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Cunapom Anaxkuuisi — peKko BCTpeyalouieecsi reHeTHYeCKH 1eTePMHUHUPOBAHHOE 3200/1€BAHHE C AyTOCOMHO-IOMUHAHTHBIM TUIIOM
HACJIeOBAHMS, XAPAKTePU3YIONIeecs XPOHNYECKIM BHYTPUIIEYEHOUHBIM X0JIECTA30M BCJIEICTBIE AHOMAJIMA PA3BUTHS OUITHAPHOTO
JlepeBa B COUYETAHUM C JPYTHMH BPOXKIEHHBIMH MOPOKaMH. BoJbie TPYAHOCTH NMpeICTaBiseT TUATHOCTHKA 3TOr0 3a00/1eBaHUs
y JeTeii paHHEro BO3pacTa, KOria Heo0X0uMO ONpeIeIuTh MPUYUHY X0J1eCTa3a H TAKTHKY JaJIbHeillero BeieHus peGeHKa.

Ilesb. AHaIM3 0COOEHHOCTEN KIMHUYECKUX MPOSIBJICHU 1 JJA00PATOPHBIX MOKa3aTelieil y JeTeil ¢ CHHAPOMOM AJIaKHILIA.
XapakTepucTHKa JeTeil U MeToIbl ccaeaoBaHus. [IpoBeieH peTPOCHEKTHBHBI AHAIN3 KIMHUKO-JUATHOCTUYECKHUX MPOSIBIEHHI
cunapoma Anaxmuis y 21 pedenka (10 mansunkoB u 11 neBovex) B Bo3pacte ot 1 mec 10 14 et 5 mec (cpemHuii Bo3pact 511 rox) —
CIUIOLIHOE HccneaoBaHue. V3yyaauch aHaMHe3 JKU3HH U 00J1€3HH NANMEHTOB C OLIEHKOI JAHHBIX TedeHUs 6epeMeHHOCTH y MaTepei,
KJIMHUYECKHe MPOsIBIeHNs 1e00Ta 3a00/1eBaHuil, Pe3y/IbTAThl KIMHUKO-INATHOCTHYECKHUX HCCJIEIOBAHMII, B TOM YHCJie B /1e010Te
00JIe3HH M IPOBE/IEHHBIE TI0 MECTY JKUTEIbCTBA, A TAKXKE MPH MEPBOil rOCHUTAIM3AINH B KJIMHUKY. BeeM neTsm ocymecTBiasich
YJIBTPa3BYKOBOE MCCJIeI0BAHIE OPIAHOB OPIOIIHOI MOIOCTH, OMOXUMHYECKOE UCCIeJOBAHNE KPOBH.

Pe3ynbraTel. AHATN3 KIMHUKO-INATHOCTHYECKUX KPUTEPHEB JETeil ¢ CHHAPOMOM AJAXKWLIS NMOKA3aJd, YTO 3HAYMMBIMH B JHAr-
HOCTHKE SIBJISIIOTCS YTPO3a NMpepbIBaHus 0epeMEHHOCTH y MaTepeiil, BHYTPMYTPOOHAsl TMIOTPO(dUS 110712, 3aTSAHYBLIASACS B HEOHA-
TAJIHOM NePUoJIe KeATyXa, KOTOPasi MOKET COXPAHSATHCS U B 00Jiee CTAPIIEM BO3PACTE M CONPOBOXKIATHCSA IeNaTo-/TenaToCIeHo-
Merajieii (aiie BCTpeyaroTcsi B BO3pacTe crapue 3 Mec), TUno-/axoJIMYHbIM CTYJIOM, KOTOPbIii nocjie 3 Mec XKU3HH HA0I01aeTcs
3HAYUTEJIBHO Peke, Koaryjlonarueii, 0ojiee XapakTepHOil /14 eTeil MepBbIX 3 MeC XKU3HH, 2 TAKKe U3MEHEHUAMH OMOXUMIYECKHX
noKa3areJieii KPOBU: XapPAKTEPHO NMpeBbIlIeHHE BepXHeil TPAHUIbI HOPMBI IS HUTOJMTHIECKOU AKTUBHOCTH B 2—5 pa3, runeponim-
pyounemun (¢ npeodaazanueM npsamoii ppakuuu ounupyouna) — B 3—7 pa3, ypoBHs raMMa-LIIOTAMUITPAHCTIENTHAA3bI — B 2—7 pa3.
3akmouenne. CMHIPOM ANaKWUIsE HEOOXOAMMO TUATHOCTUPOBATh MAKCHMMAJIBHO PAHO ISl onpeleieHust AalibHeiileil TAKTUKH
nedenns. TmarenpHblil cOOp aHAMHE3a, aHAIN3 KJIMHAKO-IMATHOCTHYECKUX MPOSIBJIEHHIi 3200/1eBaHNA, 0COOEHHOCTH M3MEHEHHIt
OHOXMMHYECKHX AHATH30B KPOBH MO3BOJISIOT NPOBECTH JMATHOCTHKY 3TOr0 3200/1eBaHus.

Karouesvte caoea: demu, xponuueckuil 6HympuneveHouHbwlil Xoiecmas, CUHOpOM Anaxcuais.

Ansa umtupoBarus: BonbiHey I".B., HukutuH A.B., CkBopuoBa T.A. CuHapom Anaxwnns y neteii. Poc BecTH nepuHaron v neanarp 2020, 65:(2):
108-116. DOI: 10.21508/1027-4065-2020-65-2-108-116

Alagill syndrome is a rare genetic disease with an autosomal dominant type of inheritance, which is characterized by chronic intrahe-
patic cholestasis due to an abnormality of the biliary tree in combination with multiple malformations. It presents certain difficulties
in diagnosing little children, when it is necessary to accurately determine the cause of cholestasis and the tactics of further treatment.
Objective. To analyze clinical manifestations and laboratory parameters in children with Alagill syndrome.

