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* WUnniocTpauuu Llenb. OueHka pe3ynbTaToB KpUCTANAOCKONMUK v Teanrpadum y AETEN CO CHUXKEHHbIM HYTPUTVBHBIM CTaTyCOM W NPW HEAO-

1un2Kcratbe — CTATOYHOCTM ANMHHOLENOYEYHOW 3-rnapoKCH aunn-KoA aernaporeHassl XMPHbIX KUCNOT Yy naumneHTa 10 mecAues.

Ha UBEeTHON

BKneitke B XypHan ~ MaTepuanbl 1 meTogbl. MeToanka kpycTaniorpagui CiioHbl BbICTPasA ¥ SKOHOMUYECKM BbIFOAHaS. Kpome Toro, OHa ABnS-

(cTp. II). €TCA HEMHBA3UBHO, UTO UMEeET 0C000e 3HaUeHVe B NenaTpuYeckoi npakTuke. B Halweil paboTe oLeHUBannch creytolime
noKasaTtenu KpUCTanaoCKONMM CAIOHbI: KPUCTANIMYHOCTb, UHAEKC CTPYKTYPHOCTU, CTENEHb AeCTPYKUMM Galnm 1 YETKOCTb
KpaeBoW 6enkOBOI 30Hbl Y BOCbMU €T CO CHUMXEHHbIM Hy TPUTVBHbBIM CTAaTyCOM 6€3 NOATBEPX/AEHHbIX OCTPbIX Y XPOHUUECKIX
3ab0neBaHNit. HyTpUTUBHbIY CTaTyC ONpeaensny Ha OCHOBE aHTPOMOMETPUYECKIX IaHHBIX MO WKane ZScore.
KpncTanockonuueckuii meTon 6a3MpoBanca Ha v3yueHun Gopmbl, Pa3MepoB, LIBETA W APYTUX XapaKTePUCTUK KPUCTANOoB da-
Uyt ctoHbl. Camuy KprCTanbl Nonyyanyt NocpeacTBOM 00e3BOXMBAHNA Karu CIIOHbI Ha NNACTUHKe 1 NpoBefieHnsa ana bonee
ObICTPOI KpUCTaNAM3aUmum Tenrpadui — LONONHATENBHOTO BBEIEHNA B OMOMOrMUECKYI0 KUAKOCTb XMMUUECKIX BELLeCTB.
Pe3ynbratbl. OLEHMBANNCH Tak1e NoKa3aTeny Teanrpadni, Kak: OCHOBHOM Tenrpaduueckmii KoadGULMEHT, KOUCTANINUHOCT,

EDN: KPYNKJ cTeneHb AeCTPyKLUMM GaLmm 1 YeTKOCTb KpaeBoil 6eNKOBOM 30HbI.

3aknoueHue. BbipaxeHHble CABNUMY KPUCTANIOreHHbIX CBOMCTB BbIABMEHDBI B KPUCTANNOrPamMMax CbIBOPOTKM KPOBY NpK
V3yyaemMoil HaCNeACTBEHHOM IH3MMONATHN, TaKxKe 3aperncTprYpOBaHa akTUBALMA fernapaTaluyioHHO CTPYKTYpr3aLmm
CbIBOPOTKM KPOBM, UTO NOKa3blBAET HapacTaHWe KPMCTaNIM3yeMOCTV N UHAEKCA CTPYKTYPHOCTM. AHanorMuHo obpasuam
MOYM, B CHIBOPOTKE KPOBU BbIABNEHO pe3Koe yBeanyeHne CTeneHn AecTpykumy ¢aumn 8 cpaBHeHnu ¢ obpasuamu bro-
NIOTYECKOM XMAKOCTW 3A0POBBIX [JeTel, UTo CBUALTENbCTBYET O AMArHOCTUYECKON 3HAUMMOCTU KPUCTANIOCKONUUECKOro
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MeTofa. KpMCTannockonuueckuii «nattepH» 6UONOrnuecKom XuiKoCTu (CIoHa) Y ieTei CO CHUMKEHHBIM HYTPUTUBHBIM
CTaTyCOM XapaKTePU3yeTCsA He3HAUNTENbHbIM MOBbILIEHUEM KPUCTANM3YEMOCTY, 3HAUNTENbHBIM YBEeMYEHEM MHEeKCa
CTPYKTYPHOCTW U CTeneHn AecTpyKumm dauun. Tesurpadumyeckuii «<nattepH» GUONOrMuyeckoi Xuaxkoctv (CioHa) y fetei
CO CHUXEHHBIM HYTPUTUBHBIM CTAaTyCOM XapaKTepr3yeTca 3HaUUTENbHBIM CHUXeEHWEM OCHOBHOTO Te3Urpadryeckoro Ko-
3ddULMEHTa, 3HAUUTEBHBIM YBENMUEHMEM KPUCTAIMYHOCTH, CTENeHN AeCTpyKUMM Gaumn. TpebyeTca yTouHeHMe NpuimuH
V3MEHEHUS JaHHbIX NAPaMETPOB.

