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STANDARDS OF EARLY DIAGNOSIS OF PERTHES
DISEASE

V.G. Kryuchok

Sixty-three patients with suspected early (preroentgenological)
stage of Perthes’ disease were examined, 25 of these developed later
a typical picture of osteochondropathy of the neck of the femur
with manifest x-ray signs. Application of an improved method of
osteoscintigraphy helped correctly diagnose the disease at the early
stage in 24 (96%) of these 25 patients, whereas examination with
a newly developed method of nonreference roentgenophotodensit-
ometry was effective in 18 (72%) patients. A scheme for examina-
tion of patients with suspected Perthes disease («examination
standard») is offered.

© A.W. Cuerkos, 1994

A.U. Cnemkos

JUATHOCTUKA TEHETUYECKHN OBYCJIOB-
JIEHHBIX ®OPM PAXMUTA ¥ JETEH

HenTpaibiblii HHCTHTYT
nm. H.H. I1pniopoBa, Mocksa

TPaBMAaTOMOrIIL 1t opTorneldi

Ha ocunoBanun obciiefoBannsa 121 pedenka c reHeTHYECKH
obycioniientbiMH hopMaMH paxuTa pa3paboTaHbl KPHTCPHUH jMar-
HOCTHKH H /i depeHIMaIbHOA IHATHOCTHKH BHTamuil D-pesuc-
TeHTHOro, BUTamMun D-3aBHcHMMoOro paxura, noycynoro Tyoy.1sipuoro
auua03a 1 6oaesnn e Tonn—/Tedpe—®Pankonn. Yeranoniena 3a-
BHCHMOCTb TSKECTH TeycHMs TeHeTHYecKH obdycuioBiennbix opm
PAXMTA OT BBIPAKCHNOCTH MeTa00AMYeCKHX paccTpoicTs. Boisimne-
Hbl {IyCKOBBIC MCXAHHM3Mbl HApPYlCHWH MulepaibHoro o0mena B
opranu3ve pebellka, cBs3aHHble HpH BUTaMMR D-pesucTenTtitom M
uTaMuH D-3aBHCHMOM paxHTC ¢ maTo/lorHell MeTabo/n3Ma BUTa-
mudna D, a npH BYX ApYrMX paccMOTpenHbIX 3aboicBalusix — ¢
reHETHYECKHM /1e(PeKTOM 1IPOKCHMAJBIBIX H /IMCTANBIBIX 1104e4HbIX
KaHaibleB. Pentrenorpadusa KoeTefl cKe/ieTa 1103BOJIMAA BhISBHTH
PA/L BAXKHBIX CHMITTOMOB, XapaKTepHbIX LIS OCTCOMANANNH, OCTEO-
110p034, OCTEOCK/IEPO3a MM WX codeTanni. Pewrrenorpagms kuctn
¢ yBeauycuueM B 3—4 pa3a nokalaia BbICOKYI0 HHGDOPMATHBHOTHL
MeToJa M MONTBCPANIAR CXOXKECTh CTPYKTYPHBIX Hapylllenwi B Koc-
TAX KHCTH H JPYyTHX 30HaX cKeJjeTa.

Hacnencisennble 3aboseBalns y AeTell oTu4aoTcs
NOMOP(H3MOM H HEPEIKO MACKHPYIOTCA MO OoJIe3-
HH HEHACTEACTBCHHOrO relle3a. DTo OTHOCHTCA M K TaK
Ha3bIBacMbIM T'EHETHYECKH OOYCIIOBJIEHHLIM (opMaM
paxuta (TODP), peHOTHMHYECKH YPE3BLIMAHIIO TIOXO-
*UM Ha BUTaMuH D-meuuuthnii paxuT. Cpeln HHX
3HAYHTENLHOE MECTO MPHHAVICKHT BUTaMHI D-pesiic-
tentHoMy paxuty (BAPP), suramun D-3aBucumomy
paxuty (BA3P), noueunomy TyOymapHoMmy auumosy
(TITA) u 60ne3un ae Tonn—/lebpe—Pankonn (TAD).
[TpoGiaeMa MMATHOCTHKH THX 3abomeBanuit JajJcKo He
pettieHa. T1aTosIOrHIO BBIABJIAIOT MO3HO H, KaK MpaBH-
J10, TOJLKO B CICIHAI3HPOBAHIbIX KIIMHHKAX, YHCIO
KOTOPBIX B CTpatic KpaiiHe orpaHHyeHo. Jletu obpaiua-
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I0TCS K BPavy YXKe ¢ BLIPAKCHHBIMH HAPYIICHHAMH MH-
HEPAILHOTO OOMEHE, BBI3LIBAIOIIHMIL TSUKEIDIE Jedop-
MALLH ONOPHO-ABHIATEILHONO annapata. B To ke Bpe-
M3l paHIsis JHATIOCTHKA HTHX 3a00JeBaHHi, a cefo-
BATEILHO, I ajexkBartias Me/HKaMelTo3Has Tepanus
MO3BOJISIOT B OOJBLITHHCTBE CIIy4aeB HCKIOYMTH JIHOO
CIAAHTD YKABAHIbIE OCTOKHEHHS 1 CBECTH 00beM Op-
TOME/HYUECKOTO JIeUeHH K MHHHMYMY.