Characteristics of children and research methods. The authors carried out a retrospective continuous analysis of the clinical and
diagnostic manifestations of Alagill syndrome in 21 children (10 boys and 11 girls) aged from 1 month to 14 years 5 months (average
age 5 years * 1 year). They studied their history of life and illness, assessed the course of pregnancy, first clinical manifestations of the
disease, the results of clinical and diagnostic tests at the beginning of the disease and the analyses conducted at the place of residence
and during the first hospitalization. All children underwent ultrasound examination of the abdomen and biochemical blood test.
Results. When analyzing clinical and diagnostic criteria of children with Alagille syndrome we found the following diagnostically
important criteria: the threat of termination of pregnancy in mothers, fetal hypotrophy, prolonged neonatal period of jaundice,
which may further persist and be accompanied by hepato / hepatosplenomegaly (more common for children above 3 months old),
hypo-/ acholic stool, which occasionally occur in 3-month-old children, coagulopathy, more characteristic of children under 3 months
old, as well as changes in biochemical blood parameters: the cytolytic activity — 2—5 times above the limits, hyperbilirubinemia (with
a predominance of direct bilirubin fraction) — 3—7 times above the limits, gamma glutamyl — 2—7 times above the limits.
Conclusion. Alagill syndrome should be diagnosed as early as possible to determine further treatment tactics. A detailed history,
analysis of clinical and diagnostic manifestations of the disease, especially changes in biochemical blood tests are important for the
diagnostics of this disease.
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AiTepHoneququaﬁ NUCIUIa3usl, TaKXe W3BECTHAs
aK CUHAPOM ANaxwuuis, Oblla BIEpBble ONMUCaHa
B 1969 . D. Alagille m mipeacraBisieT co00W MYJIBTHCH-
cTeMHOe 3a0ojieBaHMe C TOpakeHWEeM IeYeHU, COCY-
JIMCTON CHUCTEMBI, CepAlla, IJIa3 U cKejeTa ¢ gedeKTaMu
MMO3BOHOYHMKA; UMEIOTCS crenrduyeckre 0CoOOeHHOCTH
JIUIA, a TakXe JIETKOW WM CpelHEel CTeNneHM TSKECTU
WHTEeJUIeKTyallbHble HapymieHus:t [1]. OcHoBHast oco-
OEHHOCTb CHHApPOMa AJIaXWIIsl — XojecTa3, 00yCJI0B-
JIEHHBI HEIOpPa3BUTUEM BHYTPUIIEYEHOUHBIX KETUHBIX
MPOTOKOB [2].

DTOT CMHIPOM BcTpeuaercst ¢ yacrtotoit ot 1:30 000
no 1:50 000 HOBOPOXIEHHBIX, TPEACTaBISIET COOOI
nucMmopdoreHeTnyeckoe — 3abosjeBaHUE,  BbI3BAaHHOE
nedekToM  Tepegauu  curHajgoB  Notch — Bcien-
crBue mytaumit B Notch-nurange Jagged 1 (JAGI)
[3, 4] wnmu pexe, B peuentope Notch (Notch 2) [5].
Cas3b Mexny myTauueit B reHe JAGI u cuHapoMoM Asia-
XUl Oblla oOHapyxeHa B 1997 bBwuio mokasaHo,
YTO CHUHIPOM ANaXWiisi — ayTOCOMHO-TOMWHAHTHOE
3aboneBanue [6]. INpubmusurensHo v 90% TManneHToOB
oOHapyxuBaeTcss myTauusi B redHe JAGI (J0Kanu3oBaH
Ha xpoMocoMe 20pl2) miau umMeercsl Heelusi BCEro
reHa [7].

KnuHnueckue mposBieHUsT CUHIpoMa AJaxWs
pa3HOOOpa3Hbl, MOTYT 3HAYUTEJIbHO Pa3nyaThbCsl naxe
B OITHOI CeMbe, HEPEIKO C TeUeHUEeM BpeMeHU Habo1a-
eTcsl YMeHblIeHUe TsoKecTn 3aboneBanus [2]. Paznuuune
MPOSIBJIECHUI MOXET 3aBUCETb OT TeHOB-MoauduKa-
TopoB. Cpeau HUX — TpombocnonanH-2 (THBS2), npen-
CTaBJISIIOIINI COOOM MAaTPUKCHBIN O€OK, CIIOCOOHBIN
uHruouposath B3aumoaeiictsue JAGI-Notch |8, 9].

JlvarHo3 cuHApoMa AJIaXWJUISI B OCHOBHOM 0a3u-
pyeTcsl Ha KIMHWYECKMX HOaHHbIX. Cpeau TMalueHTOB
He OTMeuYeHa MOBbILIEHHAs! YacToTa HEeIOHOUIEHHOCTH,
gacto (B 85—97% ciydaeB) HaONIOHAIOTCS aHOMATUU
cepaia. OTo MOXHO OObSICHUTH MyTauusmMu reHa JAGI,
9KCMPECCUPYIOLIETocss B KOPOHAPHBIX apTepusiX, BTO-
PUYHOM TT0JIe cep/lia, KJIeTKaX HEPBHOTO IpeOHs U Urpa-
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Boaviney I'.B. u coagm. CunnpoM Anaxkuiuis y 1eteit

JOIETO KPUTHUYECKYI0 pPOJb B Pa3BUTUW SHIOKapIa
[10, 11].

Hanbonee  pacmpocTpaHeHHBIM  KJIACCUIECKUM
CUMIITOMOM CHHApPOMa AJIAXWUIS CIYXHT XPOHH-
YeCKM XOJiecTa3, KOTOPBI BCTpeyaeTcs IPUMEPHO
y 95% TaleHTOB, MPOSIBISSACH JIMOO B HEOHATATHHOM
nepuone, 11060 B repBbie 3 Mec xu3Hu [7]. U3BecTHO,
YTO Y HOBOPOXKIEHHBIX XOJeCcTa3 BO3HHMKAET B PE3yib-
TaTe HapyIIeHWs OOpa30BaHMS >XETIU TelaTOIUTaMu
WU BCJICICTBUE HAPYIICHUS ¢¢ SKCKPEITU, BEI3BAaHHOTO
neeKTHBIM pa3BUTHEM OWMIMApHOTO JepeBa. DTO TpH-
BOINT K HAKOIICHUIO KOMIIOHCHTOB XEJYM B TICYCHH,
KpPOBM 1 BHEIEUEHOUYHBIX TKaHsIX [12].

Xojecras TpU CUHAPOME AJAXWIUIT Yy HOBOPOX-
JNEHHBIX yYallle BCEero MaHU(ECTUPYEeT KaK KOHbBIOTHU-
pOBaHHAsI TUIEPOWIMPYOMHEMUS, CICICTBUEM YEro
MOXeT OBITh TeMHasi MoYa, TOrJa KaK KaJl OCBETIISICTCS
OT HeJocTaTKa OWIIMPYOWHA, TOCTUTAIOIIETO KUIIICUYHNK.
Cepniii/0enblii 11BeT Kajla y peOeHKa Iocie IBYXHE-
NETGHOTO BO3pacTa CIYKUT BaXKHBIM TIPU3HAKOM TIaTO-
JIOTUY TIEYCHU, KOTOPYIO HEOOXOIMMO TUAarHOCTHPOBATh
u yctpanuth [10]. Ilpu cuHapoMe Anaxusuisi 0ObIYHO
HabJronaeTcsT BEIpaXKEHHBIM X0JiecTa3, KOTOPBI MOXKET
KIMHUYECKU TIPOSIBIISIThCS CHJIBHBIM KOXHBIM 3YIOM,
a TaKkkKe KCAaHTOMaMM BCJICAICTBUE HAKOTUICHUS JINTTHIOB
ITONI KOXeH M3-3a HapyIIeHW OTTOKa XKeT4d W JIUITUI-
Horo obmeHa [13].

