NMEJIATPIA

KOH®EPEHUIA

AKmyanbheie BONPOCH GEMCKoii 2enamonozu

19 mas 2016 roaa B r. KueBe cocroanach HayuHo-npakTuueckas KoHdepeHuus,
NOCBSLLEeHHAA BONPOcam AeTckou renaronorumn. B ceoux poknapax oreyecreeHHble
neaMaTpbl, AeTCKUE racTPO3IHTEPOSIOrU, renaTonoru, MHGpeKUMOHUCTbI NOAHAN
nNpo6seMbl BUPYCHbIX U AYTOMMMYHHbBIX MOPU)XEHUI NEeYeHU, HUCNEeACTBEHHOM
NATONIOrMM renaTooMANaPHON CUCTEMbI, XMPYPIUM U TPAHCMIAHTOSIOTUN.

3asemyomas  otese-
HHEM [eTCKOW remaro-
JOTMH, YYeHbId CeK-
perapp I'Y <«HMHucru-
TYT NeIUATPHA, aKy-
MIEPCTBA M THHEKOJIOTHH
HAMH  VYkpaunbl»,
JOKTOpP  MeIUIMHCKHX
HAaYK, npodeccop
Banentuna CepreeBna
Bepesenko monpobHO

OCTaHOBMJIaCh Ha BO-
MPOCe TUATHOCTUKU U JeYeHUsT ayTOUMMMYH-
HOTO TernaTuTa U XpOHUYEeCKUX BUPYCHBIX Te-
IATUTOB Y IETEM.

— AyTOMMMYHHBII rematut (Al) — ato
He3aBepIIeHHOe BOCIaJeHUe TIeUeHN Hen3-
BECTHOI B3TUOJIOTUU, KOTOPOE XapaKTepu-
3yeTCcsl XPOHUUECKUM TeUeHUEM, TIepUIop-
TaJbHBIM WM 0oJiee pacrmpoCTpaHEHHBIM
BOCMAIUTENbHBIM TipouieccoM. s Al xa-
pakTepHbl 3HAUYMTEIbHAS THIIepraMMario-
OynMHEeMMsI, TTOSIBJICHUE B CHIBOPOTKE KPOBU
IIMPOKOTO CIIEKTPa ayTOAHTUTE U BbICOKAsI
yactora rarutotunios HLA DS, DR3, DR4,7.
OTanuuTenbHo ocobeHHOCThIO Al siBisieT-
s MOJIOXKUTEIbHAsS peakiys Ha UMMYHOCY-
MIPECCUBHYIO TEPAITHIO.

Al — 210 oOpdanHOe 3aboneBaHME, KO-
TOpPOE BCTpEYaeTcsl J0CTaToOYHO penko. On-
HaKoO BO BCEM MHpPE OTMEYaeTcsl TeHAEHLUS
K TIOBBIIIEHUIO pacapocTpaHeHHoCcTH Al
kotopas B EBpome cocraBiser 15-25 ciy-
yaeB Ha 100 Thic. HaceneHus. DTo 3aboJe-
BaHUE BCTpevyaeTcs BO BCEX BO3PACTHBIX
M OTHUYECKUX TPYIIAX, OTHAKO HMEIOTCS

YpcodanbKk®

HEKOTOpblE OTJIMYMSI B TeuyeHUM 3aboseBa-
Hust. Ot 2 0 7% peteii ¢ XpOHMUYECKUMM 3a-
6oneBanusamu ctpagaioT Al Y 30-40% nun,
crpanatoiux Al 1e010T 00Je3HN MPUXOIUTCS
Ha Bo3pacT 10 20 yet. CpegHuii Bo3pacT Ha-
yaja 6one3Hu y aeteid — 10-14 jet, HO BCcTpe-
YyaeTcsl U Ha mepBoM roay kuzHu. Al yaiie
6osetoT 1eBouKHM (3:1 10 OTHOLLEHUIO K MaJlb-
yukaM). B 3,3% ciyuaeB 510 3a00J1¢BaHNUE SIB-
JIIeTCsl TIPUYMHOM TpaHCIUIAHTAIllMK TTeUYeHN
B JIETCKOM BO3pacTe.

Tpurrepom AI' MOTyT BBICTYIATh pa3any-
Hble (DAKTOPHI: BUPYCHI, TPUEM MEAMKAMEH-
TOB, Upe3MepHasi MHcosuus u ap. Yacrto
HaJlMuue MapKepoB BUPYCHOIO TrernaTtura
MIPUBOANT K HEBEPHOM MMOCTAaHOBKE TMAarHO-
3a. CieayeT MMOMHUTb, YTO BMPYChI MOTYT
BBICTYIIAaTh B KayecTBE TPUTTEPa, TMOITOMY
HaJu4yue MapKepoB BUPYCHBIX TeNaTUTOB
He UCKJovyaeT auardosa Al

HecBoeBpemenHast auarnoctuka Al siBjisi-
eTcsA TIPUYMHOM Pa3BUTHSI TSKEITBIX OCIIOXK-
HEHUI ¥ cMepTH narenTa. [IporHo3 y takux
OOJIbHBIX OTTPEIENISIeTCS] CBOEBPEMEHHBIM Ha-
YajioM UIMMYHOCYTIpecCUBHOM Tepanuu. [Tpu
HeJedyeHHOM Al 5-JeTHsIsI BbIKMBaeMOCTb
cocraBnsieT 50%, 10-nmethstist — 10%. Ecnmm
neueHue Al ObUTO HAa3HAYEHO CBOEBpPEMEH-
HO, 10-JeTHSIST BBIXKMBAaEMOCTb BO3pacTaeT
10 80-93%.

TpynHoctu muarHocTuku Al cBsI3aHBI
B TEPBYIO Ouepelb ¢ HaIUYMeM MapKepoB
BUPYCHBIX T€MIaTUTOB, OTCYTCTBUEM Xapak-
TEPHBIX ayTOAHTUTEI TIPU CEPOHETATUBHOM
BapuaHTe Al, coueTaHuem c Apyrom ayto-
MMMYHHOI mnatojorueit. Al mporekaer

pedepeHTHbIN Nnpenapar

6eccumntoMHo Yy 25-30% OGOMBHEIX, YTO
TaKKe 3aTPYIHSICT TUATHOCTHKY.