Lenbio paiiioil paboThl ABIIOCH OMPEICTICHIE KPH-
TepHeB AMariocTHki 1 Anddepenunanbioi auarnoc-
K1 HanGostee acto perpevatounxes [ODP.

MaTepunaji # MCTOJbl HCCIHETOBANHA.
[MposeeH alkui3 pesysILTaToB obcncoBats 121 pe-
Genka ¢ FTO®P B Bospacte o1 3 1o 16 JieT, KOTOPBIC
HAXOUUIHCE B OTASICHHH JCTCKO KOCTHOI MaTON0rHH
u noppoctkosoii oproneput LUTO. C BAPP 6uur 91
Gosmitoii, ¢ BA3P — 7, ¢ TITA — 9 u ¢ TAD — 14
JIETEH.

Kinmmucckoe obeneopatiie Gompibix ¢ FO®P npo-
BOIUIOCH. OOLIEH3BCCTIBIMH METOIAMH, ¢ OLCHKOH Ka-
7106 naupenTa, ero GpU3HUECKOro pa3sBHTHA, XapaKTepa
u TskecTH Jieopmanii ckeseTa, 0CoOCHIIOCTeH Teye-
Hus 3a00JieBalys.

JlaGoparopubie HCCTIEA0BaHHs ObUIH HANPaBJICHbI HA
muartoctiky FO®P 11 nsyueiie GaxTopos, BIHAIOLIIHX
Ha MHHEPA/ILILI 0OMeH. OMpeaerslill COJACPKATHE K-
TPONHTOB B CLIBOPOTKE KPOBH H CYTOUHOH MOue (K-
i, Heopramueckuii pocdop, Kanlii, HaTpHii), aKTHB-
HocThb 1eao4nofi pocdaTtasbl CLIBOPOTKH KPOBH, H3Y-
yaiu GyHKIHOHAILHOE COCTOSHHC TMOUCK H MOueBoOH
CHCTeMbI (OMNpe/iesielie KpeaTHHHHA B ChIBOPOTKE KPO-
BM H CYTO4HOI MOYe, KOHLEHTPALMOHHOH criocobnoc-
TH MOYEK, MOKA3aTeIeii KHCIOTHO-OCHOBHOIO COCTOA-
HIsE B MOue, MoKasaTeneil peabcopOuun Qocdatos B
MOYeHHBIX KaHWTbLAX, YKCKPETOPHas yporpadus).

PeHTreHonornyeckoe 00cIIe10BaHE BIIOYAIO0 PCHT-
reHorpapHIo MO3BOHOYHMKH, Ta3a, HILKHHX KOHETHOC-
Teii i Apyrix odJacTeil ckeyleTa no noKasatlisgM. CHHM-
KH JIeNalll Kak B CTaHZAPTHBIX MPOCKINUIX, TaKk H €
NPHMEHEHHEM CIEIAIBLIBIX YKIAOK H B TaTbHEHIIEM
HCMOJIL30BAI MPH JIAHHPOBAIHH XHPYPIHYECKOro Jie-
YEHHS.

