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Pa3paboTumK KNMHNYECKON peKkoMeHaauumn

O6mepoccuiickas 001IeCTBEHHAsI OpraHU3aIus COACHCTBUS Pa3BUTHIO HeoHaTosoruH "Poccuiickoe
00111eCTBO HEOHATOJIOTOB", ACCOIMAIHs CIICIMAIUCTOB B 00JACTH MEPUHATATLHON MEIUIIMHBI, OKa3aHUs
nomo1u 0epeMeHHOM JKEeHIINHE U 10Ty, HOBOPOXKJAEHHOMY U pebeHKy B Bo3pacte 10 3-x seT (ACIIM)

Ono6peno Hayuno-npaktudeckum CoBetoM Munzapasa Poccun

Cnucok cokpaliueHun

AJIT — AJlannnamuno Tpancdepaza

ACT — ACnapraramuno Tpanchepaza

AYTB — AxtuBupoBannoe Yactnunoe TpombOormacTuHOBOE Bpems
BA — bunnapnas Atpesus

T - Y-I'myramunTpancdepasa

KK — XKemunbie Kucnoter

MHO — Mexnynaponnoe HopmannzoBanHoe OTHOIIEHUE

[THXK — ITonmmHenaceimennsie XKupnbie KucnoTsl

[ICBX — IIporpeccupyromuii Cemelinblii BHyrpuneueHounbiii Xomnecras
I[ITU — [TporpomOuHOBBIN MHIEKC

CA — CunnpoM Anaxuiuis

CUT — Cpennellenoveunsie Tpuriauuepu bt

TII — Tpancrmuiantanus [leuenn

P — enounas docdaraza

NDA — UmmyHODepMEHTHBIN aHATN3

V3U — YapTpa3BykoBO€ UCCIEIOBAHUE

TepMUHbI N onpeaeneHns

CI/IHI[pOM X0JieCTa3a — YMCHBIICHUC WM II0OJIHOC IMIPCKpAINICHUC OTTOKa IKEIYU BCJICACTBHUC
HapymcHus €€ 06pa30BaHI/I}I A/ OKCKpCUUH, MPUBOIAANICC K IMOBBINICHHUIO KOMIIOHCHTOB KCIIYU B
KPOBH U MX JIeUINTY B KMILIEUHUKE.

CI/IHI[pOM ouToJim3a — IOBBIIIICHUEC YPOBH:A TpaHCaMHUHa3 (aJIaHI/IHaMI/IHOTpaHC(I)epaSLI,
aCHapTaTaMI/IHOTpaHC(bepaBBI) B CBIBOPOTKE KPOBH, CBA3AHHOC C HApPYHICHHUEM LCJIOCTHOCTH MeM6paH
TrernmaTonguToB.

IleuenouyHO-KJIETOYHAS HCAOCTAaTOYHOCTb — HAPYIICHHUC (byHKLII/II/I MEYCHU, TMPOABIAIOMICCCAH
CHHUXXCHUEM aJ'IB6yMI/IHa, (I)I/I6pI/IH01"eHa, XOJIMH3CTCPA3bl, XOJECTCPHUHA, TIJIFOKO3BI, HpOTpOM6I/IHOBOFO
HHJICKCAa HUIIN YAIAHCHUCM HpOTpOMGI/IHOBOFO BpCMCHU, YBCIIMYCHUCM MCKAYHApOIHOT'O
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HOPMAQJIM30BAHHOTO OTHOILIEHHUS.

3agHuii SMOPUOTOKCOH (WM SMOPHOTAKCOH) — BPOXKICHHOE TOMYTHEHHE IepH(eprHuecKux
OTJICJIOB POTOBHIIBI B BHJIE KOJbI]a MOJIOYHO-OENIOro IBETa, OTAEIEHHOrO OT JUMOa Y3KOH MOJOCKOM
IIPO3pPavYHOM TKAHMU.

BbabouKoBHIHBIN MO3BOHOK — CArUTTAIbHBIN Ae(EKT Tena Mmo3BOHKA, 0OYCIOBICHHBIA HApyILIECHUEM
CIIMSIHUS JIBYX JIATEPAIbHBIX [IEHTPOB XOHAPU(HUKAIMK B Tpoliecce SMOproreHesa (Ha peHTTeHOTpaMMe
MMO3BOHOK UMEET BHU "eTsmiei 6adouku").

®ubpo3 meyeHn — M3OBITOYHOE pa3pacTaHWe COCAMHUTENBHOW TKaHM B MOPTAJIBHBIX TPAKTaxX C
(hopMHpPOBAHHEM CEIIT.

Huppo3 neueHu — CTpyKTypHas epecTpoilka TKaHU MEUEHU ¢ 00pa30BaHUEM Y3JI0B-PEre€HEPATOB U
HapylIeHueM KpOBOOOpaIeH!s B HUX.

[TopranpHas rumepTeH3uss — CTOWKOE TIOBBIICHUE JaBJICHUs B OacceilHe BOPOTHOW BEHHI,
BBI3BAHHOE HApPYIICHUEM KPOBOTOKA PAa3JUYHOIO MPOUCXOXKIACHUS W JIOKAIM3alUEed B MOPTAIBHBIX
COCyJlax, IEYCHOYHBIX BEHAX W HW)KHEW IT0JIOM BEHE.

'unonnasusi BHYTPUIICUEHOYHBIX JKETUYHBIX NMPOTOKOB — YMEHBIIEHHE KOJMYECTBA W/WIIKM pazMepa
MEK/I0JIBKOBBIX KEITUHBIX IPOTOKOB.

1. KpaTtkaa nHdopmaums no 3aboneBaHU0 UM COCTOAHUIO (rpynnbl 3aboneBaHnn
WUIIN COCTOSIHUN)

1.1. OnpepeneHve 3aboneBaHMA WU COCTOAHMA (rpynnbl 3aboneBaHun wunu
COCTOSIHUN)

HeonaranpHbiii X0€cTa3 — HapyIICHHE SKCKPETOPHOW (PYHKIIMHM TenaToOMIMApHOW CHUCTEMBI B
MepHOJIe HOBOPOKIEHHOCTH, MPUBOISIIEE K MOBBIIICHUIO KOMIIOHEHTOB KEIUM B KPOBU U UX NEPUIUTY
B kumieunuke [1-3].

CHHOHUMBL: TUNEPOUIMPYOUHEMHUS HOBOPOXKJIEHHBIX, OOYCIOBJIEHHAs HApYyHIIEHHEM 3KCKpeLuu
OmMpyOrHa; mpsMas TUIePOMITHPYOMHEMUST HOBOPOIKICHHBIX; CHHAPOM CTYIIESHHUS JKEITIH.

