYHOCTeH y OOJBHBIX axOHJIpOIUIa3ueil B
COCTOSIHUM (PH3UYECKOTO TOKOSI Majo OTIMYaeTCs
OT TMOKa3areseil 3JJ0pOBBIX CBEpCTHUKOB [6], oaHa-
KO 00BEM TKaHEW KOHEYHOCTEH y HHMX CYIIECTBEH-
HO MEHBIIE, YTO OMpENeNsIeT COOTBETCTBYIOIIEE
CHIDKEHHE KOJIMIECTBA IPUTEKAOICH KPOBH.

HacTosmee uccnenoBaHue BBIIOIHEHO C LEIbIO
olpezieieHlss 0COOEHHOCTEH KPOBOCHAOXKEHHS TO-
JIOBBI M MO3Ta y OOJIbHBIX aXOHAPOIUIA3UEH.

METO/IUKA

YJ'II)TpEBByKOBaH JHUAarHoCTuka KpOBOCHa6)K€HI/Iﬂ
T'OJIOBbI M MO3Ta MPOBEACHA € IMOMOIIbIO KOMIIbIOTC-

PU3UPOBAHHON JTMArHOCTUYECKON JIOMILIIEPOBCKOM
ycraHoBku (upmel "AHIT'MO-TIJIIOC" (natunku Ha



2 u 8 MI') y KOHTPOJIBHOW TPYIIIBI 00CIIEyeMbIX
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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HCCIIEI0BaHNUsI MUHYTHOTO 00BbEMa cep/ua HCIOib-
30BaHa auarHoctuyeckas ycraHoBka «SONOLINE
S1-450» ¢ matynkom Ha 3,5 mI1I.

Craructuueckass o0paboTKa pe3ylbTaToB WC-
CIICNOBAaHUs IPOBEICHA C HCIIOJNB30BaHHEM CTaH-
naptHOro Habopa mporpamm «Statistika», «Mi-
crosoft 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 0OJIbINE, YeM B HOpMeE (puc. 1).

24
03 | Ha=244Lnt) + 154 L)
2 _
2 R? =0,841
s 21
Ch
20
g
] 19
@ 18
17
H=0,88Ln(t) + 16
16 R? =0,597
15 B I I I I
3 8 10 11 12 13 14 15 16 17 20 22 28
BospacT (roabi)

Puc. 1. BospacTtHas quHamMuka pocTa JIMIEBOW 4acTH

geperna y OOJBHBIX aXxOHApOIUIasHel (BepXHHUH rpaduK)

Uy 310POBBIX JIETEH U MOJPOCTKOB

MuHyTHBIH 00BEM cepana y OoibHBIX B 1,5
paza MeHbIlIE, YeM B HOpPME, YTO OOBICHSIETCS
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
BHUMaHHE OTHOCUTEJILHO BBICOKAas CKOPOCTh KpO-
BOTOKa I10 3aJIHEH MO3TOBOI apTepuHu.

Kak u y 310poBBIX 00CienyeMbIX, Y OOIBHBIX C
MOBBIIIIEHHEM CKOPOCTH KPOBOTOKa B OJHON U3
CMA KpoBOTOK B KOHTpajaTepajbHOIl Takke Io-
Bbimaercs (puc. 2). To ecTh mMeeTcst CoOapyKecT-
BeHHas peakuusa aAByx CMA. OnHako y 340pOBBIX
o0cieyeMBIX TaKkasi B3aUMOCBS3b TIPOCIICIKABACTCS
MpU YBEIUYEHUU CKOPOCTH KPOBOTOKA TOJIBKO [0

19 cm/c, mpu paccTpoiicTBaX MO3TOBOTO KPOBOTOKA
OHa MOJKET M3MEHHUTHCS Ha 0OPATHYIO.
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Puc. 2. B3aumocBsi3p JIMHEHHOH CKOPOCTH KPOBOTOKA
10 MPaBOW M JICBOW CPEIHMM MO3TOBBIM apTEPHSIM Y
0OJIBHBIX aXOHPOILIA3UeH
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Puc. 3. 3aBuCHMOCTb CKOPOCTH KpPOBOTOKA I10 3aJHEH