Llennyio midopMmaiiio o cTpyKTYPHDBIX H3MCHCHHIAX
KOCTel JaBalla peHTreHorpagus KHCTH ¢ NPsSMLIM YBe-
mnyenmeM B 3—4 pasa na annapare Peiic-Jl. Takas
METOJIHKA HCCICTOBAHHS MO3BOJIANE BLUIB/LITL CHMITO-
MBI, IUTOXO BIJIHLIC HAa OObIMHBIX PEHITEHOI PAMMAX.

PesyabTaThl u ux o6cyxaenne Hanbo-
JIee YacTO BCTPEUAroHIHecs KIMHHYCCKHE NMpH3HAKH
TO®P okaszamich oaHoTHMHLIMH. OaHAKO YacToTa H
BBIPAKCHHOCTL CHMIITOMOB OLIIM pa3IHYHBI UL Kaxk-
J10§1 Ho3oJIOrHYeCKOH (POpPMDI.

VIcKpHBIIeHHS HIDKHHX KOHEUHOCTEH, OTMCUCHHBIC Y
Beex 6oimbHLIX ¢ [ODP, 6buni BapycHLIMH MPEHMYIICC-
TBEHHO Y MalenToB ¢ BIIPP 1 BalbryCHBIMH Y JICTeit ¢
B3P, I[ITA u TA®. Crenenb AcpopMaltian KOCTeH
cKeJIeTa B MOJIHOIT Mepe 3aBHCENA OT TAKECTH HapyIIe-
it Munepanbiioro obMena. IlaTosorHueckKHe nepeso-
MbI ¢ HapylleHHEM LeOCTH KOCTH BCTPEYaIHCh PEIKO
i B OcHOBHOM Y OombHbiX ¢ TITA.



Tabnuua i

TlokazaTean Munepaibioro o6Mena u akTHBIOCTH IME/I04TO ocaTasbl cbIBOPOTKH KPOBH Y DobHbIX ¢ TODP

[okazarens Hopma* [g}fg;‘; lz'ill-_}%, 211/;; }-r)llfl);;
Kanbimit, MMosb/t 2,3-2.8 2,3240,01 1,6~2.1 2,03-2,41 1,90+0,03
Docop, MMOIL/I I,1-1,6 0,74+0,02 1,0-1,7 0,93—1,04 0,6310,02
Harpuit, mmosn/n 125—147 12642 131-138 94—-116 11043
Kamit, mmonn/n 3,7-5,6 4,1240,04 3,3—4.6 2.8-3.9 2,1+0,01
Wesotinas docaraza, 450—896 868410 723-1530 936—2240 1011423

HMOJIb/(C * 1)

*‘;['[pnuenclm apejlensl KoacOanuii nokasareneii.
Mpupencin cpeume nokasaresn (M+m).

Bout orMedamics y GonbImHeTBa nalgieHTos B KO-
TAX HIAKHHX KOHEUHOCTel, NO3BOHOYITNIKE H YCHILBA-
JHCB TIPH (rsiueckoii akTisiocm. Hepeko yeuutetie
Goneil OLLIO MPCABECTHHKOM NATOIOIHYECKOTO MHKPO-
nepenoMa, uepes 1—2 nejt nocsie Hero 6o MpaKTHYCCKH
Heye3ami.

Mblieusias rnoToHNs, KAk NPaBHIIO, BbISBIABINA-
Aca y aeteli ¢ TAD u [1TA, cyluecrserno orpanndnsa-
JIa IBHIATCILHYIO aKTHBHOCTL, OOJILHBIX.

Y omoro pedenka ¢ B3P naGmonaics ouctb pen-
KHIT JMarHoCTHYCCKHIT TPH3HAK — MOJHAs AlIONCIHI.
Hannprii cuMnroM npueyin naimenTam ¢ pesncren-
THocThio opranos-muutencii k 1,25(0H),D, [7, 10].

JlaGopartopuble necneoBalg HFpa KIIOYEBYIO
poib B iHarnoctike FO®P, onelke akTHBIOCTH NaTo-
JIOFHYECKOTO fipoLecca H 3PHek THBHOCTH MCTHKAMCH-
TO3HOL'O JICUCHHS.

