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AHHOTALMSA

I'maxorenoBas Gone3ns (I'b) — oOmiee Ha3BaHWEe HACICACTBCHHBIX OOJIE3HEH YTIICBOJHOTO OOMEHA, NMPH
KOTOPBIX TIPOMCXOMUT HEJOCTATOYHOE pACHICIUIEHHE TJIMKOT€Ha JO0 TIIOKO3bl C H30BITOYHBIM €ro
HAKOIUIGHWEM B Pa3IMYHBIX OpraHax M TKaHAX, IPUBOSAIIEE K Pa3BUTHIO THIOTIUKeMuu. nearndukanms
I'b B nepuatpuyueckoil MpakTUKE YacTO BbI3BIBAET 3aTPYJHEHUS. B CBSA3M € 3TUM 4pe3BbIYAHO Ba)KE€H MOMUCK
BBICOKOMH(OPMATHUBHBIX MeToA0B nuarHocTuku I'b. B mocnmegrme romel Gonbplioe BHUMaHWE YAETSETCA
n3ydeHnto ponu kommbiotepHoi Tomorpaduu (KT) mpum auddy3HBIX MOpakeHHSX TEeYeHH M TIOYeK.
HNudopmarus 06 ocobennoctsx KT-kaptuHbl meueHn W modek mpu ['B B JoCTymHOW OTedeCTBEHHOMH
nuTepaType oTcyTcTByeT. Hamm Owimo obcmenoBano 50 mereit ¢ I'b, xoropemm mpoBoamnace KT opranos
OPIONIHOH TOJIOCTH W 3a0PIOIIMHHOTO TIPOCTpaHcTBa. BrisBieHo, uTo KT-TUIOTHOCT MapeHXUMBI TICYCHH U
MMOYEK M3MEHSAETCSl COOTBETCTBEHHO THUITY 3a0oineBaHus, uTo AenaeT KT BrIcOKOMH()OPMAaTHBHBIM METOIOM
nuartoctuku I'b.
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I'muxorenoBast 6one3ns (I'B) — oOuiee Ha3BaHNE HACIEACTBEHHBIX OOJIE3HEH YIIIeBOJHOTO OOMEHa, B OCHOBE
KOTOPBIX JISKHUT HEJOCTaTOYHOCTh WIH AC()EKT OJHOTO MM HECKOJIBKHX (EPMEHTOB, YYAaCTBYIOUIMX B
CHUHTE3€ M paclleIUIeHUH TJIMKOreHa. B pe3ynbrare He MPOUCXOIUT JOCTaTOYHOE paCUIEIIEHHE TIMKOIeHa
JIO TIIIOKO3BI C M30BITOYHBIM €r0 HAKOIUIEHHEM B Pa3IMYHBIX OpPraHax M TKaHSX, MPUBOASIICE K Pa3BUTHIO
runornukeMud. 1o sH3MMHOMY nedunurty BblIeneHO Oojiee 12 THMOB rimkoreHo3oB. Hambonee dacto
BcTpeuatoTcsi U noapoOHo u3ydensl I, Il u VI Tumsl, nporekaromue ¢ NpeMMYyIIECTBEHHBIM MOPaXCHUEM
nedeHu [1, 7]. HecMoTpsi Ha XapaKTepHBIi CUMITOMOKOMIUIEKC, uaeHTudukanus I'b B memuarpuueckoi
MPaKTUKE YacTO BBI3BIBACT 3aTPYNHEHHS W TALMEHTHl JUIUTENFHOE BpeMsi HAaONIOJArOTCS C APYTHMH
IUarHo3aMH, HE TONydas CIEeHU(PHUYECKYI0 TEpamuio, 4TO OTPHLATENFHO CKa3blBaeTCsl HA COCTOSHHU
OONBHBIX. B CBS3M C 3TUM Upe3BHIYAHO BaXKEH MOUCK BBHICOKOMH(OPMATUBHBIX METOJIOB AMArHOCTUKHU ['B,
Takux Kak koMmmsloTepHas Tomorpadus (KT) [2, 6, 8]. Mndopmauus 06 ocodernoctsix KT-kapTHHBI edeHn