YV 75% mammentoB Al MMeeT KIMHWKY
OCTpOro remarura, ropasno pexe (v 3-6%)
BcTpevaeTcsl (yIbMUHAHTHBIN Al, KOTOpBIi
JeOITUPYET C IEYCHOUHOI HEIOCTATOYHOCTH.

[ToMrMO XapaKTepHBIX CHUMIITOMOB TIe-
TaTHTa B PSIIC CIydacB MOTYT HaOIIOMAThCS
BHETICUCHOYHBIE TposiBIeHUsT Al aprpai-
MU U MUAJITUU, TUPEOUIUT, cyodedpuim-
TET, TIOTEePs] MACChl Tella, IJIEBPUT, aHEMMSI,
TPOMOOLIMTONEHMSI, THIIEPI03MHODUIbHBIN
CUHIpPOM, GUOPO3UPYIOLIUIT ATbBEOJIUT.

CornacHO COBpeMEHHOI KIacCU(bUKAIITT
paznnyatot 3 Tuna Al (taba. 1).

‘W Kpurepuu quarnoctuku Al y nereii:

— BbICOKHii YPOBEHb TPAHCAMHHA3 —
oosiee 10 HopMm;
— HaJlM4Me ayTOAHTUTE:
e ANA u/uma SMA B tutpe >1:20 (1 TR
AD);
e antu-LKM-1 B Turpe >1:10 wim antu-
LC1 (2 Tun AT);
e antu-SLA (3 Tun Al);
— BBICOKHIi ypOBeHb MMMYHOII00Y.IMHOB,
raMMa-rI00yJaHHOB — 1,5 HOPMBI U BbIIIE;
— 110 IAHHBIM OMOTICHH TIEYEeHN YMePeHHBIi
W TS2KeJIblii uHTepdeiic-renaTur;
— MCKJII0YEHbI IPYTUe MOpaXKeHus mevYeHn:
BHPYCHbIE renaTuThi, 00Je3Hb Buiabcona,
HeJHAKNS, CHCTEMHAS! KPACHAS BOTYAHKA,
MeINKAMEHTO3HBIi TeNaTHT;
— HeT MATOJOTHMYECKMX W3MEHeHHWid Ha
MAarHUTHO-Pe30HAHCHOI XoIanTuorpacgum.

[TpoBeneHME THCTONOTUYECKOTO MCCIIEN0-
BaHMS SBJISETCS 00S3aTe/IbHBIM B JUArHO-
ctuke Al

Mopdonornueckue xputepuu Al uH-
Tepdeiic-renatut, JauMbOIIa3MOLUTapHAS
MHOUIBTpAUs, SMITEPUOTIONEe3, PO3eTKO-
BUIHAsI pereHepalusl TenaTolMTOB, TepH-
MOPTAJbHBIA HEKPO3, OaJOHHAsT AUCTPODUS
renaTtolmMToB W  3HAYMTENbHBIA  (ubpPo3.
VY 50% neteii mpu MPOBEACHUM MTEPBUYHOTO
HCCIIeNOBaHMsT IMArHOCTUPYIOT LIMPPO3 Meye-
HU, KaK TpaBUI0, MaKPOHOMY/ISIPHOTO TUTIA.

[Ipn mposenennu guddepeHInaTbLHON
OUarHoCTUKM Mexnay turnamu Al obpaina-
eT Ha ce0sl BHMMaHUe He TOJIbKO Pa3HMIIA
B Mapkepax ayTOMMMYHHOTO BOCHaJIEHUSI,
HO M pa3inuusl B KIMHUYECKOHN KapTHHE
(tabsn. 2).

Lenbio neueHuss Al sBisieTcs yMeHbllie-
HUE WK JIMKBUIAIUS BOCTIAJICHUS B TICYSHU,
JOCTVXKEHUE PEMUCCUU U TIPEAyNpexkaeHue
NanpHeiiero passutusi 6osne3nu. IMoa pe-
MHUCCHUEH TMOapa3yMeBalOT MOJHOE KIMHU-
YecKoe  BBI3IOPOBJIEHME, HOpPMalU3alus
ypoBHsI TpaHcamMuHa3 u IgG (buoxumuyec-
Kasg peMUCCHsI), OTCYTCTBUE ayTOaHTUTEN
Ui cHukeHue ux turpa <1:20, orcyTcTBHE
TMCTOJIOTMYECKUX TIPU3HAKOB BOCHAJIEHUS
(rucTosioruueckast peMUcCus).

JeTssM HeoOXOIMMO TTPOBOAUTH UMMYHO-
CYIIPECCUBHYIO TEpanuio Oe30TIaraTeIbHO
C MOMEHTa YCTaHOBJIEHUs OuarHo3a He3a-
BMCHMO OT CTETNIeHU BbIPAXKEHHOCTH KIMHU-
YeCcKUX CMMNTOMOB (Ta0:1. 3). XapakTepHo,
yto y neteit ¢ Al TpedyeTcs Ha3HaueHue 60-
Jiee BBICOKHMX 103 KOPTUKOCTEPOUIOB B Ha-
yajie JieueHus, yeM y B3pocibix. Tepanust Al
MOXET OBITb OTCpOUYEHA y JIETeil ¢ ypOBHEM
MEYeHOUYHBIX (EPMEHTOB MeHee 3 HODPM,
CO CMOHTaHHBIMU peMuccusiMu. OnaHaKo
MAIMEHTBl 3TOM TPYIIBI TOJDKHBI Haxo-
JIUThCSI TION TINATEIbHBIM HaOJI0OIeHEM

Tabnmua 1. Knaccndpmkaumsa AT

I Tvn

Astutena k spepHbim anturenam (ANA),
QHTUTENa K MaaKoi Myckynatype (SMA)

Il Tun

AHTUTENG K MMKPOCOMAM
neyenu u novek 1 TMna
(aHmi-LKM-1) BbisiBnsiotes

Il Tvn

XapakTepHo Hannu1e aHTHTen
K POCTBOPMMOMY NEYEHOYHOMY GHTHrEHY
(aHTn-SLA), aHuTen k neveHouHo-

ypCoAe30KCUXoneBomn
KWUCAOTbI B CTPaHaXx
EBpocolo3a

BbIABASIOTCA Y 75% B0nbHBIX
NAHKPeaTMyeckoMy aHtureHy (aHtu-LP)

y 66% 60nbHbIX

Moryt onpegensbea aHT-
LKM-3, antn-LC-1 (aHturena
K NEYEHOYHOMY LIUTO30NbHOMY
npoTeuHy)