1.2. 9TMonorMa 1M nartoreHes 3aboneBaHUss UK COCTOAAHMA (rpynnbl 3aboneBaHun
WUIIN COCTOSIHUN)

MopdodyHKIHOHAIBHBIE 0COOEHHOCTH MEYEHU U KETYHBIX IMPOTOKOB Yy HOBOPOXKAEHHBIX AeTel
XapaKTEPU3YIOTCSl BBICOKAM YPOBHEM CHHTE3a JKEIYHBIX KHUCJIOT M HE3PEJIOCTbI0 MX IE€YEHOYHO-
KHIIEYHON LHPKYJALUH, MPENPAcloaraloT K HapyILICHHIO OTTOKA JKEI4H. Y HOBOPOXKIEHHBIX HETEH
OTMEYaeTCsl HECOOTBETCTBUE MEX Y MOBBIIIEHHOMN MPOAYKIMEeH OMIupyOrHa, )KeITYHBIX KUCIOT U JPYruX
KOMIIOHEHTOB K€JIYM U OIPaHMYEHHOM COCOOHOCTBIO K MX BBIBEIEHHIO U3 opranuszMa. B Hopme Ha 4-7
CYTKH KM3HM 00pa3zyercsi HaMHOI'O OOJIbIlI€ KEIYHBIX KUCIOT, 4eM Yy B3pocCibIX. JKemuHble KUCIIOTHI
HOBOPOJKJICHHBIX HAa3blBalOTCSI "aTUIUYHBIMU' B CBA3M C HAJIM4YMEM Ha UX IOBEPXHOCTH
JOTIOJTHUTENbHBIX TMAPOKCUIBHBIX I'PYII, YMEHBUIAKOIIMX HMHIEKC UX TOKCUYHOCTH, U BMECTE C TEM
3HAUUTENIBHO CHIJKAIOIIMX HMX  XOJEKMHETHYECKYH0 aKTUBHOCTb. (OTHOCHUTENIBHAs HE3PEIOCTb
(epMEHTHBIX CHCTEM [€YeHH, OO0ECIeUMBAIOUIMX 3aXBaT KOMIIOHEHTOB KEeMYM U3 KpOBH, HX
BHYTPHUKJIETOUHBIM TPAHCIOPT M JKCKPELUIO0 BO BHYTPUIICUEHOYHYIO JKEIYHYIO CHUCTEMY, IOBBIIICHHAS
IIPOHULIAEMOCTh MEKKJIETOUHBIX COEAMHEHUH, HU3Kasl SKCKPETOpPHAs aKTUBHOCTD I10 JKEIYEBBIBOIALIEH
cHCTeME M TMOBBILIEHHAs peabcopOIMsi KOMIOHEHTOB JKE€TYU B KUIIEYHHKE CIIOCOOCTBYIOT MEAJICHHOMY
BBIBEJICHUIO KEJIYM U TIOBBILICHHOMY COACPKAHUIO XKEIYHBIX KUCIOT U JIPYTHX KOMIIOHEHTOB KEIYU B
KPOBH. DTO MPOSIBIISIETCS Y HOBOPOKJICHHBIX JIeT€ll OTHOCUTEIbHBIM YBEIMYEHUEM pa3MepoB MeueHH! (10
2 cM HIKe peOepHOoi Ayr), NOBBIIEHUEM MPsIMOM (ppakiuu ounmupyouna 1o 15-20% ot ypoBHs oO1iero,
Oosiee BBICOKUM cojepkaHueM B KpoBU ¢epmeHTOB — HI®D, I'TT M XKemyHbIX KHUCIOT M MOXKET
paccMaTpuBaThCS B OTOT MEPUOJ Kak MOrPaHUYHOE COCTOSHHME — (U3UOJOIMUYECKHM XoJjecTas
HOBOPOX/IeHHBIX. [loTHOE CTaHOBIIEHHE MEXaHM3MOB OOpa30BaHMS JKETUM M €€ MeUYeHOYHO-KUIIeYHOU
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[UPKYISAIMN 3aKaHYUBACTCS II0CIE MECSYHOTO BO3PACTa, JOCTUrasl YpPOBHS B3pOCIOro K 3-6 Mecsam
xu3Hu [4-6].

[TpryrHO¥ HEOHATAIBHOTO X0JIECTa3a MOXKET ObITh:
- BHerneueHo4Has nepUHAaTaIbHas 1aTOJIOTUsl.
- 3a00J1eBaHMs IEYCHHU H JKEITYEBBIBOISIINX MPOTOKOB.

OcHoBHbIE 3200JI€BaHUS, TIPOSIBJISIFOIINECS HEOHATAILHBIM X0JIECTa30M MPEACTaBICHBI B TabmuIe 1.

Tabnuma 1. 3a0oneBaHus IEYCHU U KEITYHBIX MTPOTOKOB, MPOSBIISIONIHECS CHHIPOMOM XO0JIeCTaza y
HOBOPOXJICHHBIX JCTEH.

1. HeonaranpHblii X0JecTa3, 00yCI0OBICHHbIN BHENEUEHOYHOM MepUHATAIBHOM MaTooruen
2. 3a0oJieBaHus C MPEUMYIIECTBEHHBIM MOPAXKEHUEM BHETICUEHOYHBI'X JKEITYHBIX TPOTOKOB:
- bunmapnas arpesus
- Kucra o0111ero >xem4Horo npoToka
- Kenmunble mpoOKK U/UIM KaMHU OOIIETo KEeJIYHOTro MPOTOKA.
- CaaBnieHue oO0IIero KeI4yHOro MPOTOKa.
3. HeoHaTtanbHbIW rENaTUT:

- ndexnuonnele 3ab6oneBanus (BUpyCHbIE, OakTepraibHble, BBI3BAHHbIE TPOCTEHIITIMH )
- Tokcuueckoe nopaxeHue Ne4eHu

4. 3abosneBaHus C IPEUMYILIECTBEHHBIM MMOPAKEHUEM BHYTPHUIIEUEHOYHBIX KEITYHBIX TPOTOKOB!
- Cungpom Aakuuist
- HecunapomanbHasi popma runonsia3uy BHyTPUIIEUEHOUYHBIX KEITYHBIX IPOTOKOB
- [lepuHaTaJIbHBIN CKIEPOZUPYIOUINAA XOTAHTUT
- [lostHOE mapeHTepanbHOE MUTAHKE
5. Ilporpeccupyroniuii ceMeHHbI BHYTPHIIEUEHOUYHbBIA XOJIECTA3
6. XpomoconmHbIe HapymieHus (Tpucomus 13, 17 wim 18 xpomocom)
7. MeTtabonnueckue HapyIICHHS:
- Hapymenue cuHTe3a *KeITYHBIX KUCIIOT, CBsI3aHHOE JePUIIMTOM (epMeHTa
- Jleburur O-1-aHTHTPHUIICHHA
- ['anakrozemus
- Tuposunemus
- HeonaTasibHBII reMOXpOMATO3
- [lutpynunemus 2 tuna
- bonesns BonpMana
- bone3np Humanna-IIuka tun C
- MuroxonapuanbHeie 00JIe3HH
- MykoBucun103
- bonesnp [lyouna-/I)xoncona, Potopa
- ApTporpurios
- [lepokcucomanbHble HapyeHus (cuaapom LlensBeitrepa u np.)
8. DHJIOKpUHHBIE HAPYIICHHUS
- ['unonurtyurapusm
- 'unorupeos

9. PeruuBupyronuii 100pokayecTBEHHbIN BHYTPUIICUEHOUHBIH X0JIECTAa3

B cooTBeTcTBYIOIMMX ACHCTBYIONIMX KIMHHYECKUX PEKOMEHIAIMAX TOJPOOHO OIMHCAHBI TaKHE
3aboneBanus kak [amaktozemuss [7], Tuposunemust [8], bonesnr Humanna-Iluka tun C [9],
Myxkosuciuio3 [10] u ['umotupeos [11].
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[TpyunHaMu CUHApPOMA XOJIeCTa3a B HEOHTAJIBHOM IIEPHOJE MOTYT OBITh KaK TpaH3UTOPHBIC
COCTOSIHUS, CBSI3aHHBIE C TSDKEJOH IEepHHATAIRHOW NAaTONOTHEH M WHQEKIUH, MPOSBISIONIUECS
remaTuToM, TaK W piaAd  BPOXIACHHBIX 3a00€BaHU II€UYEHHU BCJICACTBUC aHOMAITMH Pa3BUTHUA
)KeJI‘ICBBIBOI[SIH.ICﬁ CUCTCMbI, HAPYHICHHA CHHTC3a A/Uan TPAHCIIOPTAa KOMIIOHCHTOB JKCIIYU U
MeTabonmueckue 3abosieBaHus. HekoTopwle 3a0oieBaHMs, HauOOJIEE YAcTO BCTPEYAIOIIUECS W/ WU
HUMCIOIIUEC 3(1)(1)CKTI/IBHI)IC MCTOJBI JICYCHUA, TPCACTABJICHBI HUXKE.