Cpemine nokasatemn o6MeHa JICKTPOIMTOR H aK-
THBHOCTH 1Hes 10410l Qochatasnl y 6oimHbIx ¢ TODP
npeactapiienint B Tabun 1. Hapyweist pocopro-kam-
HeBoro odbmena npu BJIPP xapakrepu3oBasics rumo-
ocdaremueii 1a hore HOPMATLHOTO COCPKAIMA Kalb-
W B CLIBOPOTKE KPOBH U HE3HAYMTCILIO MOBLIICH-
HOH aKTHBHOCTH Histounoli gocdarasnl. [TyckoBbiM
MEXAHH3MOM HAPYUICHHA MHHCPAILHOTO oOMela ciy-
XKaT NEPBHYHOC NOPAKEHHE MPOKCHMAILILIX MOYCYHBIX

KaHaJIBIEB H MAaTOJIOUHA MeTabosurma Burtamuta D [2,
3,58, 11].

[loka3aTe.in KMC.10THO-OCHOBIIOTG COCTOSIHAA KpoBH Y Gobnbix ¢ TODP

HAnst BI3P Opum xapakTepHbl FHIOKAILIHEMHS 1
HopMaILHast Kouuentpauusa gocdopa B cLiBopoTKe Kpo-
BH. [HOOKWILLHCMHS 00YCIOB/ICHA NMOHIBKCHHOI cro-
COOHOCTBIO KHINEUHHKA K BCACLIBAHHIO KATLLIIA B pe-
3yJILTATC HapyilleHns MetabosnMa putamuia D1, 4,
9]. TyOysspuasi peabeopbrust pocdaTos ObUla cHIKeHa
npu BJAPP un B Meubmweii cremenu npu B3P
(cM. TaduI. 3).

B ommmune or BAPP u BA3P npu [ITA u TAD
ONPEAC/BLHICH BBLIPAKCHHbBIE HAPYIICHUA (DYHKIIHH TO-
yek. TIpisHaky KaHQLUEBOH 11E/I0CTATOYHOCTI, OYe-
BHJIHO, HOCH/IH HACJIEACTBCHHLIN XapakTep [6, 12, 13]
OLLIM BBBIBICHBI Y BeeX 00CICTOBAHHLIX GOJLIDIX.

Y naimentos ¢ [ITA orMeyastoch HapylieHue cno-
COOHOCTH JUCTAJILHLIX OTALTIOB HepoHa peabcopOH-
poBaTh OHKAPOOHATDI, HA UTO YKA3bIBAJH HIBKHE YPOB-
HH CTaHZapTHLIX OHkapOouatoB (SB), cymmbl Oydep-
HbIX ocnosanuii (BB) m geduuut ochnosanmii (BE)
(ra6u. 2). Wenounas peakuns mouut (pH 7,1—7,6) pas-
BHB&IACL B Pe3yJIbTATEe HECHOCOOHOCTH HITHTCIMS [THC-
TAILHLIX OT/IC/I0B NOYCYHbIX KAlAJILLUEB CCKPETHPOBATD
HobI Bofopo;ia (Tadil. 3), 9To SBIBUTOCL IPHYHHOIH aLiH-
no3a. MNocuemii OLUT BeayunM GakTopoM B pa3sBHTHH
NATOJNOTHH MIHEPATLHOro obMeHa, KoTopas NpoABIIsA-
JIach rHnoKaHemMuceii, runogochareMueii, rTHIOKAILLH-
eMIleii, rHnCpKaabLUHypHell, runepocdatypueii (cM.
Tatu. 1, 2). [ToBbuncHHAs SKCKPeLHA Kaibis 4 gocdo-
pa ¢ MoYo# NMpH ee LIETI0YHOI peakiH cnocoOCcTBOBa-

Tab6anwuua 2

IMokasarens Hopma* %{g });)* %ﬁlj g; &L‘%; &E%;
pH 7,35—17,45 7,4110,03 7,40—-7.44 7,29-17,34 7,31-7,35
SB, MMonn/n 21,3—24,8 22,310,2 23,1-24,5 20,1-20,8 20,3-21,1
BB, MMonn/n 44,4 44,340,2 44,1—44,5 140,4—42,2 39,3—43,2
BE, MMonb/n +2.3 =2,240,1 (—1,6)-1.3 —(4,0—14) -(3,4-8,4)
pCOZ , MM PT.CT. 35—-45 38,440,3 35,4-37.2 28,0-31,3 30,2-33,1

*[IpuBeneHsb! lipefeab KoneGanuil nokasarenel.