Moryr onpepenstbca neputykneaphbie
QHTMHEHTPODUIbHbIE LUTONNA3MATHYECKUE
anurena (p-ANCA)

Yacro accouumpyertcs ¢ aHTUTENaMHU
K npotenty Ro52

@ LintonpoTtakneHblin
2 ' 80% naupentos ¢ Al atoro TMna
COCTABNIAIOT AETH,
XOUPAKTEPHO CHUXEHWE YPOBHS
|gA, KAMHWKA OCTPOro renaTuta

Srot vn Al Bbisensetca y 30% 60nbHbix,
XapakTepu3yetcs bonee TAXeNbIM
TeueHHeM

40% naupenTos — gety;

8 25% cnyyaes o6HapyXMBaeTCs LMPPO3
. neveHu

(3 ) AHTVXOnecTaTuuecKuii

Hepeaxo ator min AT
MNOXO NOARAETCS NEYEHMIO
KOPTMKOCTEPOMAAMM,
4OCTO PeLMAMBUpYET

Cnabbiit oTBeT Ha Tepanuio
KOPTMKOCTEPOUAAMH

Kak npasuno, naupenTsl aaioT xopoLumi
OTBET HA TepPanuio KOPTUKOCTEPOUAAMM

(E}' AHTMNBPOTUECKNIA
(5) AHThanonTueckin
Tabnmua 2. AuddepeHumanbHas gUAarHocTuka tunos Al

e 2
{(6) funoxonectepuHeMMYeCcKni

Tun 1 AT Tun 2 AT
] MMYHOMOAYNMPYIOLWWIA CpegHuit Bospact Hayana 3a60neBaHms 11 ner 7 net
AHTMOKCUOAHTHBIN

9 ) NUTONUTYECKMiA Ocrpit renaut 47% 40%
KaHLeponpeBeHTUBHbIN Octpas neyeHouHas HEAOCTATOMHOCTD 3% 25%
beccumnromHoe Havano 38% 25%

ConyTcrsytolLupue UMMYHHbIe 3a6oneBaHus 22% 20%

BocnanurentHble 3060n1eBaHMs TONCTOMO KMILEYHMKA 20% 12%

CeMeiHbIA GHAOMHE3 ayTOUMMYHHbIX 30601€BaHMH 43% 40%

ANA/ASMA 100% 25%
Anti-LKM-1 0% 100%

Alpen Pharma Group pANCA 45% 1%

NpeacTaeuTenscTEo «AntneHdapma Mpyns
1 L1l 3

‘ Mosbiwenre IgG 84% 75%

CryneHyarbie ¥ MOCTOBHAHbIE HEKPO3bI 66% 72%

Tunep6unnpy6uHemms 28% 6%

Lnppos 69% 38%

Pemucens nocne MMMyHoCynpeccuBHOM Tepanum 97% 87%




C MOHUTOPUHTOM OMOXMMUYECKUX U UMMY-
HOJIOTMYECKUX MapKepoB pa3 B 3 mec. B ciy-
yae yxyalleHUs 1abopaTOPHBIX TToKa3aTeneit
Ha3HayaloT COOTBETCTBYIOILYIO TEPATIUIO.

MuilieHbIo MMMYHOCYIPECCUBHOI
Tepanuu  SIBISIIOTCS  ayTOPEaKTUBHbBIE
T- u B-numdouutel. Iloxg neiicTBueM
Tepamuu TPOUCXOAUT YTHETeHUE KIIO-
HOOOpPa30BaHUSI U KOHTPOJb MX TMPOAYK-
UM B TeueHue JsedyeHus. [Ipemapatamu
nepBoil 1uHuM B jedyeHuu Al gBasIOTCS
KOPTUKOCTEPOUAbl (MPEIHU30JIO0H, Oyiae-
COHUM) M azaTuonpuH. KopTukoctepounmbt
YTHETAIOT SKCIPECCUI0 MOJEKYJI aare3uu
M TPaAHCKPUIILMU TE€HOB, MPOBOCIAIN-
TeJbHbIX LIMTOKMHOB, aKTUBHOCTb (hocdo-
qunassl A2 M LIUMKJIOOKCHUTEHa3bl-2, CTU-
MyJaupytoT anonrto3 T- u B-numdouunTos,
TOPMO3SIT OOpa3oBaHWE COCTUHUTEIbHOMN
TKaHU. A3aTMOTIPUH OO0JIaaeT aHTUMHUTO-
TUYECKON aKTUBHOCTBIO 3a CUET Hapylle-
HUsI CUHTE3a HYKJIEMHOBBIX KHCJOT, 4YTO
MPUBOAUT K TOPMOXKEHUIO MTposudepalnu
u nuddepeHunauuu T- u B-numbonuros.

[lpu pa3BuUTUM TSKENBIX MOOOUYHBIX 3(]-
(exToB Ha (PoHE JIeUeHUS MPETHU3OJIOHOM
MOXHO TIPUMEHSITh TOMUYECKUN KOPTUKO-
ctepous OynecoHun. bynecoHun He HazHa-
YaloT OOJBHBIM € yXe Cc(hHOPMUPOBAHHBIM
LIUPPO30OM TeYeHHU. Y TalMeHTOB 0e3 Lup-
posza meyenn Oyneconnn (BymeHodannk®)
B KOMOMHAIIMY C a3aTUOTIPUHOM MOXET ObITh
MCIOJIb30BaH Ul UHIYKLIMYU PEMUCCUM, OCO-
OEHHO TMpU HEBO3MOXHOCTU Ha3HAYeHUS
npeaHu3oioHa. B ucciemoBaHMsIX Takxke
MOKa3aHo, 4To KomMOuHauusi byneHodanbka
C a3aTUOINPUHOM B Tepamnuu O0osibHbIX ¢ ATl
0e3 1uppos3a meueHU Oosnee 3ddeKTUBHA
JUI TIOAAEPXaHUSl JJIUTENbHON PEMUCCUM
M0 CPaBHEHUIO ¢ KOMOMHALMEN MpenHu30-
JIOH + a3aTUOIPHH.