OmHUM U3 BaXHBIX TUATHOCTMYECKMX TIPU3HAKOB
CUHApOMa AJIaAXWJUIA CYMTAIOTCS TUCMOP(MHBIC YepTHI
JINIIA, KOTOPBIE CTAHOBSTCS 00jice OYCBUIHBIMU C BO3-
pacToM W XapaKTepU3YIOTCS BBICTYIIAIONINM JIOOM, TITy-
0OKO MOCaXXEHHBIMHU TJIa3aMU, TPSIMBIM HOCOM C YILIO-
IMEHHBIM KOHYMKOM W BBICTYITAIOIINM 3a0CTPEHHBIM
ITOI00POIKOM; B pe3ybraTe 4ero hopMa JIMIia BRITJISIIAT
KakK TepeBepHYTHIN TpeyrorbHUK. [Topoku cepmiia oOHa-
pyxuBarorcst y 80—100% TmaIlMeHTOB C CHHIPOMOM
Anaxumns [7]. Hanbonee pacripoctpaHeHHOI (opmoit
SIBJISICTCS] CTEHO3 JICTOYHOM apTepuu, BCTPEUYAIOITUIACS
Kak MUHUMYM B 2/3 cinydaeB. Hambonee pacrpoctpa-
HEHHAsl CJIOXHAs CTPYKTYpHash aHOMAaJIHWs ceplia —
teTpana Payo, KoTopast IuarHocTupyercs y 16% manm-
€HTOB. BOJBIIMHCTBO TTOPOKOB CEPIEYHO-COCYIUCTOMN
CUCTEMBI TP CHHIPOME AJIAXKWJUIS TeMOTMHAMIYECKH
He3HaunMMBbl. OTHAKO YCTAaHOBJICHO, YTO 0oJIee TsKeTble
TIOPOKU  CEPACYHO-COCYIUCTOM  CHCTEMBI  CITyXar
OCHOBHOM MPUINHON paHHEW CMEPTH STHUX ITallMeHTOB.
VY nmereil ¢ mopokamu cepaua mpu CUHIPOME AN
BBDKMBACMOCTh 0 6 JIET COCTaBJSICT NPHUOIU3UTEIBHO
40% 1o cpaBHeHMIO ¢ 95% y ManueHTOB 0e3 IMOPOKOB
cepaua [7, 14].

Eme omHmM pacrpocTpaHCHHBIM TIPU3HAKOM CHH-
npoMa AJTaxKUJLIsL CITYXXUT 6ab0oukooOpa3Has aedopmariyst
ITO3BOHKOB, KoTopast BcTpedaeTcss B 80% ciydaeB [7]
W OIMCHIBAETCS KaK CarMTTalbHas pacliejMHa B OXHOM
WJIX HECKOJIbKUX TPYIHBIX MO3BOHKax [15]. AHomanus
ITO3BOHKOB B BHZIE 6a00YKM BOSHUKACT B PE3YJIETaTe CHM-
METPUIHOTO AedeKTa CIMSHUS SMOPHOHAIBHOTO TTO3BO-
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HoyHoro croyiba [15]. Oty nmedopmaiuio MO3BOHKOB
MOXHO YBUAETb Ha PEHTreHOrpaMMe B TMpPSIMO Mpo-
€KMW, MHOT/A ee cyyaiiHO 0OHapYXMUBAIOT Y MAllMEHTOB
¢ 0ecCUMNTOMHBIM TEYeHUEeM CHUHApPOMa AJaXUJUIs.
Bonbnioro CcTpykTypHOro 3HaueHMsl 3Ta aHOMAIMs,
Kak TIpaBUJIo, He UMeeT. Pexe y manyueHToB MOTYT OIpee-
JIATBCSI CYyXKEHUE MEXXIO3BOHKOBOIO PACCTOSIHUSI B MOsIC-
HUYHOM OTJeJie TO3BOHOYHMKA, OCTPHI MepeTHUil OTpo-
crok C,, pacuienrHa IO3BOHOUHMKA, CIUAHUE CMEXHBIX
MO3BOHKOB. B Oojiee mozaHeMm Bo3pacTe y MallMeHTOB
C CUHIPOMOM AJIaXXWIIsl M3-3a TMOJMOPraHHOro Topa-
JKEHUsI HEepelKO Ppa3BUBAIOTCS METa0OIMYecKue Hu3Me-
HeHUsI KocTei [7].

HaubGonee pacnpocrpaHeHHBI 0OQTaIbMOJOTNYe-
CKUI CUMIITOM, KOTOPKIi oOHapyxkuBaetcs y 90% marm-
€HTOB C CUHAPOMOM AJIaXKUJUIS U He BJIUSIET HA OCTPOTY
3peHUs] — 3aJHUI SMOPUOTOKCOH Ha CTBIKE Paay>KHOM
000JI0YKM U POTOBUIIbI. 3aJHUIl IMOPUOTOKCOH — 3TO
COCTOSIHME, KOTOpOE€ XapaKTepu3yeTcs YTOJIIeHUEM
U cMelleHueM Briepen JauHuM IlIBanbbe, BUAMMON
MpyU HapyXXHOM OCMOTpe. DMOPUOTOKCOH BCTpeva-
eTcs y 15% nroneit, He UMEIONINX CUHAPOM AJIaXKHIUIS,
a Takke y 70% mamumeHToB ¢ nenermeit 22ql1, mostomy
oOHapyXeHHe dMOPUOTOKCOHA 0e3 APYruX CUMIITOMOB
HE MOXET ObITh ONpEeAesIONIMM MTPU3HAKOM CUHIPOMA
Anaxus [7].

Y 15% manmeHTOB ¢ CHHAPOMOM AJaXWIIsT oOHa-
PYXXUBAIOTCSI  COCYIUCTbIe HapylIEHMs], BCJEACTBUE
KOTOPBIX BO3HUKAIOT BHYTPUUEPEITHbIE KPOBOUITUSHUSI.
OHM OOBIYHO TMPOUCXONAT B OoJyiee MO3IHEM BO3pacTe
1 He HaOJII0JAIOTCSl B HEOHATAJIbHOM Tepuone. BHyTpu-
yepernHoe KPOBOMBIUSHUE MOXKET BO3HUKHYTb IOCTe
HE3HAYMTEJbHON TpaBMbl TOJIOBBI. BO3MOXHBI BpO-
KICHHBIE aHOMauM 0a3uJIIpHOI, COHHOW M CpemHeit
MO3TOBOU apTepuid.