KntoueBble coBa: KPUCTANNOCKOMNNA, HYTPUTUBHBINA CTaTyC, Tesurpadus, bruonorvieckan }UAKOCTb

KoHOAMKT HTepecoB. ABTOPbI 33ABNAIOT 00 OTCYTCTBUM KOHGNMKTA MHTEPECOB.
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summary

* llustrations 1&2 Objective. Evaluation of crystalloscopy and tesigraphy results in children with reduced nutritional status and long-chain
to the article are 3-hydroxyacyl-CoA fatty acid dehydrogenase deficiency in a 10-month-old patient.

on the colored
Materials and methods. The saliva crystallography technique is fast and cost-effective. In addition, it is non-invasive, which

is of particular importance in pediatric practice. In our work, the following indicators of saliva crystalloscopy were evaluated:
crystallinity, structural index, degree of facies destruction and clarity of the marginal protein zone in eight children with
reduced nutritional status without confirmed acute and chronic diseases. Nutritional status was determined on the basis of
anthropometric data on the Z-Score scale.

The crystalloscopic method was based on the study of the shape, size, color and other characteristics of saliva facies crys-
tals. The crystals themselves were obtained by dehydrating a drop of saliva on a plate and conducting thesigraphy for faster
crystallization — additional administration of chemicals to the biological fluid.

inset of
the Journal (p. Il).

Results. Such indicators of thesigraphy as: the main thesigraphic coefficient, crystallinity, the degree of destruction of facies
and the clarity of the marginal protein zone were evaluated.

Conclusion. Pronounced shifts in crystallogenic properties were revealed in the crystallograms of blood serum in the studied
hereditary enzymopathy, and activation of dehydration structuring of blood serum was also recorded, which shows anincrease
in crystallizability and the structural index. Similar to urine samples, a sharp increase in the degree of facies destruction was
revealed in blood serum in comparison with the samples of healthy children’s biological fluids, which indicates the diagnostic
significance of the crystalloscopic method. The crystalloscopic “pattern” of biological fluid (saliva) in children with reduced
nutritional status is characterized by an insignificant increase in crystallizability, a significant increase in the structural index
and the degree of facies destruction. The tesigraphic “pattern” of biological fluid (saliva) in children with reduced nutritional
status is characterized by a significant decrease in the main tesigraphic coefficient, a significant increase in crystallinity, and
the degree of facies destruction. It is necessary to clarify the reasons for the change in these parameters.
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BeBepeHue

Kpucrannockonns u tesurpadus — METOLbI AMATHO-
cruku 6uonorndeckux xxupkocren (BXX) mosponsior
oueHuTh ¢pusnyeckye cBoiictsa Kpucraanos bXK mo-
Cle fleTU/ipaTanuy, a Tak)Ke KOCBEHHO OIpeleNnuTh
coctosgHue nporeoma b)K. [JanHbIe MeTO[bI MOTYT
CII0CO6CTBOBATH BBISBICHMIO TATOMOTNYECKNX IIPO-
11eccoB (BOCIaneHue, OHKOTeHes, TpaBMa) B OpraHu3Me
U JaJIbHEeNIIeMY OTCIeXMBaHNIO 9P (EeKTUBHOCTHI
nedeHus. HyTpuTuBHbI (INIEBOJ) CTaTyC — 3TO
COCTOsIHME IUTAHUS U 3[0POBbsI peOGeHKa, KOTOpOe
OTpa)kaeT BIUsAHNE MOTPeOIEHNU U YTUIN3ALINI TIU-
I[eBBIX BELIECTB, IIPOsBIsAIIIeecs 00 beKTUBHBIMU
rapaMeTpaMi Tejla, ero 6MOIOTMYeCcKUX Cpefi M KOM-
MOHEeHTOB [1].