u nouek npu ['b B gocTynHO# 3apyOeKHOW nuTeparype MpelcTaBieHa KpaiiHe CKyTHO, MpUYeM JaHHBbIE
3a4acTylo MPOTUBOPEUUBHI [3, 4, 5, 9]. OTedecTBEHHBIX MyOJIMKAIMIA 0 STOMY BOTIPOCY HAMU OOHApYKEHO
HE OBLIO.
[Toaromy nenpio Hamiero ucciefoBanus ssuiock onpezaenenue ponu KT B nuarHoctuxe I'b u BhIsSBIEeHME
XapaKTepHBIX MIPU3HAKOB MMOPAKEHNS MEUEHU U MOYEK MTPHU 3TOM MATOJIOTHUYECKOM COCTOSHUU.
Hawmu 6v110 06cnenoBano 50 gereit ¢ I'b (30 manbuukos u 20 neBoyek) B Bo3pacte oT 6 mecsiues a0 17 et
(cpemnnii Bozpact 7,3+0,6 ner). KontponsHyro rpymry coctaBuiu 40 310poBeIX cBepcTHUKOB. [luarno3 I'b
YCTAHABJIMBAJICS Ha OCHOBAaHWM JAaHHBIX aHaMHe3a, KIMHUYECKOM KapTHHBI, PE3yJIbTaToOB Ja0OpaTOPHOTo,
WHCTPYMEHTAIBHOTO, MOP(OIOTHIECKOTO M TEHEeTHIeCKOoro oOciemoBaHus (y HEKOTOPHIX OONBHBIX). B
3aprcuMocTH OT Tuma I'b netn 6p1TH ompenenens! B ciaenyromue rpynmsl: 1-s — ¢ [ tunom (n=18), 2-1 — ¢ 111
oM (n=18) u 3-1 — ¢ VI turiom (n=14).
Bcem mammentam mpoBoamnack KT opraHoB OpromHOM TOJOCTH W 3a0pIONIMHHOTO IMPOCTPAHCTBA HA
MyJIBTUCTIHPATBHOM KommbloTepHOM Tomorpade «Light Speed 16» ¢dupmer General Electric (CHIA) ¢
WCTIOJIb30BAaHUEM CIEAYIOMUX (PU3UKO-TEXHUIECKUX XapaKTepucTuk: HanpspkeHue — 100 kV, skcno3unus —
120 mAs, tommuaa cpesa 2,5 MM npu koumMarmu 4,0 * 1,25 mm. OOcnenoBanue aereil MpOBOAMIOCH B
MOJIOXKEHUH Jieka Ha cnuHe. B manpHeiimeMm n300pakeHHsT pEeKOHCTPYHPOBAIN MPH MOMOLIM AETaTIbHOIO
NrOPUTMa PETPOCIIEKTUBHOM PEKOHCTPYKLUMH 0€3 W3MEHEHHUs ee mNapamMeTpoB. JleHCUTOMETpHYECKHe
MOKA3aTeN! TIEYCHHU, CEIEe3EHKN U KOPKOBOI'O CJIOS MOYEK ONpeAessUIN M0 IIKajie B eAUHHMLAX XayHcduina
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(em. X) mpu HATUBHOM wuccienoBaHWM. Kpome TOro, IOMONHUTENBHO pPACCUYUTHIBAIIA TIEYCHOYHO-
cenezenounblit nHIeke ([ICH) myTreM cOOTHOUICHHS CPEAHUX 3HAYCHUN IIOTHOCTU MAPESHXUMEBI MEYCHU U
celie3eHKH. Bce uccnenoBaHus MPOBEACHBI MPU JOOPOBOJILHOM HMH()OPMHUPOBAHHOM COTJIACHHM  OOJIBHBIX
JeTeH WK UX poauTenel. Pe3ynbTatel npecTaBIeHbl Kak MeAuaHa U [MHTEPKBAPTUIIBHBIA OTPE30K].
O0001IeHHBIC PE3YIIBTATHI UCCIICIOBAHUS TIPEICTABIICHBI B TabuIle 1.