Hepenko orMevaioT mapyrue aHOMaliuM, TakKWe
KakK CTPYKTYpHble W3MEHEHMSI MOYEeK, YMEHbIIEHUE UX
pa3sMepa WM KUCThI TMOYeK. 3ajepxkkKa pocTa JeTeid,
cKopee Bcero, BbI3BaHa HapyllleHWEM KHUIIEYHOTO BCa-
cbiBaHMs. B Gosiee mo3mHeM Bo3pacTe MalMeHThl MOTYT
UMETb MaHKPeaTU4ecKylo He0CTaTOYHOCTh U MHCYJIUH-
3aBUCUMBII caxapHblil [uabeT. Y OOJIbHBIX YACTO OTMe-
YaloT 3aI€PKKY YMCTBEHHOTO U MOTOPHOTO pa3BuTus [7].

Haubonee BaXXHbIMU B IMAarHOCTUKE OCTAIOTCS K-
HUYECKUE MPOSIBIEHUS] CHHAPOMA, HECMOTPSI Ha HAJIMYUE
MOJIEKYJSIPHO-TEHETUYECKMX METOAOB aHajlu3a TeHa
JAGI [16]. JIng ycTaHOBIIEHMWSI OUArHo3a y TALMEeHTOB
TTOJIKHBI ObITh BBISIBJIEHBI KAK MUHUMYM 3 U3 5 OCHOBHBIX
CUMIITOMOB cuHIpoMa Anaxwuisa [17]. OGHapyxeHue
TeHEeTUYECKOro MapKepa Aajlo 3HAUUTEbHbI ONTUMU3M
B JWarHocTuke 3adoseBaHusi. OQHAKO ClEAYyeT Y4ecTb,
YTO MOYTH KaXAash CeMbsl, MO-BUAMMOMY, UMEET CBOIO
COOCTBEHHYIO MYTallMIO, U UHTEPIpeTalns pe3yJbTaToB
TeHETUYECKOT0 MCCIeI0BAaHUSI MOXET BbI3bIBAThb CJIOX-
Hoctu [16]. TlosToMy TIpU OUArHOCTHKE HEOOXOIMMO
TIIATeJIbHOE WHAMBUIYyalbHOE OOC/IeAOBaHUE KaX-
Joro namnueHTta. B aHamHe3e BaxkHasi poJib OTBOAMUTCS

OBMEH OlbITOM

XoJlecTasy B MJIaIeHYECTBE, KOTOPBIA TIPOTPECCHUPYET,
HO 3aTeM I10 Mepe B3pPOCTICHUST peOeHKa CUMITTOMAaTHKa
yayutraetcst. Tonmbko 10—50% manmeHToB ¢ CHHAPOMOM
Anaxuist (1o JaHHBIM pa3HbBIX aBTOPOB) HYXKAAKOTCS
B TpaHCIUTaHTAIIUU TiedeHU. [1oaToMy s TTomIepsKaHmst
XOpOIIIeTO KavecTBa XM3HU y IeTeld ¢ 3TMM 3aboJe-
BaHMEM HEOOXOIMMO ONTHUMU3MPOBATh BCe HETpaHC-
IUIaHTaMOHHBIE MeTonbl JeyeHus [1, 18]. CMepTHOCTH
coctapisieT 10%, 9TO 9YacTO BBI3BAHO 3a00JIEBAHUSIMU
cepilla WU TSOKEIbIM IMopaxeHueM nedyeHu. CMepThb
BO3MOXHA TaKXe B 0oJiee TIO3MHEM BO3pacTe BCIICICTBUE
cocyaucToii marosoruu [19].

Jleyenne cummrToMatudeckoe. Llenp neueHus mereit
C CHHIPOMOM AJIAXXWIIST — KOPPEKIUS OCIOXHCHUI
JUIMTEJIbHO coxpaHsttolnierocst xosnecrada [20]. Haznaua-
eTcs JledeOHOe TMUTaHWe C TIOBBIIIICHHBIM COMEpKaHUEM
CpeIHELENMNOYeYHBIX TPUIINLEPUIOB. MeIuKaMeHTO3HOe
JIeYeHWEe BKIIIOYACT ITOCTOSIHHBIA TIPUEM YPCOIE30K-
CHXOJIEBOM KWCJIOTHI, KUPOPACTBOPUMBIX BUTAMWHOB,
MHKPO3JIEMEHTOB. [1poBOIUTCS KOPPEKIIUST COITYyTCTBY-
IOIIMX TOPOKOB paszButus. [Ipu dopmupoBaHuu OuIU-
apHOTo LMPpo3a TMeYeH!U, a TakXKe MPU pa3BUTUU MATO-
JIOTUIECKUX COCTOSTHUM, HapyIIAIONINX Ka4eCTBO XKU3HU
0O0BHOTO (M3HYPSIOIINIA KOXHBIA 3yH, OTCTaBaHUE
B (U3UYECKOM DPa3BUTHH, U3MCHEHUsI, OOYCIIOBICHHBIE
NeUIIMTOM XKAPOPACTBOPUMBIX BHUTAMUHOB), BBITION-
HSIIOT TPAaHCIIAHTAIINIO TIEYCHMU.

[IporHo3 TpM JIeTKOM BapwaHTe TEYEeHHS 3aboire-
BaHWS OJIATOTTPUSITHEINA.

Ieab uccirenoBanus: peTPOCTICKTUBHBIN aHAJIA3 0CO-
OCHHOCTEH KIMHHUKO-IMaTHOCTUICCKUX ITPOSIBICHUIA
CHHIpOMa AJTaXXKUJUTS Y JeTEH.

XapakTtepucTuka peteii u MeToAbl UCCeA0BaHUS

[lpy1 CITTIONTHOM WCCIIeNOBAaHWM IIPOBEICH PETPO-
CITEKTMBHBIM aHAIN3 KIMHUKO-TIUArHOCTUYECKUX ITPO-
SIBIIGHUI cuHIpoMa Anaxwuuis y 21 pebeHka.

Kputepuu BkiTrOUeHHUs: Bo3pacT pebeHka oT 0
1o 18 jret; mabopaTopHbIe PU3HAKN X0JIeCTa3a; HaTuIre
YCTaHOBJICHHOTO ITHWarHo3a cuHapoma Amaxwnisa. Kpu-
TepUM WCKITIOUCHHUSI: XOJIeCTa3 HEYCTAaHOBICHHOW 3TH-
OJIOTHUH.