YacroTa pa3BUTHSsI CTEPOUI-00YCTOBIEHHBIX
0O0YHBIX 9(PGEKTOB B rpyIire, KOTopasi Mojiy-
yayia OymecoHun, cocraBuia 28%, B TO BpeMst
Kak B Ipy1IMe, MojiyJyaBlieil MpeaHU3010H, 3TOT
nokasareJjib gocturai 53,4%.

B KauecTBe aibTepHATHMBHBIX IMPENapaToB
y JeTedl BBICTYMAlOT LUKJIOCTIOPUH B J103€
4 MT/KT/IeHb 10 DOCTIKEHMSI KOHLEHTPALIMK
250 Mr/MJ1 B TeueHUe 3 Mec, 3aTeM MOCTETeH-
HOE CHIKEHHUE I03bI B TeueHue 6 Mec; Mode-
TUJI MUKO(eHoNaT (s JIeYeHUs] Pe3UCTEeHT-
HBIX cyyaeB) B 1o3e 20 MI/KT 2 pasza B CyTKU;
TaKpOJUMYC.

O0cnenoBaHue pebeHKa MPOBOIAT 10 Ha-
Yajia JIedeHus1, eKeHeIeIbHO B MEPBbIN MecsIIl
Tepanuu, Kaxable 2 Heleau MpH CHWXEHUU

JIO3bI TIperapaTa, KaxkIblii KBapTajl Ha TO-
JepxuBatoieit Tepanuu. [lommaepxuBaroIyro
Tepanuio MpoIoIKAIOT He MeHee 24-36 Mmec
rmocyie OMOXMMUYECKOI peMUCCUU. DTO CBSI-
3aHO C OTCTaBaHWEM TMCTOJIOTHMIYECKOU pe-
MUCCUH OT OMOXUMUIECKON TTPUOTM3UTEIBHO
Ha 6 Mec. Eciin 1OCTUTHYTA THCTOJIOTMYECKast
peMuccHsl, 103y KOPTUKOCTEPOU/IA MTOCTETIEH -
HO CHIDKAIOT [0 IOJHOI oTMeHbI. KOHTpoIb
OMOXUMMYECKMX U MMMYHOJIOTMIECKUX Map-
KEpOB ITPOBOIAT pa3 B 3-6 Mec.

3asexylomas  Kaden-
poit memmarpum  Ne 2
Bunnunkoro HAIMO-

HAJILHOTO MeJIUIMHCKO-
T0 YHMBEpPCHTETa, JIOK-
TOP MEJMIMHCKUX HAYK,
npodeccop Beponuka
MuxaiinioBHa J{ynHuk
MoApOOHO OCTAaHOBU-
Jlach Ha IpobJiemMe nua-
THOCTUKM M JIeYEHUsI

CUHIpOMa  XOJecTasa
y IeTeil paHHeTo BO3pacTa.

— YV 15-20% pereit paHHero Bo3pacTa
OIpeNeIsioTCs KIMHUYECKME MPU3HAKK I10-
paXeHWs TemaTtoOoMmImapHoil cucteMsl. [Ipm
aToM 65-75% Tmaroiorvy TemaToOMIMapHO
CHCTEMBI — 3TO  PAcCTPOICTBAa  OWIMApHO-
ro TpakTa. XO0JecTa30M Ha3bIBAIOT 3alePXKKY
KEeUU B KEMUEBBIBOMSIIUX MYTIX: YMEHb-
LIEHUE KaHAIbLEBOIO TOKA XeTYM, MeUYeHOU-
HOM 3KCKpeluu BOMAbl M/UIM OpraHUYeCKUX
aHNOHOB (OMIMPYOMHA, XKETYHBIX KHUCJIOT);
HaKOIUICHHE KeJTYM B TETIAaTOLUTAX W JKerde-
BBIBOIAIINX TYTSX; 3alepXKKy KOMITOHEHTOB
JKeJTUU B KPOBU (KETYHBIX KUCJIOT, JIUITHIOB,
OWIMpyOrHA).

Paznnyaror BHYTPUIICYCHOUHBII M BHE-
TeYeHOYHBIN XoyecTa3. [laToreHe3 BHYT-
PUIIEYEHOYHOTO XoJiecTa3a CBsI3aH C Ha-
pylIeHreM 00pa30BaHUsI KETUYHBIX KUCIOT
U3 XOJIeCTepUHA B SHIOIIa3MaTUIECKOM pe-
TUKYJIyME, 3aIePKKOI BbIICICHMS KEIUHBIX
KHUCJIOT, CTYIIEHMEM XeIuM 3a CUET MOTepu
BOJIbI M MPOHUKHOBEHUST OejiKa M3 KIETOK
B XK€Yb, 00pa30BaHMEM XETUHBIX TPOMOOB
1 TIOpaXXeHWEM TIeueHU (BUPYCHBIM, JieKap-
CTBEHHBIM U 1Ip.). B OCHOBE BHETIEUEHOYHOTO
Xo0JiecTasa, KaK IpaBUIIO, JICXKUT MOBBILICHIE
JABJICHMSI B JXEJUHBIX IIPOTOKAX BCICICTBUEC
HapyIIeHWsT OTTOKAa XeTUU TPH OO0Typarun
TIPOTOKA M3HYTPU (KOHKPEMEHTHI, BOCTIaje-
HUE, OMYXOJIM) WM CHApyxXu (pyOllbl, aHO-
MaJluy pa3BUTHUSI) WM HapyllleHUe DKCKpe-
LU KeJTYu.