TTo ;aHHBIM BCEMUPHOIT OpraHM3AL[MN 3PAaBOOXPa-
Henus B 2022 ropy 10-15% peTeit IKOIbHOTO BO3pacTa
MMeJIV TOHVDKEeHHbI HYy TPUTUBHBII cTaTyc. Of1H U3
[IePCIEKTUBHBIX METOJOB JMATHOCTUKY PasTMIHbIX
[IATOMOTMYECKUX COCTOSIHUI — KpucTaorpadus 61o-
JIOTMYeCKUX XXUAKOCTeil. MeTos; OCHOBaH Ha M3y YeHU N
¢$opMBL, pa3MepoB, IjBeTa M APYTUX XapaKTePUCTUK
Kpuctajtos daryy 6uonornyeckoit xxunkoctu (BK).
Kamna b)X mopBepraerca gerngparaunuy Ha IIacTUH-
Ke. B IleHTpe BeleCTBO KOHIIEHTPUPYETCs MeIeH-
Hee, YeM Ha nepudepu, Ipu 3TOM COMM CTPEMATCS
K LIEHTPY, a 0e/IKM, KaK BBICOKOMOJIEKY/IsIPHBIE COe-
IVHEHUs, PAaCIPefe/IsIIOTCS 110 KPasiM BIIOCTIEACTBUN
IIpY BBICBIXaHNY 00pa3yeTcs TOHKas IIeHKa- danus.
Haub6osee yacto nccnefyeMbiMy 610I0TMIeCKIMIU
KUIKOCTSIMM SIB/ISIIOTCS KPOBb, C/I€3Hasl KUIKOCTD,
JIMKBOP, C/IIOHA U [Ip.

ITpy KpMUCTATIIOCKONINY UCCTIEAYIOTCSA TaKue 1M0-
KasaTenu, KakK: KpUCTA/UIMYHOCTb- MHMKATOP aK-
TUBHOCTM IIPOIjecca KPUCTANIIOTeHe3a; MHAEKC
CTPYKTYPHOCTM-II0Ka3aTe/lb, OTPA>KAIOMINIL COCTAB
9/IeMEHTOB 00paslia, Ha/lu4re, OTHOCUTEIbHOE U a6-
COIOTHOE KOJIMYECTBO Te/l aMOPQHOTO M KPUCTaI-
JIMYECKOTO CTPOeHNUs B MUKpomnpenapate; CTeneHb

MaTepunanbl u meToAbl

Pa6ora mpoxommaa Ha 6ase cOLMAaIbHO-
pPeabMINTaLMOHHOTO LIeHTPa [ HeCOBEePIIEHHO-
JIETHUX IIPOBOAM/ICA OCMOTP fieteit 3—17 net B 2022
n 2023 ropy. Vlcmonb3oBannuch CTaH/japTHBIE AHTPO-
ToMeTpuYecKye IoKa3aTenn: AAMHA M Macca Tefa,
OlleHKa HyTPUTUBHOTO CTaTyca IPpOU3BOAMUIACDH ITO
MeXX/IyHapoJHoIt mKaje Z-Score. Kpurtepusamu ot-
60pa BBIOOPKY CITYXXVU/IN: OTCYTCTBUE TIOATBEPXK/EH-
HBIX OCTPBIX ¥ XPOHMYECKUX 3a060/IeBaHNMIL, HaTu4ue
CHIDKEHHOTO HYTPUTMBHOTO CTAaTyCa, CAHMPOBAaHHASA
monocTh pTa. KoHTponmbHAA rpymnma cocTosma us 3fo-
POBBIX ZOOPOBO/IBIIEB.

Pe3synbTaTbl M 06CyXaeHne

Manpuuk ot 2 6epemenHocTy, 1 popos (1- camomnpo-
M3BO/IBHBII abOPT Ha CPOKe 9 HefleIb GepeMeHHOCTH).
Martb 1 OTel| IalMeHTa — IBOIPOHbIe Opat 1 cecTpa.
C 4-x MecsYHOrO Bo3pacTa y pebGeHKa HabI0annch
[UCIIeNICHYeCKIIe PACCTPOIICTBA: HEYCTONYMBBIIL CTYIL,

mecTpyKuuu Galyu- MHTErpaIbHbIil IOKa3aTesb, OT-
Pa’Karolyii IpaBUIbHOCTD TPOTEKAHMA KPUCTATIIOTe-
Hes3a U CYMMUPYIOIINI KaK 9K30-, TaK 11 9HIOTeHHbIe
axTopsl; YeTKOCTb KpaeBoit 6e/IKOBOIT 30HBI- OTHOCH-
Te/IbHOE CoflepyKaHe B (ariiiy BEICOKOMOJIEKY/IAPHBIX
KOMIIOHEHTOB (6€e/IKOB).