MO3TOBOH apTepUU OT CKOPOCTH KPOBOTOKA IO TO3BO-

HOYHOM apTepuul y OOJIBHBIX aXOHIPOILIa3Heit

He BbIsiBiI€HA 3aBUCUMOCTH JIMHEHHON CKOpPOCTH
M0 MO3TOBBIM apTEPHsIM OT BO3pacTa 00CIe0BAHHBIX
OONBHBIX. DTO OOBACHAETCS TEM, YTO BO3PACTHOE
U3MEHEHHEe MUHYTHOTO 00BEMa KPOBOTOKa obecrie-
YUBAETCS 3a CYET NPUPOCTA AUAMETpa apTepHil.

BrisBneHa B3aMMOCBS3b BEIMYMHEBI JTHHCHHOM
CKOPOCTH KpPOBOTOKA I10 33JJHEH MO3rOBOM apTepuun
OT CKOPOCTH KPOBOTOKa 10 IO3BOHOYHON apTEpUH,
OTCYTCTBYIOIIAasi B HOPME.

Tabimma 1
CKOpOCTB KPOBOTOKA (CM/C) TI0 SKCTpaKpaHHAIBHBIM apTepusaM, Mtm
I'pynmel Connag | ITosBonounas | HagOnokoBas [epenuss Cpenssas Mo3roBasi| 3a/iHsisi MO3roBast
00cIIeIyeMbIX apTepus apTepus apTepusi | Mo3roBas apTepHs apTepus apTepus
Kourponshast (n=62) 22,7+0,8 11,1+0,6 13,5+0,7 12,7+0,6 14,3+0,8 10,6+0,4
Bosnbabie (n=30) 20,5+1,5 8,8+1,0 11,0£1,5 12,3+1,1 13,6+1,1 11,5+0,7
CootHomrenwue (%) 90% 79% 81% 97% 95% 108%
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[Ipumenenne (GYHKIMOHAIBHBIX bIXaTEIbHBIX
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
CKOPOCTH 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-
poBEIX gereit [7]. B HOpMe cymmecTBeHHOE CHMXKe-
HHE CKOPOCTH MO3TOBOTO KPOBOTOKA y AETell mpo-
ucxoaut K 7 rogam, 1 K 11-12 romam aOCoOJIFOTHEIE
3HA4YEHHs PETHOHAPHOTO KPOBOTOKA MPUOIMKAIOT-

Csl K TAKOBBIM Y B3pOCHbIX Moneit [7].

Eciu y monaBisroIero 4mciia 30pOBhIX JIFOACH
C MIPaBOPYKOCTBIO CKOPOCTh KPOBOTOKA JICBOH ITO-
JIOBUHBI TOJIOBHOTO MO3Ta OTHOCHUTEIILHO HUXe [8],
TO TIPU aXOHIPOIUIA3WH CKOPOCTH KPOBOTOKA IIO
JIEBOI mepenHel, cpeqHell M 3agHell MO3TOBBIM
apTepHsM BBIIIE COOTBETCTBEHHO Ha 17%, 8,5% n
0,4%.

Takum 00pa3oMm, y OONBHBIX aXOHIPOILIA3UCH
BBISIBJICHA 3aJIeP’KKa BO3PACTHOTO CHHIKCHHUS CKO-
POCTH KpOBOTOKA MO MO3TOBBIM aprepusMm (Ooiee
BBIP)KCHA CJICBA) 3aBUCHMOCTH TPAHCKPAHUAIBHO-
T'0 KPOBOTOKA OT IKCTPaKPAHHATBHOTO, OTCYTCTBUEC
aJICKBaTHOW 3al[UTHON pPEaKIMH TPHU MOBBINICHUH
YPOBHS OKCHUI€HAallMM TKaHEH. BBIsBIEHHBIE 0CO-
OCHHOCTH MOTYT CBHJETEIHCTBOBAaTH 00 OTCTaBa-
HUU MOP(OIOTUIECKOTO Pa3BHTHSA MO3ra y 00ib-
HBIX ¥ COOTBETCTBYIOIIEM COXPAHEHHUH pPE3CPBOB
9TOTO Pa3BUTHSL.
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