Tabanna 1 3navyenns peHTreHoBcKkoi MJI0THOCTH Medenu u [ICH y pereii ¢ I, III 1 VI Tumamu I'b

(n=50)
1-a rpynmna 2-1 Tpynmna 3-11 rpynmna
IMapametp KonTtpoan I Tun I i VI Tan
(n=18) (n=18) (n=14)
Meouana, [unmepreapmunvhblil ompe30K]
3Ha4YeHUs PEHTI€HOBCKOM 61,0 53,5 80,0 810"
TUTOTHOCTH TIeueHH (e, X) [56,0; 63,0] [41,0; 64,0] [78,0; 84,5] [77,5; 86,0]
3uauenus [ICU 1,25 1,07 1,567 1,657
[1,12; 1,31] [0,9; 1,23] [1,47; 1,65] [1,52; 1,72]

[Tpumedanus: * - pa3nu4us AOCTOBEPHBI IO CPAaBHEHHUIO C KOHTPOJIBbHOM rpymmno# (p<0,001)

** - pazauuus JOCTOBEPHHI MO cpaBHEHHUIO ¢ 1-i rpynmoii (p<0,001)
Kax BuaHO 13 npeacTaBIeHHbIX JaHHBIX, 3HAUEHUS] PEHTI€HOBCKOM IIOTHOCTH MMAPEHXUMBI [IEUEHH Y JeTer
¢ I'b 3HauuTensHO BapbupoBanu. Tak, mpu | Tume riamkoreHo3a oHW Kojebanuch B mpeaenax 15-75 ex. X,
MpUYeM BBIpAXKEHHOE UX CHH)KEHHE, CBUAETEIILCTBOBABIIEE O KUPOBOW TpaHCHOPMAMH MEYEHH, OTMEYEHO
y 8 (44,4%) u3 18 pererr. Hamporus, npu Il u VI tunax rnmkoreHo3oB KT-IIOTHOCTH TEYEHOUHOM
napeHXuMbl Obljla 3HAYMTENHHO IOBBIIIEHA M JOCTOBEPHO OTJIMYalach OT TakoBodl mpu | Tume u B
KOHTpOJIbHOM rpynme (p<0,001).
3navenus: [ICU n3mensunce B 3aBucuMoct oT Tuna I'b u Obumu goctoBepHo Boiie npu 111 1 VI Tunax mo
cpaBHeHHIO ¢ | Tunmom u xorTponem (p<0,001).
Taxke y 11 (61,1%) u3 18 nauuentoB ¢ I'b | Tuna Ob10 BBEISIBICHO COMYTCTBYIOIIEE MOPAKEHUE MOYEK B
Bujie nopeieHus: KT-mmotHocTu ux kopkoBoro cios a0 40-57 en. X.: meauana coctasuia 48,0 en. X. npu
nHTepkBapTUiIbHOM oTpeske [40,0; 55,0]. V mereit ¢ IIl u VI tunamu I'b Takue n3meHeHus B moykax Io
nanHbeiM KT oTcyTcTBOBaMM.
AHanu3 MONYYEHHBIX PE3YJIbTATOB MO3BOJISIET 3aKIIOUUTh, YTO 0coOeHHOCThI0O KT-kapTuHBI mapeHXuMbI
MEYEHU U TOYEK Y JEeTeH ¢ INIMKOI€HO3aMH SIBJSETCA MU3MEHEHUE UX JIEHCUTOMETPUYECKUX IOKa3aTesel B
3aBUCHUMOCTH OT Tuna 3aboneBanus. Tak, npu | Tume ormeuanach TEHAEHIMS K CHH)KEHUIO PEHTT€HOBCKOM
IJIOTHOCTU IAPEHXUMBI IIEUYEHU U IOBBIIIEHUE IUIOTHOCTH KOpKOBOro c¢ios nodek. Ipu III u VI tunax I'b
JEHCUTOMETPUYECKUE II0KA3aTeNH IEUYCHOYHOW NapeHXMMbl HA0O0OPOT 3HAYMTENIBHO MOBBIIAIUCH IPU
OTCYTCTBHH HM3MEHEHHH KOPKOBOTO ciosi moudek. TakmMm obOpazom, KT opraHoB OprommrHON MOIOCTH H
3a0pIOLIMHHOIO IIPOCTPAHCTBA, OTPakasi MaTOreHe3 MpU pazanyHbIX THIAax I'b, B HEKOTOPBIX Cilydyasx MOXET
SIBIISITbCS. OTHOCHUTEJIBHO JOCTYITHBIM HEMHBA3UBHBIM CIIOCOO0OM anaraoctuku I'b, uTo ocobeHHO akTyanbHO
B nexuartpuueckord mnpaktuke. KT B KoMIulekce ¢ pe3yibTaTaMu JIpYTHX CHEHHANbHBIX J1aOOpaTOPHBIX
TECTOB I03BOJISICT IPOBECTH TU(PEepEeHINANBHYIO JUArHOCTUKY MEX Iy HEKOTOPBIMH THUIIAMHU TJIMKOT€HO30B.
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CHANGE OF LIVER AND KIDNEYS DENSITY IN CHILDREN WITH GLYCOGEN STORAGE
DISEASE ACCORDING TO THE COMPUTED TOMOGRAPHY

Surkov A., Kustova O.
Scientific Center of Children’s Health, Russian Academy of Medical Science Moscow, 119991,
Lomonosovsky prosp., 2/62

Glycogen storage disease (GSD) is the general name of hereditary diseases of a carbohydrate exchange at
which there is an insufficient splitting glycogen to glucose to its superfluous accumulation in various organs
and tissues, leading to development hypoglycemia. Identification of GSD in pediatric practice often causes
difficulties. In this connection search the informative methods of diagnostics GSD is extremely important.
Last years the great attention is given to studying of a role of a computer tomography (CT) at chronic liver
and kidneys diseases. The information on features of the CT-image of a liver and kidneys at GSD in the
accessible literature is absent. We had been examined 50 children with GSD by which it was spent CT. It is
revealed that the CT-density of liver and kidneys changes according to disease type that does CT a high
informative method of diagnostics GSD.

Key words: glycogen storage disease, computed tomography, diagnostics, children
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