Bospacr meteit ¢ cuHIpOMOM AJNaXWIIST HA MOMEHT
o0cieqoBaHusl B KIIMHUKE coctaBisn 44,2+13,2 mec
(mnama3oH ot 31 mo 57,4 mec). M3yyanu aHaMHe3 KU3HU
u Ooyile3HUW TManreHToB. [IpyM 3TOM OICHWBAIM TeUCHUE
OepeMEHHOCTH y MaTepeid, Maccy M pOCT MPU POKICHUH
pebeHKa, BO3pacT Hayayja 3a0oJIeBaHWS, KIMHWICCKIE
MIPOSIBJICHUSI 1e0r0Ta, Pe3yJIbTaThl KIMHUKO-TUATHOCTH-
YeCKMX MCCIeNOBaHUIT (B TOM YHCJe B IeOroTe 3aboie-
BaHUS), KOTOPBIE OBLIN TPOBEICHBI TT0 MECTY KHMTEb-
CTBa, a TAKKEe TIPH TIEPBO TOCTIMTATTU3AIINN B KITMHUKY.

[Ipu MoCTYyIICHUW B KJIWHUKY BCEM JETSIM ITPOBO-
I OMOXUMUIECKOE MCCIeIOBaHNEe KPOBU C OIpeIe-
JICHUEM YpOBHs aJlaHMHaMuHOTpaHcdepassl (ANAT),
acraptatamuHoTpaHcdepassl (AcAT), ¢pubpunHoreHa,
nporpoMbuHa 1o KBuKy, xonecrepuHa, OMIupyouHa
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u ero dpakiuuii, ramMma-rJIrOTaMUITPaHCIENTUAA3bI
(I'TTII), menouHoit ¢ocdaraspr (LID); ymbrpa-
3ByKoBoe uccienoBanue (Y3U) opraHoB OploliHOI
noJyioctu Ha annapare Logiq-9 (GE HC, CIIIA) natuu-
kamu 5—14 MIu; dubposnactomeTpuio Ha ammnapare
Fibroscan (Echosens, ®@paHumsi), ¢ UCMONb30BaHUEM
natunka Small2. [lonaydeHHBIN pesyabTaT (Guopos-
JIaCTOMETpUU OleHMBaiM B Kuyonackansax (kIla),
YTO TIO3BOJISIIO BBIIEIUTH CTEIEHb BBIPaXKEHHOCTHU
¢ubpo3za ot FO (orcyrcrBue pudposa) no F4 (upposa
nevyeHu) 1o mkane Metavir.

[IpoToKOIBI MCCITenOBaHMS OBUTH OMOOPCHBI He3aBH -
CHMBIMU JIOKATbHBIMH 3TUIeCKUMU KoMuTeTaMu. [Ipen-
CTaBUTEJISIMU TTAIIMECHTOB, a TAaKKe CAMUMU TTaIllieHTaMHI
B BO3pacTe cTapiiie 14 jiet ObU10 moAnMcaHo MHPOpMUpo-
BaHHOE corjlache Ha 00paboTKy TIepCOHAIBHBIX TaHHBIX.

Crartrctrdyeckass o0paboTKa ITOJYYEHHBIX TaHHBIX
OblTa MpoBeieHa B onepanroHHol cpene Windows XP
C WCITOTh30BaHMEM KOMITBPIOTEPHBIX MporpamMm Mic-
rosoft Excel 2010 1 makeTa cTaTUCTMYECKOTO aHaIU3a
naHHbIX SPSS Statistic (version 20) u StatSoftStatistica
(Bepcus 6,0). KonamyecTBeHHBIE IepeMEHHBIE OITH-
ChIBaJIM YMCJIOM TAIlMEHTOB (1), CPpeIHUM apudMeTH-
yecKUM 3HadeHuWeM (M), ¢ yKazaHMEeM CTaHIapTHOM
omunoOKu cpenHero (m). JlaHHbIe OBLUIM TIpEACTaBICHbI
B BHIE MeIWaHbl W WHTECPKBApPTHJIBHOTO pa3Maxa.
[lpu aHanm3e BHIOOPOK, HE MOTYMHSIOMIUXCS 3aKOHY
HOPMaJIBHOTO pacIipele/IeHUsI, MCIOJb30Bal Hella-
paMeTpUYeCcKUii MeTom — KpuTepuid MaHHa— YWUTHU.
Pazmmamst Mexxny BeTMIMHAMU CIUTAIHA CTATUCTUICCKU
3HauuMbiMu Tipu p<0,05. AHanu3 OMArHOCTUYECKOM
3HAYMMOCTH  KJIMHUKO-JJA00PAaTOPHBIX  ITOKa3aTeseit
B nebroTe 3a00JeBaHMWS B 3aBUCHMMOCTH OT BO3pacTa
MPY  ONTUMAJIBHOM COYECTAHWU YYBCTBUTEIBLHOCTH
U CHeIU(MUIHOCTH OCYIIECTBISITA METOIOM MHOTO-
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Boaviney I'.B. u coagm. CunnpoM Anaxkuiuis y 1eteit

(bakTOpHOTO CTAaTUCTUYECKOTO aHAJIM3a U MOCTPOEHMS
ROC-kpuBbix. Koim4yecTBeHHYI0  MHTEpPIIpeTaIiio
ROC-ananu3za BeimonHsiin mo nokasatento AUC (area
under curve) — YMCJIEHHOE 3HayeHUE KIMHMYECKOM
3HAYUMOCTM AuarHoctuyeckoro tecra. [1o akcrnepTHO
mkane misi 3HadeHuin AUC Tmokaszareslb B Ipeneiax
0,5-0,6 cBHIETETLCTBYET O HEYIOBICTBOPUTEIHLHOM
KavyecTBe AMATHOCTUIECKOTO TecTa, B Ipemenax 0,6—
0,7 — o cpemHeM KauyecTBe JMArHOCTUYECKOTO TecTa,
B npenenax 0,7—0,8 — o xopomem, B npenenax 0,8—
0,9 — ouenb xopourem, 0,9—1,0 — OTIMUHOM KauyecTBe
nuarHoctuyeckoro tecta. MHpopmaTuBHOCTL Mmokasza-
TeJsl OLIEHWBAIM 1O BEJWYMHE TUJIOIIAAA MOJ KPUBOM
W CYUTAIU cTaTUCTUYeCcKH 3Haunmoit mpu AUC >0,6.