1. HeoHnartanbHblil XosecTa3, OOYCIOBJICHHBbIH BHENEUEHOUYHOW IMEpUHATAIILHOM MAaTOJOTHEH —
HapylIeHHE HKCKPETOPHON (YHKIMHM TremaroOMIMapHOid CHCTEMBI, BBI3BAHHOE COBOKYITHOCTBHIO
MATOJIOTMYECKUX M STPOTCHHBIX (PaKTOPOB MEPUHATAIBHOTO MEPHOa, a Takke MOP(HOPYHKIIMOHATBHOMI
HE3pEeNIOCThIO NIeUeHU. B cTpykType BHENEUEHOUYHbIX MPUUMH (OPMUPOBAHUS HEOHATAJIBLHOTO XOJecTas3a
BEIylIee MECTO 3aHUMAIOT COCTOSIHUS, COIPOBOXKAAIOLIMECS pPa3BUTHEM THIOKCUM WU UIIEMUU
renaroOMIMapHoi cucTteMbl, runonepdysuen xemygouHo-kumeyHoro Tpakta (KKT), croiikoit
TUTIOTJIUKEMHUEH MeTa00JIMUEeCKUM aliI030M M 3aCTOMHON CEepACUYHO-COCYIUCTON HETO0CTaTOYHOCTHIO.
Hapymenne oskckperopHod (QyHKIMM TrenaTOOMJIMApHOM CHCTEMBI MOXET OBbITh 0O0YCIIOBIEHO
MOBBIIEHHBIM ~ cojepkaHueM Ownnpyouna mnpu ['BH, BcieactBue 3HAUMTENBHOTO H3MEHEHUs
KOJUIOMJHBIX CBOMCTB JKEN4H, IMOBBIIIEHHEM €€ BSI3KOCTH, a B psAlde CcIy4yaeB BCJEACTBUE
HEMOCPEJCTBEHHOI0 TOKCHYECKOro NeicTBUS OMmMpyOrHa Ha MeMOpaHbl renaToOUTOB U MUTOXOHIPUU
KJeToK. BaxHoe MecTo 3aHUMAarT CHCTEMHbIE M JIOKaJM30BaHHbIE OakTepuaiabHble HH(EKINH,
3aIlyCKaIolMe CHHTE3 M D3KCKPELHI0 CJIOKHOTO Kackaja MeIUaTOpOB BOCHAJIEHUS KyI(epoBCKUMU
KJIeTKaMHi, a TakXe TrenaTouuTaMH W DSHIOTEIHAIbHBIMH KJIETKaMU CHHYCOMJIOB, OKa3bIBAIOLINX
HEMOCPEJCTBEHHOE BIMSHHE Ha 00pa3oBaHME M OKCKpeuuto xemyu. JledeOHble MeponmpusaTus,
MPOBOJMMbIE HOBOPOXJECHHBIM B YCIOBHSIX OTAEJNEHUS peaHUMallMM W HMHTEHCUBHOW Tepanuu
HoBOopoXkaeHHBIX (OPUTH), BKIIOUaloT MOTEHIMATBHO T'€NATOTOKCHYHBIE JIEKAPCTBEHHBIE CPENICTBA,
cpenctBa s mapeHTtepanbHoro nwuranus (I1I1). Onm  Takke CcrmocoOCTBYIOT — HapyIICHHUIO
(YHKIIMOHAJIBHOTO COCTOSIHUSL renmaToOminapHoi cucrteMbl. Pa3BuThe Xxosecraza daimie OTMEYaroT Y
HEJOHOIICHHBIX HOBOPOXACHHBIX IPU OJHOBPEMEHHOM JEHCTBUM HECKOJIBKMX MaTOJIOrMYECKUX U
SATPOTEHHBIX (DaKTOPOB Ha (YHKIMIO TMEYEHH U COCTOSIHHE >KEIYHBIX MPOTOKOB. B ocHOBe sTHX
W3MEHEHUN JIeKaT pa3IUYHbIe JECTPYKTHUBHBIE HM3MEHEHMS KEITYEBBIBOIAIIMX MPOTOKOB, HApyLIECHUS
MIPOHUIIAEMOCTH MeMOpaH TenaToUTOB U MEXKKJIETOUHBIX COCAMHEHUN (B OOJBIIMHCTBE CIIy4yacB
obOparumbie). dopMupoBaHHE HEOHATAIBHOTO XoOJjecTa3a Ha ()OHE BHEMEUEHOUHOH NepuHaTalIbHON
MATOJIOTUU XapaKTepHO JUIsl ePHOia HOBOPOKJIEHHOCTH, TaK KaK KIMEHHO B 3TOM BO3pacTe CYIIECTBYET
MoppodyHKIIMOHATIEHAS HE3PEIOCTh I'eNaToOMINAPHON CHCTEMBbl — pPE3YJbTaT COYETAaHHOTO JEHCTBUS
MaTOJOIMYCCKHUX M ATPOreHHBIX (pakTopos [1, 4, 12-14].

2. 3a0ojieBaHus IIEUEHU U JKEJIIYCBBIBO IAIIUX ITPOTOKOB.

B 3aBuCHMMOCTH OT ypOBHS MOpa)K€HHs I'enaTOOMIMapHONW CHUCTEMBl NPUHSATO BbIAENATH 00JIE3HHU,
IPOSBIISIIOIIMECS BHEIIEYEHOUYHBIM U BHYTPUIIEYEHOYHBIM XOJIECTA30M.

[IpyunHaMy BHEMEYEHOYHOTO X0JIeCTa3a y HOBOPOXKICHHBIX MOT'YT OBITh:

- bunmmapnas atpesus (BA).

- Kucra o6mero xexyHoro nporokxa.

- "XKemunble mpoOKH" MM KaMHHU JKETYHOTO MTPOTOKA.

- CraBjieHue O0ILEero KeIYHOro MpoToKa.

2.1. bunmuapnas atpe3us (bA) — mporpeccupyromas oOJUTEpansl BHENEUYEHOUHBIX >KEITYHBIX
IIPOTOKOB, HAUMHAIOLIASCS B MEPUOJ BHYTPUYTPOOHOTO Ppa3BUTHs, C IMOCTENEHHbIM BOBJIECUEHHEM B
IpoIecC BHYTPUIIEYCHOYHOH KEeTYHOM cucTeMbl U (hopMUpoBaHHEM OMmiIMapHOro nuppo3a. B Hactosiee
BpeMst ATHOJIOTUS He sicHa. OOCYX/Ial0T TEOPHUIO MOPOKa Pa3BUTHUS, BUPYCHYIO, TEHETHUECKYIO U JPyTHE.
OTcyrcTBUE MPOXOAMMOCTH HKEMTYHBIX IyTell MNPUBOAUT K HAKOIUIGHUIO KOMIIOHEHTOB JKET4H B
rernatoOMIMAPHOM CHUCTEME M TOBBIIIEHHOMY HUX IOCTYIUICHHIO B KpoBb. JKelyb He MOCTymaer B
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KUIIEYHUK M, KakKk CJEICTBHE, HApYyIIAIOTCA IPOIECCHl IEpPEBApUBAaHUS U BCAChIBaHUS JKHUPOB H
KUPOPACTBOPUMBIX BUTAMUHOB. ONpeIe/IEHHYIO poJib B nnaToreHe3e bA urpaer umMmmyHHas cucrema. [lpu
MPOBEACHUU LUTOXMMHYECKOTO HCCIEJIOBAaHUS OMONTATa IEUYEHH BBISBIAIOT KJICTOYHBIE MapKepbl
BoCIaiieHus, U, B Tom uucie, CD14-nonoxutensHbie Makpodaru, 3amyckarmire BhIpabOTKy Kackaaa
MMMYHOJIOTHYECKMX peaKkLUUid. OKCIpeccusi BHYTPUKIETOUHBIX aAre3WBHBIX MoJiekynl [ Ttuma
crocoOCTBYeT (POPMHPOBAHUIO JIEHKOIUTAPHBIX AHTHUTEHOBBOKPYI JKEITYHBIX IMPOTOKOB, YTO B CBOIO
ouepelb 3amyCKaeT UTOTOKCHYecKylo "nmuMmdonmrapHyto araky". IIpomecc BocmaaeHus: SIUTEIHATIbHBIX
KJIETOK JKETYHBIX MPOTOKOB CONPOBOXAAETCS AKTHUBHOW BBIPAOOTKOM pocToBOTO  (hakTopa,
CTUMYJHMPYIOIIEr0 TPAHCKPHUIIINIO KoJularena | tuma, yexaniero B OCHOBE NepuAyKTaabHOTO (Gubdpo3a.
Briensror uetsipe tumna 3aboneBanus: | tun (3%) — arpe3ust TOIBKO 00IIEro sKkeaqHoro npoTtoka; 11 tun
(6%) — xucta B BOpoTax IEYCHHU, COCAMHEHHAS C BHYTPHIICUCHOYHBIMH JKEITYHBIMU TIpoTokamu; 11 Tun
(19%) — artpe3us JIEBOr0 M MPABOTO TEYCHOUHBIX MPOTOKOB, JKEIYHBINA Iy3bIPb, MY3BIPHBIH U OOIIMIA
KETUHBIN MPOTOKH npoxoaumbl; [V tun (72%) — arpe3us Bceil BHeNeUeHOYHOM crcTemsl [15, 16].