Tabnmua 3. Jleuenme Al y peteit

CraproBas Tepanus

MpegHu3onon Ha 6-8 Hepens B fo3e
0,1-0,2 mr/kr uan 5 mr/cyr.
[losa asatmonpuHa He UaMeHseTcs.
Pexwm npuema kopTHkocTEpOMA0B—
©XEAHEBHO MM Yepes AeHb

Mpeannsonon 1-2 mr/kr (makcu-
MansHo — 60 mr/cyT) - 2 Hepenu
MOHOTEPANHS MM B KOMBMHALMM
c asatMonputom 1,5-2 mr/kr

MopaepxuBaiowas Tepanus

KoHeuHas Touka nevexus

McuesHoBEHME KNMHUYECKMX
CHMNTOMOB, HOPMANM3ALMS
PyHKUMOHANbHBIX NPob neveny, IgG,
ramMma-rno6ynuHOB Ha GoHe nedeHns
8 Tevenue 2-3 net. Mocne
BHOXMMHYECKON PEMUCCHM NeveHNe
npoponxaertcs euwe 2-3 roga

BO BOCTUXEHMS TUCTONOMMYECKON
pemuceumn

B 30BMCMMOCTM OT OTBETA HA Ne4eHne

Orcyrcteue obocTpeHui 3a aToT nepuos

OrcyTcTaue BocnaneHus No AaHHbIM
6roncuu

Tab6nuua 4. MpHYMHBI BHYTPU- U BHENEYEHOYHOTO
XonecTasa y fetei pasHbiX BO3PACTHLIX FPynn

an‘WIHbI BHEMNe4YeHoOYHOoro xonecrasa

[TprauHbI Xo/ecTa3a y feTeil OTIMYaloTCs
B 3aBUCHMOCTH OT Bo3pacTa (Tao. 4).

I[To MexaHU3My pa3BUTUS pa3InyaloT
TakxKe (YHKIMOHAIbHBIN Xxojecta3 (00-
YCJIOBJIEH HapylIeHUWEM peXuMa MUTaHMS,
CTPECCOM M HEIOJHOLCHHBIM ITUTAHUEM,
JIEKapCTBEHHBIMM CPEICTBAMU), BOCHAIM-
TeJbHBI (BHYTPUYTPOOHBIE HHOEKIUH,
rernaTuTbl) M OopraHudyeckuit (o0ycioBiIeH
aHOMAJUSIMM Pa3BUTHSI TeNaToOMIMapHOM
CHUCTEMBI).

KnuHunvecku xonectas nposiBisieTcs cTea-
Topeel, auapeeit, MaibabCoOpOLMeil U Majlb-
JUTECTHEN, CHHIPOMOM KETYXU.

BbiiensitoT  KOHBIOTAIIMOHHBIE  KEATYXU
nepuoga HOBOPOXIEHHOCTH  (TpaH3UTOP-
Hble), TEeMOJUTUYECKUE, XOJeCTaTuYecKue
1 MeYeHOUHbIE (TapEHXMMATO3HbBIE).

®dusnonornyeckas XeNTyxa — 3To Tiepe-
XOTHOE COCTOSTHHME HOBOPOXIEHHOCTH, KO-
TOpoe OOYCIOBJIEHO IOBBLIIIEHHBIM 00Opa-
30BaHUEM OMJIUMPYOMHA M CHUXEHUEM €ro
SKCKpPEeLIMX U KOHBbIOrauuu. TpaH3uTOpHast
KOHBIOTAIIMOHHAsI ~ XEeJNTyXa  BCTpevyaeTcsi
y 60-70% HOBOPOXIECHHBIX.

7y | Kenryxa ne sBasercs dusuonormyec-
KOid, ecJm:

— KOHIIEHTpaIusi OMIMPYOMHA B CHIBOPOTKE
KPOBH B I1ePBblii IeHb }KU3H1 >86 MKMO.Ib/ 1,
Ha BTOPOii AeHb — >171 MKMOJb/ 1, HA 3-i
U B TOCJeIyIonye THH — >256 MKMOJb/ ]
y ogonomeHnslx u >171 MEMOJb/X
Y HeJIOHOIIEHHBIX JeTeid;
— OTHOCHTEJbHOE YBeJnYeHHe MPSIMOii
(dpakuun owmpyouHa cocrasisier >20%.

TpaH3UTOPHBINT HEOHATATBHBIM XOJIecTa3
CBSI3aH ¢ HapylIeHHeM 9KCKPETOPHOM (hyHK-
WU TIeUeHU, YTO OOYCIOBIEHO COBOKYITHO-
CTBIO MTATOJIOTMYECKUX (BOCHAJIEHUE) U ATPO-
TeHHBIX ()aKTOPOB ITEPUHATAILHOTO ITEPHOIA.

IIpu remonuTuyeckoir 0OOJE3HU HO-
BOPOXIEHHBIX HaOM0aeTcs CryLleHue
KeJTUM, KOTOPOE CBSA3aHO C TOBBIIICHUEM
BA3KOCTHU XeJYu Ha (poHe MHTEHCHUBHOTO

NMEJIATPIA

KOH®EPEHL|IA

remMoiiM3a M M30BITOYHOrO OOpa3oBaHUs
ounupyouHa. IlepBble CMMOTOMBI BO3HU-
KaloT B Bo3pacte 5-12 mnHeii, nHoTAa B KOH-
11e MepBOTro Mecsilia XKU3HU, Yalle Cpeu ae-
TEW C MOpaKeHUEM LIEHTPaJbHOW HEPBHOM
cucTeMbl U eduliuToM Macchl Tesa. Cpenu
JIOHOIIEHHBIX HOBOPOXKIEHHBIX TeMOJTUTH -
yeckas 0oyie3Hb BeTpevaercsa v 8,5%. s
reMOJUTUYECKOM XKeJNTYXU XapaKTepHa He-
npsiMasi TUNepOUIUPYOMHEMUsI, PpaHHsS
aHEeMUs M TOBBILIEHHBI PEeTUKYJIOLMTO3.
ITemonuTuueckas xenTtyxa nosiisieTcs, Kak
MpaBuJIo, B MepBbie 24 4 1ociie poXaeHusl,
HapacTaeT Ha 3-5 CYyTKM XU3HU U UCUYe3aeT
K KOHILY TIepBOTO Mecs1ia XKU3HU.

Ha napeHxumaTo3Hblii XapakTep KeaTyXu
y HOBOPOXXIIEHHOTO yKa3bIBaeT paHHee IO0-
SIBJIEHME XKETYLIHOTO CUHIPOMA, BOJIHO-
00pa3Hoe ero TeueHue, yBeJnIeHue MeuyeHn
U ceie3eHKU. [l mapeHXMMAaTO3HBIX XKeJl-
TYX XapaKTepHO paHHee MOsIBJICHUE TeMOop-
parnyeckoro CUHApOMa, 4YTO MPSIMO YKa-
3bIBa€T Ha BOBJIEYEHME B MATOJOTUUECKUI
npoiiecc MeYeHOoYHO mnapeHxumbl. Kpome
TOr0, OTMEYAETCs] TEMHO-XXEJITOe OKpalllk-
BaHME MOYM, HETIOCTOSTHHASI aXOJIusl CTyJa.
[MoaTBepxxaeHreM MapeHXMMAaTO3HOIO Xa-
paKTepa XeJITyXH CIIY>KUT MOBbILIEHUE YPOB-
Heil TreyeHOYHBIX TpaHcdepa3 B 8-10 pas,
CHUXEHHUE ypOBHEH anbOymMuHa u ¢Ghudpu-
HOTeHa.