Tesurpacus- MeTos nEeHTUUKALNY COCTaBa 6110-
JIOTMYeCKUX CyOCTPaTOB, OCHOBAHHBIN Ha MHUILUN-
POBaHMYU UMM KPUCTA/UIM3ALMUM 623MICHBIX BEIleCTB.
JaHHBIIT METOZ IIPECTABISET COOOI IOTIOTHUTENbHOE
BBeJ[eHNe B BBICYINNBAEMYI0 OMOXUIKOCTD pasind-
HBIX XMMMYECKMX BEIECTB C IIe/IbI0 MHUIIMAIMM KPU-
cTannmsanuy. B jaHHOM Mcce0BaHMM TPOBOANICA
aHa/M3 CIefyoINX II0Ka3aTeseil: OCHOBHOI Te3urpa-
¢uaecknit K03 GUINEHT- CTeIIeHb OpraHN3aLUU UITU
Ie30praHu3aluy KpUCTanaoreHesa 6asycHOro Belle-
CTBa IOf] BO3AeICTBIUEM OMoMaTepiaa; KpUCTaIny-
HOCTb IIO3BOJIAET OLIEHUTD CI0OKHOCTb OPTaHM3aLNN
tesurpaduueckoit panun(aHanor MHAEKCa CTPYKTyp-
HOCTU B KPYCTA/JIOCKOINMN); CTENeHb BeCTPYKIUU
¢aunm- MHTETpaNbHBIM MOKa3aTe/b, OTPa KA NI
IIPaBU/IbHOCTD NIPOTEKAHM A KPUCTAJIOTeHe3a Y CYM-
MUPYIOLINIT KaK 9K30-, TaK U 9HIOTeHHbIe (HaKTOPbI;
4eTKOCTb KPaeBoil 6e/IKOBOJ 30HBI II0OKa3bIBaeT OTHO-
CHTeNbHOE COfiep>KaHMe B hally BbICOKOMOTIEKYIAP-
HbBIX KOMIIOHEHTOB [2, 3]. Paj uccnemoBanmit mokasanm
Ha/M4Me CTAaTUCTUYECKU 3HAYMMBIX U3MEHEHNUII B pe-
3y/IbTaTe yIy4lLIeHNs TUTVeHbl IOOCTH pTa [4].

ITepen HaMu BCTaJI BOIIPOC, KAKUM 06pa3soM BINSIOT
MeTabonMMYecKue U3MEeHEeHNsI, BOSHMKAIOLINE B pe-
3y/IbTaTe MMOHV>KEHHOTO HYTPUTUBHOTO CTAaTyca Ha
KPVICTA/ITIOCKONIMYECKYI0 KAPTUHY CIIIOHBI.

Ienp MccnepoBaHMA — OLlEHKA Pe3yIbTaTOB KPU-
CTaJIJIOCKOINY U Te3UTpapuM Y ieTeil CO CHYDKEHHBIM
HYTPUTUBHBIM CTAaTyCOM U IIPU HELOCTATOYHOCTHU
IJIMHHOLeno4YeuHo! 3-rugpokcu anuin-KoA meru-
ApoTeHasbl )KMPHBIX KMCIOT Ha IpYMepe MaljMeHTa
10 mecs1eB.

CraTuctudecKuit aHanus 6bUI IPOBeeH C UCIO/Ib-
30BaHMEM IIporpaMMHoOro obecredenus SPSS. [lns
OLIEHKY CTeIIeH! KOPPeJIALIVMN MCIIONb30BaIN X> M YPO-
BeHDb 3HAYMMOCTH P; lAHHbIE IpefCTaBIeHbI (X% ).

C nenpio 6oree rmybOKOro aHaINM3a Pe3ynbTaToB
MCCIe/IOBAaHNUA ObIT M3yYeH KIMHUIECKMI CTydait
HeJIOCTaTOYHOCTY JIMHHOIEIIOYEYHO 3-TUPOKCH
anun-KoA mernpporenassl >KMPHBIX KUCTIOT, JUaTHO-
CTUPOBaHHOI y manuenTa A. 10 Mecsies, oOpaTuB-
nrerocd 3a nomombio B HVN Ileguarpun yausepcu-
terckoit kK GI'bOY BO «[IMIMY» MuHnsgpasa
Poccun.

PBOTA, B CBA3Y C 4eM ObII TOCIIMTATM3UPOBAH B VH-
(eKIMOHHDIN CTallOHAP € [UAaTrHO30M OCTPBIiL 9H-
TEpPOKOJINT, B 610XMMMUIecKoM aHanuse Kposu AJIT
1o 200 exn./n. Ha ¢one nedennst 6e3 BbIpa>keHHOI V-
HaMIKMU, IOC/Ie BBIMMUCKM M3 CTAl[IOHApPa COCTOSAHME
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PucyHok 3.

Figure 3.

PucyHok 4.