Pe3ynbratbl

AHaM3 KIMHUKO-ITWArHOCTUYECKUX ITPOSIBICHUI
CUHApOMa AJNaXWUId TIoKa3aJl, 49TO OepeMEeHHOCTh
y Marepeit 15 (71,4%)" meTeir mpoTeKaia ¢ yrpo3oi mpe-
pPBIBaHUST BO BTOPOW ITOJOBMHE, YTO MMEJIO BBICOKYIO
3HaunMocTh (AUC=0,969) mpu nuarHocTUKe 3a00-
neBaHus (puc. 1, a). Macca Tena nipu poxiaeHuu y 16
(76,2%) neteit cocraBwita 2330 [2165,0; 2600,0] T
MpU HOPMAJbHOM TeCTAllIMOHHOM CpOKe, 4YTO pacle-
HUBAJIOCh KaK BHYTPUYTPOOHAS TUITOTPOMUS M WMEIIO
MUATHOCTUYECKYI0 3HAaYMMOCTh Mo pesyiasraram ROC-
aHammza (AUC=0,868; puc. 1, 6). HopmanbHas Macca
npu poxaeHuu (3310,0 [3150,0; 3575,0] r) umenach y 5
(23,8%) neteii.

Y Bcex MalmMeHTOB 3abojieBaHWE JIEOIOTHPOBAIIO
B 1iepBble 3 Mec ku3Hu. Y 10 meteir Obuta OIIMOOYHO
MUATHOCTUpOBaHA OWIMapHas aTpe3vs, W Ha IePBOM
TOIYy XW3HW UM OBUIO TTPOBEICHO OTepaTMBHOE BMellla-
TEJIbCTBO — MOPTO3HTEepocToMuUs (omeparust 1o Kacam).

[IpotieHT BBIYUCIEH YCIOBHO, TaK Kak yucio nereit MeHbire 100.
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Puc. 1. 3nauumocTh yrpo3bl MpepsiBaHUS 0epeMeHHOCTH Y MaTepeii (a) U BHyTPpUYTpPoOHO# runotpodun miona (6) B TMATHOCTHKE

curapoma Anaxuuig (ROC-ananus).

Fig. 1. The significance of the threat of termination of pregnancy in mothers (@) and fetal malnutrition (6) in the diagnosis of Alagill

syndrome (ROC-analysis).
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AXOJIMYHBIN CTYJT B IEPBBIC 3 MeC KU3HU OTMEYaJICs
y 9 (42,8%) nereit, uro, mo gaHHbIM ROC-aHamu3a,
UMeJIO0 OuUarHoctuueckytro 3Haummoctb (AUC=0,725;
puc. 2, a). Axonus cTyjia B BO3pacTe cTapiiie 3 Mec BCTpe-
yayach JUIIb y omHoro (4,8%) pebenka. Ilpu mocty-
IUICHUW B KIWHUKY YV 5 (23,8%) meTeir ObIT axOJIMIHBII
ctyn, y 5 (23,8%) — TUTIOXOTMYHBIA.

KoXHEBII 3yn B BO3pacTe crapime 3 Mec PerucTpu-
poBancst y 15 (71,4%) meteit; nmarHocTUIeCKasT 3HAYM-
mocth AUC=0,875 (puc. 2, 6). Y MiaaeHIIEB TepPBbIX
3 Mec XW3HM OOBEKTUBHO OIICHWUTH HAJTWYHME KOKHOTO
3yIa He MPeACTaBIIsIOCh BO3MOXHBIM, oMHaKo y 2 (9,5%)
NIeTeii B 9TOM BO3pacTe OTMeYascsl OECIOKOWHBINA COH,
KOTOPKIA MOT OBITH OOYCITOBJICH KOKHBIM 3YIIOM.

Bce metr, y KOTOPBIX OBLUT IMarHOCTUPOBAH CUHIPOM
AW, TIOCTYITAIM B KIIMHUKY C HaIlpaBUTEIbHBIM
MUATHO30M «XPOHWYECKHMI TEIaTUT HEYTOYHCHHBIM».
[lpr >TOM perucTpupoBaizach pa3JIMYHON CTEIICHU
BBIPaKCHHOCTH UKTEPUYHOCTHh KOKHM M CIIM3UCTBIX 000-
JIOYEK KaK y JIeTell MepBhIX 3 MeC KU3HM (TMarHOCTHYE-
ckasg 3HaumMoctb AUC=0,941; puc. 3), Tak u B Ooiee
cTapIeM Bo3pacrte.

B mepBrie 3 Mec xu3Hu y 8 (38,1%) meteit ompene-
ssachk rearomeranust (AUC=0,629 mist meteit mepBbIX
3 Mec KU3HM, puc. 4, a), KOTOpasl CoXpaHsijach 1 B 0oJjiee
cTapIieM Bo3pacTe ¢ 6ojiee BBICOKOM IMarHOCTUICCKOM
3HauumocTeio (AUC=0,808; puc. 4, 6). Ilpu ynbrpas-
BykKoBoM wuccienoBanuu (Y3M) opraHoB OproiirHoO
ITOJIOCTH Y BCEX JETei BBIABIISLUIUCH TTOBBIIICHHAS 3XO-
TeHHOCTh TTapCHXUMBI TICUeHW W HEOTHOPOITHOCTH €e
5XOCTPYKTYPBI, @ TAKXKE YTOJILLIEHUE CTECHOK BHYTpUIIEYE-
HOYHBIX XEJTTHBIX TIPOTOKOB.

Y 3 (14,2%) wmumageHIleB TEpBBIX 3 MeC XH3HU
omnpeneNsuiach CIUIeHOMeranus (ciabasi JAUarHOCTH-
yeckas 3HauuMocth, AUC=0,600; puc. 4, ¢), a B BO3-
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OBMEH OlbITOM

pacte crapiie 3 Mec XusHu y 6 (28,5%) merteit oO6Ha-
pyxuBaiach  renatocruieHoMeranuss  (AUC=0,900;
puc. 4, e). Ilo nanubiM Y3W yBennueHue cee3eHKU
o 115,0+£2,7% ot Bo3pacTHOI HOPMBI OTMEYAJIOCh y 6
(28,6%) neteii.

Takue xapakTepHble (DEHOTHITMYCCKUE ITPOSBICHUS
CHHIpOMa ANaXWIIs, KaK TUIIePTEJIOPU3M, OCTpPHIA
ITOI0OPOIOK, IIMPOKast TIEPEHOCHIIa B BO3PACTE TIEPBBIX
3 Mec XW3HU XOPOIIO Pa3TUIMMBIMUA OBUTH JIUIIHL y 2
(9,5%) neteii, 9TO HE TTO3BOJISIET CUNTATD UX 3HAYMMBIMU
IUTS TWATHOCTUKW 3TOTO 3a00JIeBaHMWSI B paHHEM BO3-
pacte. B Gomee crapiiem Bo3pacTe TPU3HAKU TU3MOP-
usMa orpenesuIich y BCeX MalieHTOB.