3arsKHAs JKeJNTyXa y HOBOPOXKIEHHBIX
—J TpedyeT TOCHHUTAJM3AUUM B TaKUX
clIydasx:
— JUIATEJILHOCTD 0oJ1ee 1 mec;
— HAPACTAHME KEeJITYXH;
— MOsIBJIEHHE HEBPOJIOTHYECKOH CHMIITO-
MAaTHKH;
— o0eclBeyHBaHHE Kaja M NOTEMHEHHE
MoYu;
— MoOBBIIIEHHE YPOBHS HENMPSIMOTO OHWINPY-
ouna >200 MKMOJb/J Yy IOHOINEHHBIX
1 170 MKMOJIb/J1 Y HE/IOHOTIIEHHBIX.

IIponomkenne Ha ctp. 40.

CusneHa

n usdnasbHa oia

esuUoOKe

nosie2uieHHs cumnmomis

IHHO8ayitliHa popma GyOecoHidy

021 pekmasnvHoi mepanii

» ToniyHa ma egpekmueHa
* [lo6pe nepeHocumecs

« Jle2cko euKopucmoe

MaLis npo nikapcobKmii 3aci6

1 6an0H cnpeto HAa 2 MUXKHi NiKy8aHHA (micmumeo 14 003)
14 nnacmukoeux miwkie 01 2izieHiYHoi ymunizayii annikamopie

BYAEHO®AJBK®. PeccTpaLliiite nocsiguerHa MO3 Ykpaiku Ne UA/6964/02/01 ip 19.05.2014. flitoua pevosuHa. bysecoin. Jlikapcbka popma. MMiHa pektanbHa. KoxHa o3a

(1 po3nuNioBaHHA) MICTUTL 2 Mr GyaeCOHiaY. rpyna. Np:

micuesoi gii. Kog ATX AO7EA06. MokasaHHs. JlikyBaHHA aKTMBHOTO BMPA3KOBOTO KOJITY, OGMEXEHOr0 NPAMOIO i Cur

i 32061, WO 3aCTOCOBYIOTHCA NPV 3aXBOPIOBAHHAX KLLEUHIKY. KopTukocTepoian
Kuwkoio. Mp NiaBMLL

BospactHas
P MpuuMHbI BHYTPUNEYEHOYHOTO XonecTasa
rpynna

DeTanbHbIN renaTUT (TOKCONNA3MO3, LUTOMETQNOBH-
pycHas uHdeKuys, repneTmieckas UHpeKuus)
MyKOBMCLMAO3

Tlern ranaKTO3eMus
HEOHATAMbHbIA FEeMOXPOMATO3

go 1 ropa

TMNOTHPEOo3
obMmeHHble 3a60neBaHus

AAMTENbHOE NAPEHTEPANLHOE NUTAHHE
CMHAPOM CTYLLEHMs Xenuu

BupycHbii renatur
TOKCHYECKME MEAMKAMEHTO3HbIE MOPAXEHMS NEYEHM

Je crapuwe
1 ropa

ATpe3Hﬂ BHENeYeHOYHbIX Xen4YHbIX I'IpOTOKOB
BPOXAEHHbIM CTeHO3 061ero XenyHoro
npoToka

XenuHble NpoBky oBLLero XenyHoro NpoToka
XENYHOKAMEHHAs BonesHb

BpoxaeHHbIi CTeHO3 XenyHoro npotoka
XONenuTHa3

Hecneuuduyeckiui S3BeHHBIN KOTUT
ractpoasodareansHbii pedioke
cunppom Xunsbepa

YyTAMBICTb A0 OyAECOHiy abo A0 iHWMX IHrPEeAIERTIB, WO BXOAATL 10 CKNafly NikapcbKoro 3acoby. JlokanbHi iHdeKuil KnwweuHnKy (6akTepianbHi, rpubkoBi, ame6Hi, BipycHi).
Lunpos nevinku 3 nopTanbHoi rinep Ha Mi3Hiit cTaii nepeuHHoro GiniapHoro uMpo3sy. ®apmakonoriuni Bnactneocti. Cnoci6 Aii GyaecoHigy B
OCHOBHOMY 6a3yeTbCA Ha MiCLEBIil Ail B KNWEYHNKY. ByAeCoHif € rMIOKOKOPTUKOIAOM 3 BUCOKOIO MPOTM3aNabHOI0 akTUBHICTIO. PektanbHa niHa byaeHodanbk, ocnigxeHa B
J0608i# A03i A0 4 Mr 6yAecoHiay, GakTUYHO He BNIMBAE Ha piBeHb KopTusony B Kposi. Mo6iuHi peakuyii. YacTo: BiguyTTA NeUiHHA B NPAMIN KUWL. 3anexHo Bifg AO3yBaHHS,
TPWUBANOCTi 3aCTOCYBaHH#A, CynyTHbOTO abo NOMepPeaHbOro NPUIOMY iHLINX T VKOIAIB Ta il i i Uy TNNBOCTI MOXYTb CrIOCTEPIraTUCA NoGiuHi epeKTy, TMNOBI
AN AiUYNX CUCTEMHO T vKoigis. Kateropis Bi y.3ap

MosHa iHpopmauia MicTUTbCA B il il Ana mep y.
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AKmyanbhbie BoNpoCch QemMCKol 2enamono2uu

IIponomkenne. Hauano na crp. 38.