2.2. Kucra 00111ero KeIqHOTO MPOTOKA — BPOXKICHHOE PACIIMPEHUE )KESITIHOTO TIPOTOKA, KOTOPOE B
2-5% ciydaeB BBI3BIBACT IOJIHOC HAPYIICHHE MPOXOIUMOCTH JKETYCBBIBOISIINX MPOTOKOB M MOYKET
OBITb TMPUYMHON BHEMEUYEHOYHOTO XoJiecTtaza. [lepBHuYHBIE KHCTBI OOIIEro J>KETYHOTO IMPOTOKA
00yCJIOBJICHBI WM3HAYAJIBHBIM HCTOHUYCHHEM WJIM OTCYTCTBHEM MBIIICUYHON CTEHKH WU 3aMEIIeHHUEM ee
COCIMHUTEIIPHON TKaHBIO. BTOpHWYHBIE — MOPOKOM pa3BHUTHS, (GOPMHUPYIOIIUMCS B MEPHOJ 0OpaTHOTO
Pa3BUTHS COJIMTHOM cTamuu sMOpuoreHesa (B mepuon 3-7 Hex.). Bo3HuKaromue mpu 3TOM TEperrobl,
CTEHO3bI WJIM KJIAMlaHbl KOHEYHOTO OT/eNia OOIIEro KEIYHOTO MPOTOKA MPHUBOJIAT K €r0 PacCHIupEHHIO,
HMCTOHYEHHUIO CTCHKHU. XapaKTEePHbI H30JIUPOBAHHBIC PACIIUPEHHUS TOJIHKO OOIIEro KeTYHOTO MPOTOKa Oe3
BOBJICUEHHUS B IIPOLECC MY3bIPHOTO MPOTOKA U CTEHKHU YKEITYHOTo My3bIpsi. BO3MOXKHO Takke aHOMaJbHOE
COEJIMHEHHUE KUCTHI C TAaHKPEATUYECKUM MPOTOKOM; CUUTAETCS, UTO 3a0pOC MaHKpeaTHYeCKUX (pepMeHTOB
B OOIIMI KEeITYHBIA MPOTOK CIOCOOCTBYET Pa3BUTHIO KUCTHI. [Ipu coueTaHUM KUCTHI OOIIETro KETYHOTro
MPOTOKA C HapylIEHHEM MPOXOAMMOCTH KE€IYHON CHCTEMBI MAaTOT€He3 HE OTIMYAETCsS OT TaKOBOTO IpH
BA. B octayibHBIX clTydasix 3aCTOM JKE€JIUH B PACIIMPEHHOM KETYHOM MPOTOKE MPUBOJUT K U3MEHEHUIO €€
KOJUIOUHBIX CBOMCTB, MOBBIIMICHHOHN BSI3KOCTH M HEMOJHOMY OTTOKY >Kelud. J[nuTenpHoe coXpaHeHue
KEITYU B MPOTOKAX MpeapacnoaraeT K MHPEKIIMOHHBIM OCJIOKHEHUSIM C Pa3BUTHUEM XOJIAHTHUTA.

2.3. HeoHnaranpHblil Tematut (BpOKACHHBIM I'eNaTUT, (eTadbHbIH T'elaTUT) — MaTOJOTHUS TICUYCHH
MH(EKIIMOHHOW MPUPObl B MEPUHATATIBHOM U MOCTHATAJIBLHOM INepuojie. Bupycel (LMTOMeramioBupyc,
BUpYC KpacHyxH, Bupyc repmneca, Kokcaku u apyrue, Bupycol remarura B, C), Gaxtepun (nmcrepuu,
Micobacterium tuberculosis u npyrue), npocreimue (Tokcoruiazma), a Takxke Treponema pallidum u mp.
MOTYT CTaTh IpUYMHOU remaruta. ['emartut, pe3BuBIIMiiCS Ha (OHE TEUYEHHUS HEOHATAIHHOTO CEICHCA,
yamie BBI3BAH TEMH JK€, YTO U CeNcHuc, BO30yauTensiMu. BBICOKMII pUCK 3apakeHus IJoga U
HOBOPO3KJIEHHOTO FeNaTUTOM B cyliecTByeT npu cleayIoX yCIOBUsAX: pa3BUTHE OCTPOTo remnatuta B y
Mmatepu B Il Tpumectpe 6epeMeHHOCTH; HOCUTEILCTBO MaTepbio HBSAgZ B coueTaHnM C MOJI0KUTEIbHBIM
HBeAg u orcyrctBuem antu HBe; BoisiBnenuem JIHK rematuta B meronmom IILP. BeicokuM THUTpOM
antu-HBcor. B ocHOBe martoreHeza NEXUT crenuduueckas BOCIATUTENbHAs pEeakius B OTBET Ha
WHOUUIMPOBAHHE MUKpPOOPraHM3MaMH, TpPOMHBIMM K rematouutam. HeoHaTanbHbIl — XonecTas
LUTOMETAJIOBUPYCHON ~ 3THOJIOTMM  MOJAPOOHO  MpPEACTaBIeH B  KIMHMYECKMX  PEKOMEHIALUAX
"BposkaeHHas nuTomeranoBupycHast nHpekuus" [17].