Figure 4.
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Pe3ynbTaTtbl KPMCTaNNOCKONMYECKOrO aHann3a Moun 340po-
BbIX AeTeii 1 naumeHTa ¢ ageduuymntom 3-ruapokcunaumn- Ko-
A-pervaporeHasbl (Kp - kpuctannmsyemoctb, C — nHaexc
cTpykTypHOCTH, CAO- cTeneHb gectpykuum dauum, K3 - Bbipa-
MEHHOCTb KpaeBoWi 30Hbl MUKponpenapata)

The results of a crystalloscopic analysis of urine from healthy
children and a patient with 3-hydroxyacyl-CoA dehydrogenase
deficiency (Cr - crystallizability, IC - index of structurality, SDF-
degree of destruction of facies, Kz - severity of the marginal
zone of the micropreparation)

Pe3ynbTaThl KpUCTANNOCKONNYECKOTO aHaNN3a CbiIBOPOTKM
KPOBM 3[J0POBbIX fleTell U nauneHTa ¢ fepuunTomM 3-TApPOK-
cnauun- KoA-pgernpporenassbl (Kp- kpucrannmsyemoctb, UC -
MHAEKC cTpYKTYpHOCTH, CIO- cTeneHb aecTpyKuum dauum,
K3- BblpaXkeHHOCTb KpaeBoii 30HbI MUKpOMpenapaTa)

Results of crystalloscopic analysis of blood serum of healthy
children and a patient with a deficiency of 3-hydroxyacyl-CoA
dehydrogenase (Cr- crystallizability, IC - index of structural-
ity, SDF-degree of destruction of facies, Kz- severity of the
marginal zone of the micropreparation)

pebeHKa yXYAIINIOCh, MAMa OTMe4asIa OTeKH Ha JIuIe
Y KOHEYHOCTAX, pe6eHOK OblI TOCTIUTANIN3UPOBAH
B 9KCTPEHHOM IHOPAJKe B 00aCTHYIO KIMHUYECKYI0
6onpHuIy. COCTOsIHNE TIPY NOCTYIIIeHUN: Tskenoe.
Ko>xHble TOKpoBBI 611egHble. [TacTO3HOCTD BEK, OTEKN
cTomBl, KucTeit pyk. Ilevens + 3 cm. Cryn xupkmit, 2
P- B ieHb, aXO/IMYHBII.

ITo faHHBIM 061IIero aHa/lIM3a KPOBU OTMeYaTach
Xere3ofiedMLMTHA A aHEMUA JIETKOJ CTEIIEHN TSKeCTH
(o 90 r/m), TpomM6onuTo3 (698%10% 1). B 6uoxummye-
CKOM aHaju3e KpoBy — rumnonporentuemust (06uimit
6enox 37,1-61 r/m), cunppom xonecrasa. bunupyoun
npamoit 32,9-77,6 MKMOB/1I, GunInpy6uH HempsMoit
18,6-51,1 Mxmonb/n. ITo pesynbraTaM uMMyHOdep-
MEeHTHOTO aHanu3a BelsABIeHbl IgM 1 IgG k BUpycHO-
MY TeaTUTy A U IIMTOMEraToBUPYCHOI MHQEKIUIL.
Ha Y3W opranoB OpIOIIHOI OJIOCTU TI€4€Hb+3,5 CM,
CTPYKTypa MapeHXMMbI KPyITHO3epHMCTAs, 9XOTeH-
HOCTb ITOBbIIIIEHA, O] TIe4€HbI0 MEXKIIeTe/TLHO C/Iefibl
skupkocTu. ITo pesynbraTaM sxokapanorpadum BbLsaB-
JIEHO OTKPBITOE OBaJIbHOE OKHO, runepTpodus Bcex
CTEHOK CepJIIa ¥ MEeXXIKeNyOYKOBOI IIeperopoiKm,
TaK>Ke pacIIMpeH CTBOJ JIETOYHOI apTepuM U ee BETBH,
OTMeYanach AUIATALNA IIPABOTO Ipefcepans, Ipn
9TOM COKPATUTEIbHAS CIOCOOHOCTD MIOKAP/ia IEBOTO
JKemyJo4yKa He HapyIueHa. KoHCy/nbTaluaA reHeTyKa: He
MCK/IIOYAIOTCA HAaC/Ie[ICTBEHHbIE HApYIIeHNs oOMeHa
BeIlleCTB, 00pasel] KPOBY HAaIlPaBJIeH Ha TeHeTIYecKoe
uccIefoBaHMe. YCTaHOBMIEH Anaruo3: «OCTpolil BUpyc-
HbBIJ TeNaTUT cMelnanHou stuonoruu (A+IIMB), Tské-
noe TedeHue». Yepes 1.5 mecAna pe6eHOK CHOBA FOCIIN-
Ta/IN3UPOBAH B 0OMACTHYIO KIMHUIECKYI0 OOTbHULLY
C OTpULIATEe/IBHOI IMHAMIKOJL, BO BpeMsI KOTOPOIt OB
IIO/TyYeH pe3yNbTaT FeHeTNYeCKOTO UCCIEeTOBAHMA:

experimental & clinical gastroenterology | Ne233 (1) 2025

Kp (Kr)
3

2,5
2
1,5

0,5
K3 (EMZM) 0 Nc (IS)

CAo (DFD)

KPUCTAJIIOCKOINA, ep.