**[Ipusenesbt cpeaHue nokazatenu (M-tm).
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Tlokasatean QYIKIMONAIBHOTO COCTOSIMA NOUCK Y 6OBNBIX € roop

Ta6nauua 3

[okazatens Hopma* Ig‘[fg 4*; ?Ej;’)’ 1(11];‘%; {1}11;?;;
DKCKpeUrs BiKo3bl,% Her Het Her 0,1—0,8 Crenbl
KpeaTniiii CbIBOPOTKH 0,035—0,110 0,038+0,002 0,04—0.08 0,14—-0,17 0,120£0,004

KpOBH, MMOJIb/JE
pH Mouu 57 5,7010,04 5,4—6,6 7,1-7,6 5,60+0,04
CyTtounas Moua:
KUIbLMIT, MMOJb/T 2,5-7.5 2.58£0,06 2,32—5,03 7,80—9,10 8,40%0,20
TyGynsipHas peabeopOums 83-96 64,014,606 60-81 53—68 55,043,2

(ocdaton, %

*[TpnBeneHb! 11peesibl xoneGarmit nokasarenaci.
«+[puBe/icHbl CpeiHME TIoKasaresn (Mim).

Ma OOPA3OBANIIO KaMIEH M Pa3BUTIIO HEPPOIHTHAA
(4 nammenra), yeyryousIomero TsUKeeTh MaToNoLree-
KOro mpoLueccd.

Xapaktep Medensii npp TA® nosBonil jiyMath o
FCHETHUECKOM JIC(PCKTEC MPOKCHMAILHBIX H AHCTAILHBIX
KaHagbleB nouek. [umepdocdarypus, rIHOKO3YpHA H
MeTaboMHYecKii aLIIo3 HaOIoAaCh Y BeeX OOoJb-
HLIX (cM. TaOs. 3). Himkue nokasaTemn KHEIOTHO-OC-
HOBIIOTO PE3CpPBa KPOBH COYSTATHCD ¢ HOPMATILILIM IVTH
HE3HAYNTEILHO CHIKeHHLIM pH Moun (em. Tabir. 2, 3),
yro OOBACILUIO pa3BUTHE METADOMIUCCKOrO aliyio3a
Hapymenmuem peabeopOUpn OHKapOOHATOB B Kalllb-
1[aX, & He MOJIOMKOIi TpaHcmopTa HOHOB BOIOPOJA B
YKa3allibIX CTPYKTYpax noyek. MsMcHers 2IeMeHTHO-
0 COCTABA CLIBOPOTKH KPOBH BLIPAXKAJIMCH THIOKAIIL-
weMueH, runogocdaremueii, runonaTpHemueii, ri-
MOKAIMeMHCH H MOBLULIEHHEM AKTHBHOCTH LLETOYHOIT
(ocparaspt (em. Tabm. 1).

Penrtrenorpauss KocTeH cKeseTa, TPOBEACHHAA Y
GonbHbIX ¢ TO®MP B akTHBHOMH cTaH, MO3BOIIA BbI-
JEIMTL naubojice XapakTepHble PEeHTICHOJIOTHYCCKHE
NpH3HAKH — I Qy3HBIC H3MEHCHNS KOCTHOMH CTPYKTY-
pbi, GOPMHPOBAHHE PAXHTHYCCKHX 301, HAPYLICHHE PO-
cTa KOCTeii ¢ pa3BHTHEM MIIOTOTLIOCKOCTHDLIX Jiehopma-
1uit. PeHTTEHOJIOTHUECKH H3MEHEHH KOCTHOH CTPYKTY-
Pbl IPOSBJIAIHCEH B BHJIE OTACILHBIX CHMIITTOMOB OCTCO-
MaJIALHH, OCTCOTMOPO3a, OCTEOCKIICPO3a WIH HX COUCTa-
HHii (Tl 4).

Ouna BJAPP wu BJ/I3P Oomee XapaKTEepHLI
PEHTITCHOIOMHYCCKHE MPH3HAKH OCTCOMAIALIMH — CMa-
3aHHBIIT BUA TpaOGeKkyn rybyaToro BeuiecTsa KOCTH, Ha-
JIHUHE CYOTEPHOCTATBLHBIX H CYOXOHIPAILHbIX IPO3HIL,
30H MATONOrHYECKOI NepecTPOIiKH.