HeonatanbHblit X0JIecTas, xoJiectas
Ha (GOHE 3HJOKPUHHON TMATOJIOTUM U Me-
Ta0OJIMYECKUX  PACCTPOMCTB,  STPOTEHHBII
XoJlecTa3 SIBISIIOTCS TMOKa3aHUSIMU ISl TTPO-
BeeHUsSI TaTOTeHETMYEeCKON Teparuu Mpe-
rnapaTaMu  YpCOJIE30KCHXOJIeBO  KHUCIo-
ol — YAXK  (Ypcodanpk®). CerogHss Ha
OTEYECTBEHHOM (hapMalleBTUYECKOM PBIHKE
VYpcodanbk® ABseTcs eAMHCTBEHHBIM Mpena-
parom YJIXK eBpormeiickoro nmpou3BOJCTBA,
KOTODBIl BBIMYCKaeTcsl B (hopMe CYCHEH3UU
JUIST TIEpOPAJIbHOTO TIPUMEHEHUSI, pa3pelleH-
HOH U1l MpUMEHEHUs y IeTell paHHEro BO3-
pacta (¢ poxaeHus). CraproBas jedyeOHast
no3a Ypcodanbka® coctasisier 15-20 Mr/Kr/
CYT OTHOKpaTHO Ha Houb. [Ipu HemocTaToOu-
HOI 3((EeKTUBHOCTU 032 MOXET OBbITh yBe-
muyeHa o 30-40 mr/kr Tlpu mpoBeneHun
JUIUTEIbHOTO  JIEYEHMSI  MOIIEPXKUBAIOILAs
n03a — 10 mr/Kr. JImMTeIbHOCTD TIpHUeMa OTIpe-
JIeJISIETCS] UHIUBUIYATbHO, JIEIEHUE TIPOBOMST
JI0 pa3pelleHus XoIecTasa.

3aBenytommii oTIeseHNeM NPOOJIEM MUTA-
HUS M COMATHYECKMX 3200/1€BaHMIi JeTeil paH-
Hero Bo3pacTa I'Y «IHCTHTYT meamaTpuu, aKy-
mepcrBa u ruHekosiorni HAMH Vkpaunsi»,
IJIABHBIN BHEINTATHBIN crienaimcT MuHucTep-
CTBA 37PABOOXPAHEHHS] YKPAUHBI MO CTIENHUAITb-
HOoCTH «/leTcKasi racTpodHTepoJIorus», mpe3u-
JeHT Accoumanuy JeTcKOil racTPOIHTEPOIOrHI
W HYTPMIMOJIOTUM YKpauHbl, JOKTOp MeIu-
IMHCKKUX Hayk, mpocgeccop Ouner I'enHaapbeBuy
IITagpun B cBoeM 10KJIazIe 3aTPOHY. ITPOOIeM-
HbI€ BOMPOCHI TUATHOCTUKY U JIEUSHUS 3200~
JIeBaHUI MeYeHU y IeTeil paHHEero Bo3pacra.

— ®opmupoBaHUe
[aToJIOTMU  renaro-
OwinapHoii  cucTe-
MBI Yy JE€T€ paHHETO
Bo3pacta  00yCJIOB-
JIEHO, C OJHON CTO-
POHBI, yBEJIWYEHUEM
KOJMYecTBa MH( pEK-
LUHA, TOpaXarouimx
MeyeHb, C JpPyrom —

YBEJIUUEHUEM TeHe-
TUYECKOTO OpeMEeHU.
CeromHst 5% Bcex HOBOPOXKIEHHBIX UMEIOT
TeHETUYECKUE NePEKTHI.

IIpoGiema mnaTosornu renaTtooMIMapHoi
CUCTEMBI KpaiiHe akTyajlbHa B FaCTPO3HTEPO-
JIOTUM paHHero Bo3pacta. CBsI3aHO 3TO B Mep-
BYIO Oo4epelb C TeM, 4TO IEeTH 3TOii BO3pacT-
HOIl TpyMIbl COCTABISIOT MPUOIU3UTETBHO
30% cpemy Bcex IeTei ¢ MaToIorueii MeveHH.
VY nereii rpynHoro Bo3pacta NpUMEHEHUE WH-
CTPYMCHTAJIbHLIX METOAOB JMAarHOCTUKU Orpa-
HUYEHO, B TO XK€ BPeMsl MPU U30JIMPOBAHHOM
MOBBIIIEHUM YPOBHEH TEYEHOYHbIX TpaHC-
aMMHa3 y HOBOPOXIIEHHBIX U J€Tel MIIaALIero
BO3pAcTa TOJNBKO B 57% CilyyaeB BbISBISAIOTCS
TUCTOJIOTUYECKUEC UBMEHEHUS B TICUCHU.

I’ﬁ leneTnyeckn  JeTepMHHMPOBAHHBIE

3a0oseBaHusl 3aHAMAIOT B CTPYKType
MOPaKEeHM eYeHH y ieTeil paHHero Bo3pacra
20-25%, npu 3TOM TOJIBLKO Y 25% 00JBHBIX
C HACJIeJICTBEHHO! MaToJiorueii 3a0oJeBanue
MaHudecTHPYeT YyKe B mepuole HOBO-
POKIEHHOCTH.

3HauuTeNbHAsA 4YacTh HOpa)KEHI/Iﬁ ne-
YCHU CBdA3aHa C OTATOIICHHBIM TCUYCHUEM

AHKEma yumameny

| 3anomkwre QHKETY 1 OTMPABLTE M0 QAPECY:

MepauuHa razeta «3gopoB’a Ykpainuy,

| 03035, r. Kues, yn. Mexannsaropos,

| Ykaxxure ceegeHns, Heo6xogumbie
Temaruyeckoro Homepa «Meguarp
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MepUHATAJLHOTO Tepuoja, MapeHTepaib-
HbIM TIMTaHWEM, TOKCUYECKUM [eHCTBUEM
JIEKApCTBEHHBIX CPEACTB.

[lo maHHBIM TOCMUTAILHOI CTaTUCTUKH,
31,8% neteii MEIOT 3aTSDKHOE TEUSHUE XKeJl-
TYXW B TIepHUOJl HOBOPOXIEHHOCTU. B cTpyK-
Type nudby3HBIX TOpaKeHUN TeUeHu y ae-
Teil paHHEro Bo3pacTa BPOXAECHHbIN TeraTuT
3aHMMaeT JIbBUHYIO 0JT10 — 58 %, XpoHMJeC-
KWif rematut — 16,7%, TaToNOTHs TICYeHH,
CBsI3aHHAs1 C BPOXKJIEHHBIMU OOMEHHBIMU Ha-
PYIIEHUSIMU W HACJeICTBEHHBIMU 3a00J1eBa-
HusiMU, — 15,3%, BpoxIeHHbIE TIOPOKH pa3-
BUTHS renaTodmimapHoii cucremsl — 10,0%.
V 36,7% nmeteit ¢ TETaTUTOM TaK M HE yIaeT-
Cs1 YCTAaHOBUTh NMpUUYMHY 3a0ojeBanus. [lo-
9TOMY KpaiiHe BaXXHO BOBPEMSI OIpPENEIUTh
MaTOJOTUYECKUI XapaKTep KeNTYXH Y HOBO-
POXKIEHHOTO.