2.4. CunmpoM Anaxwiis (CHHApoManbHas ¢dopMma THUMNOIMIA3UU BHYTPUIIEYCHOUYHBIX KEITYHBIX
MPOTOKOB, apTepUOTICUEHOYHAs MAUCIIIAa3us) — CHHApOMalbHas ¢opMa MATOJNOTHH, BKIIOYAIOIIAS
COYETaHHE HE MEHEE TPEX U3 ISTU OCHOBHBIX MPU3HAKOB: XPOHUYECKUU XOJIECTa3, B OCHOBE KOTOPOTO
JIeXKUT BPOXKJEHHAs THUMOIUIa3Usl BHYTPUIIEYEHOYHBIX JKEMTYHBIX MPOTOKOB, CEPACUYHO-COCYIUCTHIE
neekThl, aHOMaJIMK MMO3BOHOYHUKA, NE(PEKThI IJa3, XapaKTEepPHbIC YEPEIHO-JIUIeBbIe mpu3Haku [18].
CuHapoM ANaXWiis UMEeT ayTOCOMHO-IOMUHAHTHBIA THI HaclieqoBaHus. ['eHHbBIN JeeKT CBs3aH C
4acTUYHOU nenenueid koporkoro tuieda 20 xpomocomsl [20p11-12] rae nokanuzyercsa Jaggedl (JAGI)
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red. Pexxe BbisBisieTcd Myrauuu B IpyroM rese, HazpiBaeMoM NOTCH2. B ocHoBe n3MeHEHUH NeueHn
IIpU CUHAPOME AJIXWIUIA JISKUT BPOXKJIEHHAS T'MIOIIA3Us BHYTPUIICYEHOYHBIX >KEITYHBIX IPOTOKOB,
CTEIIEHb BBIPAKEHHOCTH KOTOPOW MOXKET IIMPOKO BapbUPOBATh U OIPEACIATH KaK BpeMs IMOSBIICHUS
NEPBBIX KIMHUYECKUX CHMIITOMOB, TaK M, MPOTHO3 3aboyieBaHMs. | MMOIUIa3Ws BHYTPUIICUEHOUYHBIX
JKEIYHBIX NPOTOKOB 3aTPyIHSAET OTTOK XKEJIYM, YTO IPUBOAUT K HAKOIUICHUIO €€ KOMIIOHEHTOB B
rernaToOMINapHON CUCTEME U TIOBBIIICHHOMY TIOCTYIUIEHUIO B KpoBb. C Ipyroi CTOPOHBI, HEIOCTATOYHOE
IIOCTYIUICHUE JKEIYM B KHUIIEYHUK IIPUBOAUT K HAPYIIECHUIO IPOLECCOB BCACBIBAHUSA XUPOB U
KUPOPACTBOPUMBIX BUTAMHUHOB.

2.5. HecunapomanpHas (¢opMa THUNOIUIA3UM  BHYTPUIIEYEHOUHBIX IKEIYHBIX MPOTOKOB
YCTaHABJIMBAETCS MPHU OTCYTCTBUM XapaKTEPHBIX Ui CHUHApOMa AJNaKWJUIS aHOMAJIUN W/WIM TOPOKOB
pasButus, natoreHHbIX BapuaHToB reHax JAGI u NOTCH2, a Ttaxke NmpH BbISBIEHUHM THIOIUIA3UU TPU
TUCTOJIOTMYECKOM HMCCIIE€0BAHUN OMONTAaTa MEYEHU. DTHOJIOTUS JaHHOTO 3a00JIeBaHUS HE YCTAHOBJIEHA,
CYIIECTBYET MPEINOJOKEHUE O COYETAaHHOM JIEHCTBUU LIEJOr0 psijia TEpPaTOreHHbIX (aKTOpOB Ha
3aKJIa Ky U (pOpMHUpOBAaHUE BHYTPHUIIEUEHOUYHBIX JKEIYHBIX NMPOTOKOB. CleayeT Takke OTMETHThb, YTO
JAHHBIA THCTOJIOTUYECKUH MPU3HAK MOXET ObITh OJHUM U3 MPOSBICHUHN APYrux 3a00JIeBaHUN, U B TOM
yucine WHQPEKIMOHHBIX Oone3He (kpacHyxu, [IMB wu cudwunmca), Merabonmdeckux HapyIIeHUN
(neduuura a-l-aHTUTPUNCHHA, MYKOBHMCLMJI03a), SHIOKPHUHHBIX HapYIICHUH (TUMOMUTYyWTapU3Ma) H
XpOMOCOMHBIX 3abosieBanuil (Tpucomusi 18 u 21 xpomocom). B cBs3M ¢ 3TUM TOpH BBISIBICHUU
TUNOIJIa3UU BHYTPUIICUEHOYHBIX JKEITYHBIX MPOTOKOB ClieAyeT oOpaTUTh BHUMAHKUE Ha XapaKTepHbIe JJIs
ATUX MOPAKEHUN KIUHUKO-Ta00paTOpHbIE MPHU3HAKM W IPOBECTU JIOTIOJIHUTEIbHBIE MCCIIEI0BAHUS.
Wckmiouenre 53Tux 3a00J€BaHUIl CIY)KUT OCHOBaHMEM JUISl YCTAHOBJIEHHS HECHUHAPOMAJIbHOM
(MIuonaTHYECKO) rUNOIIa3uK BHYTPUIIEYEHOUHBIX KEITYHBIX IPOTOKOB.

2.6. Ilporpeccupyromuii ceMmeiHblld BHyTpunedeHouHbli xonectaz (IICBX) — 310 KIitace
XPOHUYECKHUX XOJIECTATHYECKUX 3a00JIeBaHHA TICYCHH, 00yCJIOBIICHHBIX TCHETUYCCKU -
JIETEPMUHUPOBAHHBIM HapYIICHUEM CTPYKTYpPhl KaHAJIBIIEBOW MEMOpaHbI TeMaToOIUTa, MPUBOMISAIIMM K
HaApPYIIECHUIO SKCKPEIUHU YKEITIHBIX KUCIIOT W/WIIN APYIHX KOMIIOHEHTOB ey, Ha ceroaHsnHmii MOMEHT
BoIZIEISIOT 10 12 TumoB [ICBX (Ta6muma 2) [19-27]. Tem He MeHee Hanbosee N3YYCHHBIMH SBIISIFOTCS 5
tunoB: 1 Tun (6one3ns baitnepa), 2 tun (cunapom baiinepa), 3 tun (nedpuuur MDR3-rena), 4 tun
(medurut TIP2 rena), 5 tun (nedunut papuesonanoro penentopa X).

Taomuma 2. Tumns: [ICBX

Tun benoxk (ren) OyHKIUA Oenka
[ICBX-1 FIC1 (ATP8B1) [Tonnepxanne aMMrUHO(POCHOIUTTUIOB MEMOpaH KIETOK H,
B TOM 4YHCJIC KaHAJbIIEBOH MeMOpaHbl TeHNaToIUTOB,
OTBETCTBCHHBIX 32 IKCKPEIUIO KEITYHBIX KUCIOT U JPYTUX
KOMIIOHCHTOB JKEJTUH.

I[ICBX-2 BSEP (ABCB11) DKCKpeIus JKeITYHBIX KUCJIOT U3 TEMaTOLUTOB B JKEITYHBIC
IPOTOKHU

I[ICBX-3 MDR3 (ABCB4) OtBewaer 3a TpaHCHOpT (ocHOTUAUIXONIMHA UYepe3
KaHaJIbIIEBYI0O MEMOpaHy renaToiuTa

I[1ICBX-4 TJIP2 (TJP2) CoenuHsieT TpaHCMEMOpaHHbIE OETIKU MIOTHBIX KOHTAKTOB

C AaKTUHOBBIM  IIUTOCKEJIETOM, HEOOXOJUMBIC IS
AKCKPEIINH JKETUHBIX KUCIOT

I[1CBX-5 FXR (NR1H4) TpancnoptupoBka  Oenka  BSEP w3 DJIIP B
IIa3MaTuYeckylo  MeMmOpaHy,  OTBETCTBEHHOTO  3a
OKCKPEIHIO )KETUHBIX KUCIOT

IICBX-6 SLC51A/OSTa(SLC51A) PeabGcopOimu sKeTUHBIX KUCIOT B KUIIIEYHUKE

IICBX-7 USP53 (USP53) SABnsiercss OenkoM TMIOTHBIX KoHTakToB TJP1 m 2,
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Y4YaCTBYIOUIMX B KCKPEIMH KEITUYHBIX KUCIOT

I[1CBX-8 KIF12 (KIF12) Perynmupyer mMONSpHOCTH TENAaTOIMTOB M MPOLIECCHI
BHYTPHKJICTOYHOTO TPAHCIIOPTA.