Crpyxryphbie wimenenus npu [TTA u TA®D okaza-
JHch GoJtee CIOKHLIMH H OTTIHYATHCL MOJMMOP(QH3MOM
PEHTTEHOJIOTHYCCKHX MPH3IHAKOB, XapaKTCPHLIX JULA He-
(porennbix ocreomicTpoduii. Hapsyty ¢ cumMnToMaMi
OCTECOMAIBILIMH Y JAHIIOH KaTeropHH GOMbHbLIX ObUTH Bbl-
SIBJICHb] TIPH3HAKH OCTEOMOPO3a H OCTEOCKIEpo3a (CM.
Tabi1. 4): pa3BOTOKHEHHE KOPTHKALHOTO CJ104, 1epeNo-
BAHHE YYAaCTKOB PAa3PCKCHMS H CKICpPo3a KOCTEH, HC-
TOHYCHHE HX TPAOCKYIAPHOTO pHCYHKA.
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TIpH HEC!IE/IOBAIHI TO3BOHOMIHKA, MOMHMO CTPYK-
TYPUBIX H3MCHEIHIT, OLUI0 00HAPYACHO PABHOMEPHOC
CIMSKCHIE BLICOTBE TS MO3BOHKOB. B 20 nabmo/eHuax
oTMeueHa miatnenomanst. Hapymenne craTHki 1o3-
BOHOUIIHK: BLIABIEHO Y 39 GOILHBIX, MpHuCM y 8 3
HHX KHPOCKOMIOTHYECKHE HCKPHBJIEHIS COMPOBOAJA-
TICL OCTEOXOHIPOMATHCI.

Pentrenorpadinist Kicreii ¢ yBereHHeM B 3—4 pa3a,
nposeieHias y 12 60abHbIX, yOeTeIbHO MTOJITBEPIH-
14 HAJIHUIC CTPYKTYPHBIX HAPYIICHHI, ¢BOHCTBEHUbIX
TO®MP. Pa3BoIOKHEHHE KOPKOBOTO CJIOA MSICTHLIX KOC-
Teii 1 anailr naablUes, CyOnepHOCTAILHBIC H cyOxoHn-
PAILHBIE SPO3HH OLUIH MATONHOMOHIYHBL LT OCTCO-
MAJLHH 11 XPOHHYECKOH HedhpOreHnoH 0CTCoAHCTPO-
.

Taonuua 4

Pentrenojornucckue npusnakn FODP y jercit

ITA THD

PeHTreHONOI MUeCKHE BAPP  BA3P Beero

H3IMEHCHNA (n=91) (n=7) (n=9) (n=14) OGonbHBIX

[Mpusiiaku  ocreoMa- 86 7 — 1 4
JILMK

TIpusuaku  ocreono- 5 3 7 12 27
po3a

Tpu3Haky ocreocKie-  — — 2 1 4
po3a

®opMmupoBanue paxu- 91 7 9 14 121
THUECKMX 3011

Heuerkocts Tpabekyn 86 5 — 1 92
ry0uaToro BellecTBa

PazsosniokiieHne kop- 79 6 8 14 107
THKILHOTO CJ0s1

UctoHuenne  KopTH- 91 7 9 14 121
KIbHOTO CJ103

Cybxonapanbias pe- 90 6 8 14 118
30pOLMs

Cy6nepuoctaibias 88 7 9 14 118
pe3opOuus

Jloo3epoBCKHe 30HBI 27 2 3 3 35
Cxonno3 7 2 3 2 14
Kudgos 16 3 2} 4 25

TInaTucnoHAWINS 10 2 3 5 20

OCTEOXOHAPONATUSA 5 i — 2 8




K cmamve C.IT. Muponosa u J1.0. Bacumesa

PentrenorpaMMsl rosieHoctonHoro cycrasa (GoKoas NpOeKLMs) OONLHOMO € aXMIUIOTAUIAPHBIM
CUHIPOMOM.

4 — 1O ONepauMu: MNaTojOruueckast (ylKLUMOHATbIIAA MepecTPOHKa 3a1Iero OTPOCTKA TapaHHoM KOCTH B
COUETAHUN C OCCH(MKALMCH 3IHETO OT/e]a KANCylhi TOJAEHOCTONHOIO CycTaBa, 6 — TOCHe ONEepATHBHOIO
Jeyermst (Pe3EKLMM NATONOTMYSCKH M3IMEHEHHOTO 3ATHEr0 0TPOCTKA TAPAIHON KOCTH M HCCeSeHms occuuka-
TOB).