25 2,219
1,875 s 7
20 1,719 5 =
144 E < 2 147
15 g o Y 81344
)
S = ES x3
& £ 5 g2
g z g |on £8
= S 2 $s
051 & £ & z2
2 & s o=
0 =3 = 5 a8
=O= 0OnbIT KOHTPOJ1b

HEJOCTaTOYHOCTD JAJIMHHOLETIOYEYHOI 3-TUPOKCHU
anun-KoA pmeruzpporeHassl XUPHBIX KUC/IOT — BbI-
cokoBeposTeH, nposogutca JHK-guarnocruxa. Io
pe3yIbTaTaM KOMIUIEKCHOTO 00C/IeJOBaHNA YCTaHOB-
nen guarHo3: Hebuuut annn-KoA gerupgporeHnassr
JKUPHBIX KUCTIOT C OYeHb NIMHHON yT/IepOTHO IeTIbIO.
AHeMus XpOHMYECKOTO 3a00/IeBAHMS CPefHEl CTe-
HeHM TsOKeCTI. BposKIeHHbII MOPOK cepana: gedexT
MEXIKeTyI0YKOBOJ TIepETOPOJKY, OTKPBITOE OBAlb-
HO€ OKHO; BTOPMYHA KapANOMUONIATHA.

B 10 mecsanes nmanuenT nepeseged 8 PI'bOY BO
«IVMIMY» Munsppasa Poccun. ITpu nocrynnennn co-
crostHue TsDKenoe. Koxka 671ejHast, MbIIIEYHBII TOHYC
CHIVKEH, He CUIUT, He lepeBopadyyBaeTcs. OTEKOB HeT.
Ieuens +3 cM, Kpait IIafKuIi, 31aCTMYHON KOHCUCTEH-
1y, pasmepsl nedenu o Kypnosy 10,0-9,0-8,0 cm.
Tonosa rupporedanbHoit popmel. B ob1iem aHanuse
KpPOBY BBIAB/I€HA TUIIOXPOMHAsI aHEMUA CPeJIHeIl CTe-
HeHN TKeCTU. B 6110XMMMdecKoM aHaau3e KPOBIL:
CUHJIpOM LIMTONN33, XO/NeCTa3a; IUIIOKCHA, TUIIepKaIl-
Hus (pH 7,444). Koarynorpamma 6e3 nmatomoruu. Ilo
pesynbpraraMm ITIIP o6pasna kposu BoiaBneHa [JJHK
reprieca 6 Tuna, IIIJP Moun nokasano Hanu4me HUTO-
Mera/oBUpycHoi nHekunu. Ha anekTpokappuorpam-
Me: 3aMeJi/IeHNe IPOBeIeH M A 110 ITPaBoil HOXKKe MydYKa
I'mca. Ha Y3V remaromeranus (+3 cM us-mog pebepHoit
IYTH), 9XOCTPYKTYpa OGHOPOAHA, paBHOMepHas. Ha
9XO KT oTMeyaroTcs HOMOMHUTEIbHbIE TPAOEeKyIbl
JIEBOTO XKEJIYHN04YKa, OTKPBITOE OBA/IbHOE OKHO 2,4 MM
C TeMOAVHAMMYECK! He3HAUMMbIM ITYHTUPOBAHIEM,
HedeKT MeXKKeTyZOIKOBOI IIeperopoaKu 1,5 MM 1o
tuny Tonounnosa- Poxe. Ilo pesynpraTaMm Henps-
Moit anmacrometpun nedenn: ¢pubpos mo METAVIR-
FO0. Ha ocHOBaHUM [JaHHBIX aHaMHE3a, a TaAKXe
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PucyHok 5.

Figure 5.

PucyHok 6.

Figure 6.
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Pe3ynbTaTbl KPUCTaNIOCKONMYECKOTO aHaNN3a CIloHbI Y 310~
POBbIX J06POBONbLEB 1 1ETEN C MOHMKEHHBIM HYTPUTUBHBIM
CTaTycom

The results of crystalloscopic saliva analysis in healthy volun-
teers and children with reduced nutritional status

Pe3synbTaTbl Te3UrpaduUUecKkoro aHanamsa CioHbl y 340po-
BbIX JO6POBOMbLIEB U ieTeil C MOHUKEHHBIM HYTPUTUBHBIM
cTaTycom

The results of the tesigraphic analysis of saliva in healthy volun-
teers and children with reduced nutritional status