JIJ1 maToJoruyeckoil XeaTyxu XapakTep-
HO creyloliee:

— TIOSIBJIEHUE €€ B MEPBbIE CYTKHU KU3HU;

— ypOBeHb  OWJMpyOMHAa B  KpOBHU
>220 MKMOJTB/TT;

— IUIUTETBHOCTD > 14 IHEN y TOHOIIEHHBIX
¥ >22 IHeil y HeIOHOLIEHHBIX AeTeil;

— BOJTHOOOpa3HOe TeueHHue 3a00JieBaHUs,
TIOSIBJICHUE XENTYXU 1ocie 14-ro aHs;

— OTHOCUTEJIbHAS A0JIs NPSIMOU dpakuuu
ounpyouna >20%.

JletTn ¢ TakMMM CUMITOMaMU TpeOyIOT
JIOTIOJIHUTEJILHOTO 00CIEeA0BaHUSI C LIEJIbIO
WMCKJIIOYEHUS] TernaTuTa, MeTaboJnvyecKoro
WM HacJeNCTBeHHOro 3abosieBaHusi. Ecnu
CUHJIDOM XEJITYXU COIPOBOXIAIOT TenaTo-
CTUIEHOMETaJIHSI, TUTIOTJIUKEMUS, alluaAeMusl,
TUMEePaMMOHUEMUsI U TUIIOTPOMOMHEMUSI,
MOBTOPHasl pPBOTA, 3alepXKa pPa3BUTHUS,

TUITOTOHUS, KaTapakKTa, PaxXuT, TAKOTO peOeH-
Ka CJIeAyeT MPOKOHCYIBTUPOBATh Y TEHETHKA.

Xosectas MPUBOIUT K HAPYIICHUIO SMYJIb-
raliy ¥ paclIeIUICHUST XXUPOB, HEIOCTaTOU-
HOMY TIOCTYIUICHWIO XYM B KHUIICYHUK,
cTeatopee, 3amepXKe pocTa W Pa3BUTHS,
MaJTbabCcopOIIM KUPOB W KUPOPACTBOPH-
MBIX BUTAMUHOB.

XoJjecra3 y gereil paHHEro Bo3pacrta

MOBLINIAET MOTPEOHOCTh B 3IHEPrUH
W HYTpHEHTax moutu BaBoe. JleTu rpyaHoro
BO3pacTa C XO0JecTa3oM TpedylT 0oJee
4acToro npuKJjaaabIBaHuA K I'pyau, ZlOﬁaBJ'leHlf[ﬂ
K PAIMOHY JIe4eOHbIX CMeceil CO CpeIHelleno-
YeYHbIMH TPULIMIEPUIAMH NPH COXPAHEHHH
IPYAHOrO BCKAPMJIMBAHHS.

KomMrmuiekcHoe JsedeHue 3abosieBaHU
MeYeHW U KETYEBBIBOIAIIMX MyTel Yy Je-
Teil TOJIKHO BKJIIOUYATh B ce0sl aueToTepa-
Mnulo, mpenapaTbl MHTepdepoHa (Ipu BU-
PYCHBIX MOPAXXEHUSIX TIEYEHU ), TPOOUOTH -
KU, COPOEHTHI, MpernapaThl pbIOLEro Xupa
u ypcoae3okcuxoienyto kuciaory (YAXK).

B Haiiem otnesnie B KauecTBe renaTornpo-
TEKTOpa LIKUPOKO MPUMEHSIIOTCS Mpernaparhbl
VIXK, Tak KaK OHU UMEIOT MHOTOTPaHHOE
NIeiCTBME Ha TIaTOreHe3 XeJNTyXu, Oe3onac-
Hbl JUI JeTell paHHEro Bo3pacTa u Oepe-
MEHHBIX, HE MMEIOT MOOOYHBIX 3(P(PEKTOB.
VIXK B Bujie CycrieH3uu SIBJSIETCS OTHUM
M3 HEMHOTHUX TeraTonpoOTeKTOPOB, Ybs
3G dEKTUBHOCTh KJIMHUYECKU J0Ka3aHa.
Vpcodansk® B (GopMe CycreH3uu [UIs Ie-
popajbHOTO Mpuema yxe yepe3 2-3 Heaenu
Tepanuu NPUBOAUT K YMEHbBILIEHUIO BbIpa-
JKEHHOCTH KJIMHWUYECKUX CUMIITOMOB, WH-
TEHCHUBHOCTH MPOSIBJICHU X0JiecTasa, IUTO-
nu3a, pudporeHes3a B IEYCHU.

Mogrorosuna Mapus MakoBeukas
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MoHpaBunca nu Bam TemaTudeckuin Homep «fMeguarpus»?
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| E-mail:

| * 91 no6POBOJILHO NEPealo YkadaHHbIE B aHKETE NepCoHasbHbIE JaHHble TOB «MeauyHa raseta
«300poB’s YkpaiHu 21 cTopiyys». Takke Aato Coracme Ha UxX UCMoNib30BaHUE 415 NOAyYeHNs
OT KOMMaHWi1 (ee CBA3aHHbIX UL, KOMMEPYECKVX MaPTHEPOB) N3AAHUIA, MHOOPMALIOHHbBIX

| MaTepuanoB, PEKNaMHbIX MPEANIOKEHUI, & TakKe Ha BKIIOHEHNE MOUX NEPCOHANbHBIX

[aHHbIX B 623y A@aHHbIX KOMMNaHUY, HEOrPaHNYEHHOE BO BPEMEHM XPaHEHUE AaHHbIX.

| Moanuce

fABnsercs nu gnsa Bac Hawe napgaHme 3p@PeKTUBHbIM B NOBbILLEHUUN
BpayeOHo kBanndunkauun?

Tematu4Hum Homep * YepseHb 2016 p.