K cmamwe A.H. Maxcona

Puc. 1. PeHrrenorpamma
GosibHol L. 10 onepaumu.
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K cmamwve A.H. Maxcona

Puc. 2. PeHTreHorpaMma Toit Xe OGOMbIOWN, 4TO HA
pHuc.1, uyepes 3 Mec TOCTe pe3eKLMM CErMeHTd KOHEH-
HOCTM M MMMOGWIM3aLMM B amnapaTe BHelulHel (ukca-
LIMM.

Puc.3. PentreHorpaMMbl TO# Xe OONBHOM TOCNE OCTEOTOMHM GepeHHOM KOCcTH (@) M KOCTeil ToJeHH (0) n
JMCTPAKLMHM B alNapare BHeUIHe#t (ukcaluyu. BueH pereHepar.



Taxum odpazom, KIHHHKO-PEHTTCHO-Tab0paTOPHbIS
METOUDLI HCUICIOBAHHS HIPAIOT BEAYILYIO POJTb B JHAr-
tHocrHke ["ODP. Ouil no3sBoBHOT OLCHHBATL AKTHB-
HOCTL MNaTOJOIHMYCCKOro rnpoiueccea, Hp()l‘ll()'}l«l[)OBa']‘L
TeYeHHE 3a00ICBANHA H TOMOIaioT B BBIOOpE aJIcKBAT-
HLIX MCTO/IOB JICUCHHs JCTei ¢ JaHIOI MaTOJOMEEl.
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DIAGNOSIS OF
CHILDREN

GENETIC FORMS OF RICKETS IN

A.l. Snetkov

Results of examinations of 121 children with genetic forms of
rickets were used to develop criteria for the diagnosis and differen-
tial diagnosis of vitamin D-resistant and vitamin D-dependent
rickets, renal tubilar acidosis, and de Toni—Debre—Fanconi's
disease. The severity of genetic forms of rickets was found related
to manifestation of metabolic disorders. Triggering mechanisms of
mineral metabolism disorders in a child's body were revealed,
which were related to abnormal vitamin D metabolism in cases
with vitamin D-resistant and negatice rickets and to genetic defects
of the proximal and distal renal canaliculi. Roentgenography of
skeletal bones helped detect a number of important symptoms
characteristic of osteomalacia, osteoporosis, osteosclerosis, and
combinations thereof. Roentgenography of the hand with magnifi-
cation x3—4 demonstrated a high informative value of the method
and confirmed the similarity of structural disorders in the bones of
the hand and other skeletal zones.
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PE3EKIIUSS CETMEHTA KOHEYHOCTU KAK
OCOBbBIN THUIT ONEPATUBHOIO BME-
IIATEJIbCTBA ¥ BOJIbHBIX CO 3JI0KAYEC-
TBEHHBIMHU OIYXOJIAMUH

Mockonckas ropoackast otkonoriteckas GombHia Ne 62

Paspabotano onepatusiioe BMelIaTC/IbCTBO, HA3BaHNOE pe3ek-
UMCH cerMenTa KoticunocTn. Onepaums 3aKM04acTes B yaaieHHH
IC/I0T0 cerMeNTa KoHednocTH (BKJINYAs KOCTH, CYCTAB, MBIUULI
KOXKY) 1oc.ic 1Ipe/\BAPHTE.ILION0 BbLIEIEHNA HA BCEM efo MpOTsuKe-
HHH MATHUCTPAILHBIX COCY/IOB M HEDBOB, KOTOPbIC COXpaNSIOTCH.
Ipu JroKaumu3aumn onyXoam B Koctax, QopMUpYIOMMX KoJcHHBI
CYCT4B, OHEPallMsl 33KANYMBACTCSH HAJOKEHHCM aMNapaTa BiiciHei
(HMKCAIHK 115 JIOCTHKEHNS KONCOMMaIMK Gepeinioil M Goablie-
GepioBoit KocTel. B nocaejiyloneM npousBo/IMTes ocTeoToMUs Ha
O/UIOM H.IM JIBYX YPOBNSIX M YjUIHilelMe KoHedliocTH B anapate. Ha
PYKe, Tlc YKOPOUCHHC B Melblliel CTenen CKa3biBaeTeA na gynk-
IHH, 110CAe PE3CKIMH CErMeNTa KONEUHOCTH C JOKTEBLIM CYCTaBOM
AceKT KOCTH MOXeT ObITb 3ametnien duaonpotresom. [lo panmoil
MCTO/IHKC ONCPHPOBANO 8 GOBLHBIX € PA3UBLIMH J10KaYeCTBEHHBIMH
OHYXOJISMH.