Kommanveckue MposiBICHUST KOaryJIormaTuu (TIeTeXu-
aJbHAs CHITb, HOCOBBIC W JXEIYIOYHO-KHIIIEYHBIC KPO-
BOTEUYCHUST, KPOBOTOUMBOCTD M3 MECT MHBEKITNI) Y AeTei
TePBBIX 3 Mec XU3HU BeTpeyanch B 8 (38,0%) cirydasix
(AUC=0,941; uyBcTBUTENBbHOCTL 88,2%, crnenudua-
HocTh 100,0%), a cpeny MaMeHToB 6oJjiee CTapIliero Bo3-
pacta — mumb y 1 (4,8%) pebenka.

VY 20 (95,2%) mereit MuarHOCTMPOBAH BPOXICHHBIM
MOPOK cepAlla, BepubULMPOBAHHBIA MPU 3XOKAPIU-
orpaduu: B 13 ciydasix oOHapyXeH CTEHO3 JIeTrOYHOM
aptepuu, B 3 — TeTpana dajro, B 4 — OTKPBITOE OBAIBHOE
0KHO. [1o TaHHBIM PEHTIEHOJOTTIECKOTO UCCIICAOBAHMS
y 10 (47,6%) neteit crapiie 3 Mec XU3HU Obllla OOHApY-
JKeHa 6aboukoobpasHas nedopmalinsi MO3BOHKOB B Ipy-
TOTIOSICHUYHOM ~ OTHEJIe IT03BOHOYHMKA. CoderaHue
KOCTHBIX aHOMAJIMI ¥ TIOPOKa Pa3BUTHSI CepIla OTMeYa-
soch y 7 (33,3%) marmeHToB.

ITo maHHBIM HempsIMOil (UOPOATACTOMETPUM OIIpEe-
nensiicst ¢puopos nedenu F3 mo mxame METAVIR
(11,1+2,9 xIla ¢ mumamazoHom ot 5,7 mo 23,1 kIla).
Luppos neuenu (F4) mpo naHHbIM hubpo3TacToMeTpun
ObLIT OOHAPYXKEH Y OHOTO peOeHKa.
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Puc. 2. 3HaYMMOCTD AXOJIMH CTYJIA Y IeTeil MePBbIX 3 Mec JKI3HH (@) U KOXKHOTO 3yAa y eTeii crapme 3 Mec XKu3HH () B INATHOCTHKE

curapoma Anaxuiig (ROC-anamms).

Fig. 2. The significance of feces acholy in children of the first three months of life (a) and itchy skin in children older than three months

of life (6) in the diagnosis of Alagille syndrome. (ROC-analysis).
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[TokazaTem MUTOTUTUYECKON aKTUBHOCTH TT0 TaHHBIM
OMOXVMITIECKOTO HCCIICIOBAaHMS KPOBU OBUTM YMEPEHHO
noBbIIeHBI (cM. Taomuily). [Ipu aToM y aereii TepBBIX
3 Mec xu3HU ypoBeHb ATTAT mipeBbIIIall BEpXHIOK Tpa-
HHUILy HOPMBI B 1,5 paza: IMEHHO 3TOT AMAIa30H SIBJISICTCS
MUArHOCTUIECKM 3HAYMMBIM TSI CHHIpPOMa AJasKWIUIS
npu mnposeneHnn ROC-ananmza (AUC=0,921; 4yBcTBU-
TenbHOCTh 84,2%, cnemmduanocts 100,0%; puc. 5, a).
V nmeteit Gosee crapIliero Bo3pacta TMarHOCTUYECKYTO 3Ha-
YUMOCTh UMeJl ypoBeHb AJNAT, TpeBbIIAIONINI BEpXHIOH
rpaHuily Hopmbl B 4 paza (AUC=0,895; 4yBCTBUTETLHOCTh
100,0%, cnetmdpmaHocTs 78,0%; puc. 5, 6).

Yposenb AcAT y meteit mepBbIX 3 MeC KU3HU TIpe-
BBIIIIAJT BEPXHIOK IPaHMITy HOPMHI B 4 pasa, a TIpH IIpo-
BegeHuM ROC-aHanu3a MMEHHO 3TOT AMana3oH Obul
nuarHoctTudyecku 3HauMMbIM (AUC=0,750; auyBCTBUTEIIb-
HocTh 100% m crietmduarocTs 50,0%; puc. 5, ¢). Ypo-
BeHb ACAT y merteit 6ojiee cTapiliero Bo3pacTta IpeBbIIial
BEPXHIOIO TPAHUILY HOPMBI B 5 pa3 M Takke ObUT THarHO-
crnuecku 3HauuMbIM (AUC=0,844; 4yBCTBUTEIBLHOCTh
93,3% u cietupuaHoCcTh 66,0%; puc. 3, 2).

Boaviney I'.B. u coagm. CunnpoM Anaxkuiuis y 1eteit
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Puc. 3. 3HAUNMOCTD 3aTSDKHO# KEJITYXH B HEOHATAJIBHOM NepH-
one B tMarHocTuke cuaapoma Anaxunig (ROC-ananus).

Fig. 3. The significance of prolonged jaundice in the neonatal
period in the diagnosis of Alagill syndrome (ROC-analysis).

1,0 1,0
2 08 20,8
Qo [
g g
A )
s 0,6 50,6
= g
B B
20,4 20,4
5 5
02 AUC = 0,600 02 AUC = 0,900
i YysctButensHocTh 20,0% i YyscteurensHocts 100,0%
Crnemuduuanocts 100,0% Crnemudrmanocts 80,0%
0,0 0,0
00 02 04 06 08 10 00 02 04 06 08 10
a Crneupduanocts G Crnemuduunocts
1,0 1,0
0,8 A
5 5 08
50,6 5 06
= g
E . :
m Yy /Mm 0,4
= =
02 AUC=0,629 AUC=0,808
’ YyscteutensHocTs 100,0% 0.2 UyBcTBUTENBHOCTH 61,5%
o0 Crnemuduanocts 38,4% o Crnemuduanocts 100,0%
00 02 04 06 08 10 00 02 04 06 08 10
6 CnenupudHoCTH 2 CnenuduanoCTh

Puc. 4. 3HaUMMOCTD renaToMerajum y jeteii 10 3 Mec (a) v crapie 3 Mec JKU3HH (6) U CIVIEHOMETAJINN Y JieTeii 10 3 Mec (8) ¥ cTapiie 3 mec

JKH3HH (2) npu quarHocTuke cunapoma Anaxkmuist (ROC-anamms).