71ab0paTOPHO-NHCTPYMEHTAIbHOTO 06CIeoBaHNUsA
ycTaHOB/IeH AnarHos: Hepuuut aunn- KoA gernapo-
TeHa3bl JKUPHBIX KMCIIOT C OYEHb JI/TMHHOM YITIePOfIHO
penpio. ConyTcTByoLiye 3aboneBanus: [enarut Mera-
601M4ecKmit, MUHIMATIBHOI CTENTeH 6MOXMMIIeCKOIT
akTuBHOCTH, FO (o Metavir). Bpo>xieHHBIII IOPOK
ceppua: fedeKT MexX KeTyL0UKOBOI IeperoposKu
1,5 MM, reMOJMHAMMYeCKM He 3HaYMMbIi1. OTKpbITOE
oBa/lbHOEe OKHO 2,4 MM. CMHIPOM MBIIIEYHOI JUCTO-
Hun. 3afiep>KKa MOTOPHOTO PasBUTHUA Ha Pe3Nyab-
HOM ¢oHe. AHEMMSI CpejHel CTeTIeHN TSKECTI TUIT0-
XpoMHas, fepuiuTHast. XpoHKMdecKas repreTndecKkas
MUKCT- MHPeKIus (HMTOMeraJoBUPyCHasl, Teprec
6 TuIIa), aKTUBHBIN MEPUOS.

Pe6eHKy Ha3Ha4YeHO JIeYeHe: [UeTOTepas; B MH-
¢ysnoHHOI Tepanuy peaMbepyH, remamepl; 250 Mr/cyT,
pacTtBop I/10Ko3bl 5% 150M1+ pacTBop r110K03bI 40%
20,0M71; aHTUOMOTUKOTEpaTIMA: MepoHeM 480Mr/cyT
10 gHeit. BHyTpb: cTONMAp, aKBaeTPUM, YPCOPaTIbK,
KpeoH, OudunymbakTepiH, cMeKTa, BI(EpOH CBeUIL.
Ha ¢oHe neveHus coCTOsHME MALMEHTA CTAOUTBHO-
TsKenoe. Y peGeHKa IMOBBICUIICA allIIeTUT, OTMeva-
ercst mpubaBka B Macce 500 r. Pebenok mprobperaer
HaBBIKJ HEPBHO-IICUXIYECKOTO Pa3BUTHA B COOTBET-
CTBUM C BO3pacToM. l'emaToMeranusa coxpaHAeTcA.
Y pe6eHka BBICOKMII PUCK PA3BUTHUS METAOOMMIECKIX
Kpu3oB U runornukemMun. Hammumum nccnefopanms-
MU B OCHOBHOJI I KOHTPOJIbHOJ TPyNIax NaljieHTOB
BBISIB/ICHO 3HAYNTE/IbHOE pa3yndye B IIOKa3aTensax
KPUCTAJUIOTEHHOI aKTUBHOCTY OMO/TOTMYeCKUX JKIJ-
Kocteit (puc. 3 u 4). IIpy KpUCTaNIOCKONNYECKOM
MCCIeJOBAHUI MOYY MbI (PUKCUPOBAIN IOBBIIIEHE
YPOBHA KPUCTANIN3yeMOCTU U MHJEKCa CTPYKTYp-
HOCTH, YTO TOBOPUT 00 yMepeHHOM HapacTaHUMU

Mokasatenu Teaurpaduu, ea.
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Kpucranroobpasyiouieit cnocobHoCcTH 6ruocpenb
(puc. 1-3). Ilpu aTOM KpaeBas 30Ha NPaKTUUECKNU
He OT/INYaIach OT 0OHAPYXMBAEMOIT /I 3[JOPOBBIX
TeTeif, a 0 MaTOOTMYECKOM XapaKTepe U3MEHEHMUI
CBUJETENbCTBOBAJIO Pe3KO€e BO3pacTaHNe CTENeHNn
HeCTPYKLMM KPUCTA/UINYECKUX CTPYKTYP B (panmm.
BpipakeHHble CABUTM KPUCTA/IOTEHHBIX CBOJICTB
BbIAB/IEHBI B KPUCTA/IZIOTpaMMaX ChIBOPOTKY KPOBM
(puc. 4). B gacTHOCTH, TP M3y 4aeMOI HaC/IefiCTBEHHO
SH3MMOIIATUM PETUCTPUPOBAJIN AKTUBALIMIO IeTUIPa-
TALMOHHOM CTPYKTYPU3aLuy CBIBOPOTKM KPOBM, YTO
MOKa3bIBaeT HapacTaHMe KPUCTA/IN3YEeMOCTH U UH-
TeKca CTPYKTYPHOCTHU. Ba>kHO OTMETHTD, aHA/IOTMYHO
o6pasuaM MO4H, B [AHHOI OMOIOTMUeCKOI XKUAKOCTH
BBISIBJIEHO PE3KOE YBeNMYEHME CTENIEHN IeCTPYKIUN
danuu B cpaBHeHNY ¢ o6pasuamu bIK 3nopoBbIxX feTeir.