I[ICBX-9 ZFYVE19 (ZFYVE19) HeunsBecTHO, MOKET PEryMpoBaTh MOJISIPHOCTh PECHUYEK
Y XOJIAHTHOLIUTOB

[ICBX-10 |MYOS5B (MYO5B) Y4yBCTBYET B MOJSIPU3ALMU SIUTEIHAIBHBIX KIETOK, a
takoke Jokanuzanun BSEP Ha kananbiieBoit MemOpane

I[ICBX-11 |SEMATA (SEMATA) HeusBecTHO, = MOXET  pEryaupoBaTh  AKCIPECCHIO
KaHAJIbIIEBBIX MEPEHOCYUKOB JKESITYHBIX KUCIIOT

I[ICBX-12 | VPS33B (VPS33B) Perymupyer moNApHOCTH TeMaTONUTOB U (QYHKIHH
JKEITYHBIX KaHAJIBIICB.

Hapymienne skckpenuu >KeT4HBIX KHUCIOT W/WIM APYTUX KOMIIOHEHTOB KEJYH MPUBOJIUT K MX
HaKOIUICHHIO B remarouurtax. Jlocturas OmpenereHHOW KOHIEHTPALMM B TeNaTOLMTAaX, KOMIIOHEHTBI
MKEITYU BBIXOJST B KPOBb, OKa3bIBas MpHU 3TOM ToKcudeckoe aeiicteue. OrcyrcTBue win aeguuut KK B
KMILIEYHHUKE IIPUBOJUT K HAPYIICHHIO IIPOLIECCOB BCACHIBAHMS JKUPOB U )KMPOPACTBOPUMBIX BUTAMUHOB.

2.7. HapymieHne CHHTE3a J>KEIYHBIX KHUCIOT BCIEACTBAE (PEPMEHTONATHH — TPYIIA pPEIKHX
HACJIEICTBEHHBIX 3a00JIEBAHUM, B OCHOBE KOTOPBIX JISKUT AeUIUT (hepMEeHTa, IPUHUMAIOIIETO yyacTue
B CHHTE3€ MEPBHYHBIX JKEITUHBIX KHUCIOT. B 3aBucuMocTH oT neduuurta TOM WM MHOM (pepMeHTHOH
CUCTEMBI BBIACNAIOT 9 3aboneBaHuil, A 2-X U3 KOTOPHIX OMKCaHa MaHU]ecTalus B HEOHATAJIbHOM
nepuoe (Tadbsmia 3).

Tabnuma 3 BpoxxneHHble HapyIIEHUsI CUHTE3a KEMTYHBIX KHCIIOT, MPOSIBIAIOIMINECS HEOHATAIbHBIM
X0JIECTa30M

DepMeHT MeTaboauThl B MOYE I'en
Hedbunur 3-okco-7a-THapokcu-4-xoneBas and 3-okco- | AKR1D1
A4 3 OKCI/ICTepOI/Il{-S-B-pGHYKTaBBI 7a, 12a-muruapoKCcH-4-X01eBast KUCIOTHI

Tedurur 3B-ruapokcu-C27-crepoun |Konbroratsr cynbhara u riaakocyiabdara 3b- | HSD3B7

OKCHJIOPEIYKTa3a TUJIPOKCHU-DS JKEIUHBIX KUCIOT

Hedpunur depmenta, npuHuMmaromiero ydactue B cuHTe3e JKK, mnpuBoauT K HaKOIIIEHUIO
MIPOMEXYTOYHBIX MPOAYKTOB HUX CHHTE3a. OTH COCIUHEHUS HE IMOCTYNaloT B KUIICYHUK U
HaKalIMBaloTcs B remnarouutax. [Ipomexxyrounsie mpoaykTsl cuHTe3a JKK, mocturas omnpeneineHHON
KOHIIEHTPALIMK B TeMaTOLUTaX, BHIXOISAT B KPOBb, OKa3bIBas MPU ITOM TOKCHYECKOE JCHCTBUE, MPEKIE
Bcero, Ha renaroiuthl. OtcyrcTBue KK B kuiieuHnke NpUBOAUT K HAPYHICHUIO MPOLIECCOB BCACHIBAHUS
1, B TOM YHCJI€ BCACBIBAHUS KUPOPACTBOPUMBIX BUTAMUHOB.

1.3. dnupemmonorna 3aboneBaHMA WUNM COCTOSAHUA (rpynnbl 3aboneBaHun wunu
COCTOSIHUN)

PaCHpOCTpaHCHHOCTB CUHApOMA XoOJieCTa3da 3aBHCUT OT 3THOJIOTHH. SHHHCMI/IOHOFI/I}I HCKOTOPBIX

3aboneBanuii ykazana B TaOmune 4 [6]. CymmapHas yactoTa BcTpedaeMocTH cocrtaBiseT 1 Ha 2500
HOBOPOXIeHHBIX [21, 28].
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Tabmuuma 4. PacmpocTpaHeHHOCTb HEKOTOPBIX  BPOXKACHHBIX — 3a00J€BaHUN TEUYEHH U
MeTaboINYeCKUX 3a00JIEBaHUH, COITPOBOXKIAIOIINXCS HEOHATAIBHBIM X0JIECTa30M.

3aboneBanue YacToTa BCTPEUaeMOCTH
XounecTaTndeckHe 3a00JIeBaHUs 1:2500
bunmnapnas atpe3ns 1:8000-1:21000
CunpoM Anaxusuis 1:30000-50000
[Iporpeccupyroniuii ceMeHbIN BHYIPUIIEYEHOYHBIN XIOJIECTa3 1:7000
HeoHnatanbHbIi T€BI0XPOBIATO3 < 1:1000000
MyKOBHCIIHI03 1:2000
Hedunut atbda-1-aHTHTpUIICHHA 1:1800
Metabonuueckue HapylIeHUs 1:1800
®dpykrozeMust 1:20000
l"atakTo3emus 1:63000
Tupo3HHeMus 1:100000-1:120000
[lepoxcHCOMaNBbHBIE HAPYIICHHUS 1:25000
JInzocomarnbHbIe 00JIE3HN HAKOTUICHHS 1:130000-1:150000
- bone3np Hubranna-IIuka tim C 1:500000
- bone3np Bonpmana
MuToxoHIpuanbHbIe 00JIE3HU 1:20000 cpenu nereit muasiie
16 ner

1.4. OcobGeHHOCTM KoaAupOBaHMA 3aboneBaHMA WM COCTOSAHUA  (rpynnbl
3aboneBaHun unu coctosiHMi) no MexayHapooHOM CTaTUCTUYECKOM Knaccudmkaumm
6ones3Hen n npobnem, CBA3aHHbLIX CO 340POBbLEM

P58.2 HeonaranpHas xentyxa, o0ycioBiieHHas HHOEKIuen

P58.4 HeonaranpHas xentyxa, 0OyCIOBJICHHAs JICKAPCTBEHHBIMH CPEICTBAMHU WM TOKCHHAMH,
nepeleaiMy U3 OpraHiu3Ma MaTepu Wid BBEJICHHBIMU HOBOPOXKICHHOMY

P59.1 Cunapom cryiieHus xeadu

P59.2 HeonaranbHas xeaTyxa BCJICACTBUE IPYTUX U HEYTOUYHEHHBIX MOBPEXKACHUN KIETOK NIEYEHU

BriocnencTBun npu yro4HEHWH NMPUYMHBI HEOHATAJIbHOIO XOJIECTa3a KOJIMpOBaHUE 3a00JIeBaHUS
TpaHCPOPMUPYETCSI B COOTBETCTBYIOIINI KOJI BBISIBICHHON HO30JIOTHH.

1.5. Knaccucmkauma 3aboneBaHUss UNU COCTOSAAHMA (rpynnbl 3aboneBaHUn wunu
COCTOSIHUN)

Ha cerogssuisauii MOMEHT KJ'IaCCI/I(i)I/IKaHI/II/I CUHJApPOMaA X0JICCTa3a Y HOBOPOKIACHHBIX OTCYTCTBYCT.