Fig. 4. The significance of hepatomegaly in children up to 3 months (@) and older than 3 months (4) and splenomegaly in children up
to 3 months (8) and older than 3 months (2) in the diagnosis of Alagill syndrome (ROC-analysis).
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Tabauya. Pe3ynsTaTel GHOXMMHYECKOTO HCCIEOBAHNS KPOBH Y /leTeii pa3HOro BO3pacTa ¢ CHHAPOMOM AJAKHILIA
Table. The results of a biochemical blood test in children of different ages with Alagill syndrome

Bunoxummyecknii mokasarein Bospact P
nepBbie 3 Mec XKu3HA (n=2) crapme 3 mec xu3nu (n=19)
BunmipyouH o01Inii, MKMOJIb/JT 195,8 [158,2; 233,4] 17,0 [14,0; 42,3] 0,075
Bunupy6ouH npssmoii, MKMOJIb/JT 124,5[122,2; 126,8] 7,512,9; 22,1] 0,147
XoJiecTepuH, MMOJIb/JT 4,714,5;4,9] 5,78 [4,72; 7,56] 0,148
I'TTII, en/n 165,5 [46,0; 285,0] 127,0 [58,0; 178,0] 0,802
LD en/n 402,5 [301,0; 504,0] 381,0 [249,0; 537,0] 0,382
AnAT, en/n 50,0 [43,0; 57,0] 101,0 [60,0; 179,0] 0,051
AcAT, en/n 136,5[122,0; 151,0] 115,0 [74,0; 15,0] 0,607
OO61mii 6eIoK, T/J1 44,0 [35,0; 53,0] 72,0 [68,6; 75,0] 0,191
AJBOYMUH, T/ 25,0 [22,0; 28,0] 38,0 [35,0; 40,0] 0,295

IIpumeuanue. n — 4nCI0 HAOMIONEHUN, p — YPOBEHb CTATUCTUUECKON 3HAUMMOCTU MEXIy MoKa3aTesIMU y JeTeil MepBbIX 3 MeC XKU3HU U CTap-
e 3 Mec Ku3HU. JJaHHbIE TIPEACTABICHbIl B BUIE: MeauaHa 25-i epleHTWIb; 75-i nepueHTwib. [ TTIT — raMMa-mioTaMuITpaHCIenTuaa3a;
LI® — menounas docdarasza; AnAT — anannHamuHoTpaHchepasa; AcAT — acmaprataMrMHOTpaHcdepasa.
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Puc. 5. 3nauuMoCTh MOBBIIEHNST BePXHEi rPAHUIIBI HOPMBI B 2— 5 pa3 ypoBHeii atanHmHAMIHOTPaHCGepa3sl (a, ) U ACHAPTATAMHHO-
Tpancdepasbl (6, 2) B IMATHOCTHKE CHHIPOMA ANAXKIILIA y eTeil pasHoro Bo3pacta (ROC-anamms).

Fig. 5. The significance of increasing the level of alanine aminotransferase (a, 6) and aspartate aminotransferase (6, ¢) in the range
of 2—5 upper limits of the norm in the diagnosis of Alagill syndrome in children of different ages (ROC-analysis).
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[Ipu mccnenoBaHUM MUTMEHTHOTO OOMEHa YMEPEHHO
TTOBBIIIICHHBIMI OBITM ITOKA3aTeI OOIIero OMIMpyorHa
(cm. Tabnuity), a npu npoBeneHun ROC-aHanuza auar-
HOCTMYECKN 3HAYMMBIM OBUT YPOBEHB, ITPEBBIIAOIITII
BEPXHIOIO TpaHuIly HOpMBI B 3—7 pa3 (AUC=0,816, uyB-
cTBUTeNbHOCTE 78,0% 1 cnemmduanocts 100,0%). Ipe-
obnanana npsiMas (ppakius OUIMpyOrMHa ¢ ITUArHOCTH-
YeCKOM 3HAYMMOCTBIO JUIST IeTell TIEPBBIX 3 MeC KM3HU
(AUC=0,813; uyBcTBUTENBLHOCTH 60,0%, Criei(pUIHOCTD
68,0% W ¢ OTUATHOCTUYECKON 3HAYMMOCTBIO LTSI JETeid
6osiee crapuiero Bo3pacta — AUC=0,900; yyBCTBUTEb-
HocTh 75,0%, cnemmduanocts 80,0%). DTO MO3BOJISACT
cleNaTh BBIBON, YTO JUIST TWMArHOCTMKW CHHApoMa Ala-
KWITST 3HAYMMBIM SIBIISIETCSI YPOBEHb OMJIMpPYOWHA, TIpe-
BBIIIAIOIIIT BEPXHIOIO TPpaHUILy HOPMEI B 3—7 pas.

VYpoBeHb obriero xojectepuHa u LD He mpe-
BBIIIAJT BO3pPAcTHYIO HopMy. JmarHoCTWYecKM 3Ha-
YUMBIM OBUI IHAIla30H YPOBHEH OOIIEro XoJieCTeprHa
5,1—-6,0 mmomb/m (AUC=0,759; 9yBCcTBUTETHLHOCTD 55%,
crrertuuarocts 100%). OmHako ypoeHs I'TTII mpe-
BbILIAJ BEPXHIOIO IpaHUIy HOpMBI B 4 pa3a. ROC-ananus
TTOKa3aJl, 4To y IeTell MePBhIX 3 MeC KU3HW 3HAYMMOCTh
IUTST TUATHOCTHKY CUHAPOMAa AJTaKUIUIS UMeeT THaIta3oH
ypoHsT I'TTIT 113-219 em/nm (AUC=0,796; gyBCTBH-
TeJabHOCTh 66,6%, crietmdpuunocte 100%), ana neteit
6oJjiee crapirero Bospacta — 52—136 en/1 (AUC=0,895;
YYBCTBUTEIbHOCTE 78%, crenuduanocts 100%). D10
MTO3BOJISIET CIeNaTh BBIBOM, YTO IUISI TMAarHOCTUKHW CUH-
npoMa ANaXWUIS 3HaYMMbIM siBiisieTcss ypoBeHb ['TTII,
TIPEBBIMIAIONINI BEPXHIOI TPaHUILY HOPMBI B 2—7 pas.

VY nereii riepBbIX 3 MeC KMU3HU ObLIM CHUXKEHBI YPOBHU
o01ero 6e1Ka 1 aTbOyMIHA, KOTOPhIe HOPMAaJIM30BaINCh
y IeTeii 6osee cTapimero Bo3pacra.
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