Coxpalieiiie KOHedHOCTH y GOILHOO co WIoKaYec-
TBEHHOH OMYNOJIBLIO KOCTH HJIH MATKHX TKaHck Jomnyc-
THMO MPH HENPEMEHHOM YCITOBHH — ONEPALHS H0JLKHA
OBITb BBLINO/NEHA TAK, YTOObI HE BOBHMK PELULIHEB omny-
XonH. XOpOHo H3BECTHO, YTO PELMMBHAS OMYXOJb
Mopdostornueckn 6o/1e¢ aHATLIA3HPOBATIA, A N0 KIIMHH-
UCCKOMY TeUeHHIO 00JIEe arpecCHBHA — 9TO MPOABIIACT-
CSl BLIDAXKCHHOI HAKIIOHIIOCTBIO K OTAAICHIOMY MeTac-
TA3HPOBAHHIO H YCKOPEHHIO TeMMa pocta onyxoi. Oc-
HOBOH OMCPATHBHOTO BMEIHATEALCTBA B OHKOJIOTHYEC-
KOH XHpPYpI 1 ABsicTes TpeGoBate, copMy. uIpoBak-
noe H.H. TTerpoBbivM 1 0603Ha9eHI0¢ 1M Kak «ablac-
THKa». Paspiisas 3ToT ocHoBononaratoum i npuHLyLI,
A.N. PakoB JIOMOJHIT €ro NpeAcTABICHIEM O yTasp-
HOCTH H 30HA/IbHOCTH OMEPATHBHOIO BMELIATE/ILCTRA.
310KayecTBeHNAs ONYXO/D B HAYAILHDIX (a3zax pocra
PAcnpocTpansicres B Mpe/eiaX MBIIUCHHO-(ACLIHAILHOrO
Blarajuing, B KOTOPOM OHa BO3HUKIA, a B Gojice
3QMYLICHHBIX CTAIHAX CMOCOOHA paspyliaTh GpacLimo 1
pacnpocTpatiiTbes Ha coceaHHH «dyTsip». Crenosa-
TEALHO, MOJIHOLCHHAA a0NACTHKA MOXKET ObITh JOCTHI -
HyTa MpH yJIJICHHH OMYXOJIH BMECTe €O BCeM MBIIIICY-
HO-(acLaNLHLIM BIATA/DIIEM, B KOTOPOM OHa pac-
npocrpansiercs. VHbIMH CIOBaMH, paspesbl HODKHB
NPOXOAHTL TaK, YTOOL! (PaCLIHH, OrPAHHYHBAIOLLHE 3TO
BJIATaIMILIC, OKA3bIBAIIHCH B YAAIACMOM Mperapate HeHa-
PYIICHHBIMH, & MBI HCCEKATIHCH ¢ 0OSHMH TOYKaMH
HX npHKpenvieiina. ITono6noe onepaTiBHOE BMCIIATETb-
CTBO B MOJIHOI MEPE COOTBETCTBYET MpPEICTABICHHIO O
(yrasprocin. Ho takoro pona onepatym OCYyLIECTBH-
MbI TOJILKO MPH HEKOTOPBIX JIOKAJH3ALIAX OMYXOIEBO-
ro npouecca. K TakHM JTOKAIM3ALMAM OTHOCHTCA IUIe-
uenonarodHast obmactob. [Ipn onyxosm monaTky W
MPOKCHMANLHOIO METasMH(pH3a IUICYEBOil KOCTH TIpH-
HII QY TIIAPHOCTH peamzyeT onepatis TixoBa—JTi-
Oepra, mpeTycMaTPHBAIOILAA YAAJICHHE CIHHBIM GI0KOM