1.6. KnuHnyeckas KapTMHa 3aboneBaHUA UK COCTOAHUSA (rpynnbl 3aboneBaHun unu
COCTOSIHUN)

KnuHnyeckne mNposBICHMS TPAaH3UTOPHOTO CHHIPOMA XOJecTa3a BKJIKOYAIOT JKEITYXYy C
3€JIEHOBATBIM OTTEHKOM, YBEIMUYEHHUE PA3MEPOB IEYEHM, HACBILIEHHO MKEJITBIM LIBET MOYH, SIHM30]bI
axoJIMM CTyNla, DPa3BUTHE KOTOPBIX OTMeuaeTcs Ha (oHe mnepuHaTaibHOW martojoruu. Ilo Mepe
yAy4IIeHUs] OOLIEro COCTOSIHUA pPEeOEHKAa U pa3pelieHHs OCHOBHOTO 3a0o0JieBaHMs, B OOJBIIMHCTBE
ClIydaeB INPOUCXOJIUT INOCTENEHHOE yMEHbIIEHHE XoJiecTaza. OIHAKO OCTATOYHBIE €r0 SIBJIECHUS MOTYT
COXPAHATHCA B TE€YEHHUE JUINTEIBHOIO BPEMEHH, 10 6-8 MECSIIEB )KU3HMU.

Heonartanphbplii rematuT B OOJIBIIMHCTBE CIIydyaeB  SBISETCS OJHUM U3  TNPOSBICHUN
reHepaTN30BaHHON WHGeKkuHu, Xota Oosiee yem B 50% ciydaeB npu BHYTPUYTPOOHOW HH(DEKInU
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M3MEHEHHsI TIE€YCHN HOCAT PEaKTHBHBIM Xapakrep. KiMHHuYecKre MpOsBICHUS MPU TelaTHTE BKIIOYAIOT
HapyleHne oOIIeTr0 COCTOSIHUSA, MPU3HAKK MH(EKIIMOHHOTO MPOIecca, JKENTYXy, YBEIUYCHUE Pa3MEpOB
MEYEHU U CEeJE3€HKH, TreMopparudyeckuid cunjapom u apyrue npuszHaku TORCH cunapoma
(Toxoplasmosis (Tokcorutazmo3), Other infections (apyrue wH(peKkuuu, BKIOYas CU(UIHNC, TENATHT,
BHY.), Rubella (kpacnyxa), Cytomegalovirus (mmromeranoBupyc), u Herpes simplex virus (Bupyc
MPOCTOro repreca)). BoIbIIMHCTBO HOBOPOXKAECHHBIX, MHPHUIUPOBAHHBIX BUpycoM renatuta B mwmm C,
(bopMUpPYIOT OECCHMITOMHOE HOCHTEIBCTBO B TEUYEHHE BCEH JKU3HU WM TEPBUYHO XPOHHUYECKHMA
reraTuT.

[TanmenTsl ¢ OwinMapHOW aTpe3veil B OOJIBIIMHCTBE CIIy4aeB pPOXKIAIOTCS JIOHOLIEHHBIMU C
AQHTPOTIOMETPHUYECKUMH  IMOKA3aTeNsIMU, COOTBETCTBYIOIIMMHU  (U3HOJOTHUecKoi Hopme. JKenrtyxa
MOSIBIISIETCS HA 2-3-U CYTKH KH3HH, T.€. B OOBIYHBIC JUTS (PU3HOTOTHUYECKON KENTYXH CpOoKu. [IpumepHo y
2/3 OONBHBIX OTMEUAIOT HAJTMYME '"CBETIIOrO0 MPOMEXYTKA" YMEHBIIEHHE WHTEHCHUBHOCTH KENTYXH K
KOHIly 1-2-ii Hemene >KM3HM C TIOCIEAYIOIIMM IIOCTENICHHBIM €€ HapacTaHHEeM U TIOSBJICHHUEM
3€eJIEHOBATOr0 OTTEHKAa KOKU K KOHIy 1-ro mecsma. Axonusi cTyiaa — HauboJiee paHHMM M MOCTOSIHHBIN
KIMHAYECKUH Tipu OoJie3Hu. Ee TMOsSBICHHIO YacTO MpEANIecTBYET OTXOXKJeHHe MeKoHus. [Ipu orenke
[[BETa CTy/la CIeJyeT TakKe IOMHHUTh, YTO TpPU HCIIOJIb30BAaHUH HEKOTOPHIX JICYEOHBIX CMeced C
I00aBIIEHUEM CpPEIHEIETOYCYHBIX TPUTIHMIIEPHIOB, YKBUBAIEHTOM OOECIIBEUEHHOTO CTYyJIa MOTYT OBIThH
pa3Hble OTTEHKH Ceporo IBeTa. XapakTepHo Uil BA OTCyrcTBHE remaToMerajiuu Mpu POXKIACHUU C
MOCIIEAYIONUM yBEIHYEHHEM pPa3MEpOB TMEYCHU W M3MEHEHHEM €€ KOHCHCTEHIIMH OT DJIACTUYHOH 10
IUJIOTHOM B TEYEHUE NEPBbIX JBYX MecsaleB xXu3HU. K Bo3pacty 1 Mecsia BO3MOXKHO pa3BUTHE
reMopparu4eckoro cusapoma (kpoBotounBocTh cinu3ucThiX JKKT, mynouHoil paHku, BHyTpHUUEpeHOE
kpoBomziusiane). K Bo3pacty 1-2 MmecseB )U3HHU, Kak MPaBHIIO, GOPMHUPYETCS ASPHUIUT Beca, CTENCHb
BBIPQ)KEHHOCTU KOTOPOTO 3aBUCUT OT BUJAA BCKapMiuBaHUs pebeHka. Haunbouee BbipaxeHHbIH geuuut
OTMEYalOT MpH TIPYAHOM  BCKapMJIMBaHMM WJIM  HCHOJB30BAHUU  HUCKYCCTBEHHBIX  CMecCeH,
IIpEeJHA3HAYCHHBIX AJIS IUTaHMs 3/I0POBBIX HOBOPOKIEHHBIX. [Ipy Mcnonb30BaHNM 1€4eOHOTO MUTAHUS,
BBICOKOKAJIOPUIHOTO, ¢ YAaCTUYHBIM PACILEIUIEHUEM Pa3IMYHBIX COCTAaBJIAIONMUX, JE(PUIUT Beca MOXKET
OTCYTCTBOBATh UM ObITh MUHMMAJIBHO BBIPAQ)KEHHBIM. be3 XUpyprudeckoro jgeueHus yxe kK 5-6 mecauam
KHU3HU TOSBIIAIOTCS MPU3HAKM MOPTAIbHON TMIIEPTEH3MH, KOTOpas B JaJbHEHIIEM IPOrPECCUBHO
HapacTaeT ¥ CBHICTEILCTBYET O (POPMHPOBAHUH OHIIHapHOTO muppo3sa [15, 29].

Knuauueckue nposiBieHUs] KUCThI OOLIEro KeIYHOro MPOTOKa MOYKHO HAaOMIOAATh NPU HApyLIEHUH
IPOXOAMMOCTHU JKEIUHBIX IMyTeHd WIM Pa3sBUTHM MH(PEKIMOHHBIX OCJIOKHEHHMH (XojaHruTa). B mepBom
cllyyae KJIMHHUKO-JIAOOpAaTOpHBIE IPOSBICHUS HE OTIMYAIOTCS OT TakoBbIX Ipu BA. Ilpu pasButuu
XOJIaHI'MTa XapaKTepHO COYETaHUWE IPU3HAKOB BHENEUYEHOYHOIO0 XOJjecTa3a C BOCHAIUTEIbHBIMU
n3MeHeHusiMA. Ilpu 3TOM B KIMHHMYECKOM KapTHHE OTMEYAalOT IIOBBIIIEHHE TeMIepaTypbl Tena,
yXyIIeHHe 00IIEero CoCTOIHus u Apyrue cummnromsl [30].