ITo pesynbraTaM IpoBefileHNA KPUCTAIOCKOINM
B OCHOBHOI ¥ KOHTPOJIbHOJM TPYIINaX HAalE€HTOB CPefi-
Hee 3HaYeHMe KPUCTAIU3YyeMOCT COCTaBuIo M=
1,875 [1,5; 2,5] mpu HopMme M= 2,12+0,23 (p=0,031), uTo
TOBOPUT O CHM>KEHMM aKTMBHOCTY KPUCTAJITIOTEHEe3a
B UcCTIeRyeMoM obpasie. VIHeKC CTPYKTYPHOCTHU
B HOpMe cocTaBysgeT M= 1,24+0,14, Torga Kax B ucciue-
IyeMoM byoMarepuae pe3ynbTaT cocrasun M= 1,7187
[1;2,5] (p=0,022). IToka3saTenb cTeneHy BeCTPyKLUU
(baul/m B HOpMe cocTaBiAeT M=0,71+0,34, Torga Kak
B MICCTIEAYEMOM MaTepuase CIIOHbI 3HaYeHNE COCTaBU-
o M= 2,2188 [1,75; 2,75] (p=0,001). (puc. 5).

ITo pesynbpraraM Tesurpaduu sHauyeHue TaKOTO
IoKasaTesisl, KaK OCHOBHOII Te3urpapu4eckuit Ko-
adpduunent cocrasuno M=1,3438 (2, 4, 5], Torga kax
B KOHTPO/IBbHOII rpymie M= 2,12+0,23(p=0,021), uto
MOJXKET CBUJIETENIbCTBOBATH O MOBBIIIEHNY CTENEHN
OpraHM3aI MM XJI0pUJA HATPUA N300CMOTHYECKOIL
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KOHIIEHTPAIIMY B €CTeCTBEHHbIX (He/ITpaNnbHbIX) yC-
JIOBUSIX IIOJ] BO3ZelicTBIEM Oromarepuana. Ilpu mpo-
BefileHMN Tesurpaduy sHadeHMe KPUCTAIUCHOCTHU
cocraBuno M=3,75 [1,5; 2,75] npu Hopme M=1,95+0,26
(p=0,011), 4TO TOBOPUT O CHUIXEHUM COfePXKaHM A KPU-
CTa/INYEeCKUX 9TIEMEHTOB U aMOP(HBIX KOMIIOHEHTOB
B MuKponpemnapare. CTeleHb gecTpyKuun Qaruiu mo
pesynbraram tesurpadun M= 2,25 [1,5; 2,25], Torga
KaK 3Ha4YeHMe [I0Kas3aTelsl B KOHTPOIBHOI IpyIie
cocraBuno M= 0,78+0,32 (p=0,005), BcreacTBIE Y€TO
MO>KeM CJie/IaTh BBIBOJ O HAPYIUEHNUN PaBUIBHOCTI

3akuyeHune

1. BerpakeHHBIE CABUTY KPUCTAIOTeHHBIX CBOJI-
CTB BBISIBIEHBI B KPUCTANJIOTPaMMaX CBIBO-
POTKM KpOBM IIpU M3ydaeMOil Hac/IeACTBEHHOI
9H3UMOIIATUM, TaK)XXe 3aperucTpUpoBaHa akK-
TUBALMA NeTMAPATALMOHHON CTPYKTYpPU3aLUN
CBIBOPOTKM KPOBH, YTO IIOKAa3bIBaeT HapacTaHUe
KPUCTANININ3yeMOCTU U MHJEKCa CTPYKTYPHO-
cTu. AHaIOTMYHO 06pasaM MO4YM, B CBIBOPOTKE
KPOBM BBIAB/IEHO pe3KOe yBelTu4YeHNe CTeNeHN
mecTpyKuuu pauyuyu B CpaBHeHNN ¢ o6pasiamMu
bX 310pOBBIX [ieTeil, YTO CBU/IETeIbCTBYET O U~
arHOCTMYeCKOI 3HAYMMOCTHU KPUCTAIIOCKOIIIYe-
CKOTO MeTofia.
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Ka/IbHbIe HapYIIeHM A LIeJIOCTHOCTY TEKCTYPBI (puc. 6).
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PucyHok 1. Kpuctannorpaduueckoe nsobpaxeHue
o6pasua Mouu naumeHTa c ¢ geduumtom
3-rugpokcnauun- KoA-gerngporeHass

Figure 1. Crystallographic image of a urine sample from
a patient with a deficiency of 3-hydroxyacyl-
CoA dehydrogenase

PucyHok 2. Kpunctannorpadunueckoe nzobpaxeHue

obpasLa KpoBy naumeHTa ¢ ¢ geduunutom
3-ruapokcnaumn- KoA-gerngporeHasbl

Figure 2. Crystallographic image of a patient’s blood
sample with 3-hydroxyacyl-CoA dehydroge-
nase deficiency
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