IIpu cunapoMe Anakuiuis XoJiecTa3 MOSBISETCS B HEPHOJ] HOBOPOXKAECHHOCTH, PEKE B TEUCHHE
NEPBbIX MecAlLeB KU3HU. OTMEUaeTcs JKeNTyxa ¢ 3€JeHOBAaTbIM OTTEHKOM KOXKH, YBEJIMUEHHUE pa3MepoB
[I€YEHH, HEMOCTOSIHHAS axOJMsl CTysa, TEMHBIM 1BeT Mouu. B nanpHeimem, nocie 4-6 mecsueB KU3HH,
Ha0JII0/1al0T YMEHbILIEHUE WJIM HCUYE3HOBEHHE JKENTYyXH, HOpMAJIU3alUI0 [[BeTa CTyla U Moud. OpHako
MOSIBJISICTCSI KOXKHBIN 3yJ], KOTOPBIN B JalbHENIIEM YCHIMBAETCS U, CTAHOBUTCS BEAYLIUM KIMHUYECKUM
CHMIITOMOB 3a00JICBaHMsI, TOT[a KaK Ipyrue MposBICHUS UMEIOT IepeMekaronuiics xapakrep [ 31-34].

KnuHMueckMMH TMpOSBICHUSMHU MPOTPECCUPYIONIET0 CEMEWHOTO0 BHYTPUIIEYEHOUHOI'O XOJecTasa
SBIISIFOTCS JKEJITyXa, HEIOCTOSHHAs aXOJUs CTyNa, XapaKTEepHBIM SIBISIETCS paHHEE, B TEUCHHE MEPBBIX
MECSIIEB JKU3HHU, MOSBICHHE KOXKHOTO 3yna. bonpmmucTBo u3 tunoB [ICBX xapakrepu3yroTcsi HU3KOM
akTuBHOCTBIO ['T'T [26, 27, 35]. OcHOBHBIE XapakTepuCTUKU pazanyHbiX THUNOB [ICBX npencraBieHs! B
Tabmue S.
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Tabmuna 5. OCHOBHBIE XapaKTEPUCTHKH MPOTPECCHPYIOMIEI0 CEMEHHOr0 BHYTPHUIICUYCHOYHOTO
XoJecrasa

Tun [ICBX 1 Tun 2 Tun 3 tun 4 Tun S Tun
Manudecranus | HCOHATaIbHBIA | HCOHATATBHBIA | HEOHATAIBHBIN |HEOHATANBHBIM | HEOHATATBHBIN
MIEpUO/I/TIEPBEIE | IEPHOJ/TIEPBBIC | IEPUOJI/PAHHUI | IEPUO/I/TIEPBEIE | IEPHO/TIEPBHIE
3 mec. 3 mec. BO3pacT 3 mec. 3 mec.
3ya CUJIbHBIN CUJIBbHBIN YMEPECHHBIN CHJIbHBIN/yMepe | CHIIbHBIN/ yMepe
HHBIN HHBII
VYposens ITT |HOpManbHBIH HOPMAaJIBHBIN IIOBBIIIEH HOpPMAaJIbHBIN/HE | HOPMAJIbHBIN
MHOT'O
TTOBBIICHHBIN
YpoBeHb HOPMaJIbHBIN HOPMAaJIbHBIN MOBBILICHHBIN/H | HOpMaJIbHBII HOPMAaJIbHBIN
X0JIECTEPUHA OPMAaJIBHBIN
[Iponudepauus |HeT HET €CThb HET €CTh
KIT
Yposens KK B | 04eHb BBICOKUI | 0O4EHB BHICOKUH | BRICOKHIA BBICOKU I BBICOKUH
KpOBU
BuenedenouHs! | muapes, HET HET HEBPOJIOTUYECK | JUapest
€ IPOSABJICHUS | TAHKPEATUT ue u
HEMpOCEHCOpHA pecnupaTopHbIe
A TIIyX0Ta, HapyleHns
HH3KOPOCIIOCTh
Puck pasButus |Her renaToLeIIIoNs | HET renaToLeIroNs | HET
OHKOJIOTMYECKHU pHas pHas
X 3a00J1€BaHUI KapIIMHOMAa/XOJT KaplnHOMAa
renaroouInapH AQHTMOKapIIMHO
01 CHCTEMBI Ma

[Ipu HapylieHHH CUHTE3a JKETUHBIX KUCIOT MOSBICHHE NEPBBIX MPU3HAKOB 00JIE3HH OTMEYAeTCs B
MEepUOJIE HOBOPOXKJIEHHOCTH, peXe B TEUEHHE IMEpBBIX MecsueB >Ku3HU. OTMmedaercs KenTyxa,
rernaroMeraius, TeMHbIH IIBET MOYH, HEMOCTOSIHHAS axoJMs CTyja. XapaKTepHa AUCCOLMALMS MEXIY
Hu3kuM ypoBHeM ['TT u xonecreprHa CHIBOPOTKH KPOBU U MOBBIIICHHEM JIPYTUX MapKepOB XOJecTasa,
3HauntenbHOoe moBbiieHHe AJIT m ACT. XapaktepHo HapyiieHHUE O€IOK-CHHTETHYECKOW (QYHKIIUH
neyeHu (CHIWwKeHue anboymuua, XO, ¢ubpunorena, [ITH, noseimenne MHO u apyrux mokasartenei).
[Ipu MopdonoruyeckoM HUCClIeOBaHUM OHOMNTATa MEYSHH OTMEYAIOTCS MPU3HAKU MPEUMYIIECTBEHHO
BHYTPUIICUEHOYHOI'O XOJIECTa3a, TMTAaHTOKJIETOYHAs TpaHc(opMmalus TemnaTtoluTOB U JAe30pTraHU3alUs
MEYCHOYHBIX JOJEeK. XapaKTepHO TaKKe OTCTaBaHHE JeTell B (U3NYECKOM Pa3BUTHU U COCTOSIHUSA,
CBS3aHHBIE C JAe(PUIUTOM >KUPOPACTBOPUMBIX BUTAMHUHOB. BO3MOXHO pa3BUTHE TE€MOPPArHuecKOro
CHUH/IpOMA.

2. [OwarHoctuka 3aboneBaHuss UMM COCTOSIHMA (rpynnbl 3aboneBaHun wnu
COCTOSIHUW) MeAULMHCKME MOKa3aHUA M NPOTMBOMOKAa3aHMA K NMPUMEHEeHUI MeTo[oB
ANarHoCTUKK

Kputepuu yctaHoBneHMA AMarHo03a/CoCTosIHUA:

CuHapoM XoyiecTaza BHE 3aBUCHMOCTH OT ATHOJOTHMM MOXET OBbITh YCTAaHOBIIEH Ha OCHOBAaHUU
MOBBIIIEHUS MpsIMOTO OminpyOuHa Gonee yem Ha 20% oT ypoBHs obuiero wiu 6osiee 17 MKMOJIB/I y
JieTeli MepBhIX 7 CYTOK >KU3HHU B COUYETAHUU C MOBBIIMICHHEM aKTUBHOCTH MIeN04YHON docdarassr (ILID),
ramma-riayramuntpancdepassl (I'TT), xonecTeprHa U )KeTUYHBIX KUCTIOT.

JlnarHo3 '"HeoHaTaJdbHBIM XoJjiecTas", SBJSIONIMNCA OCJIOKHEHUEM TSKEJIOM BHENEYEHOYHOMU
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NATOJIOTMH, YCTaHABIMBAIOT IPH BBISIBICHUH IPEAPACIONATalONUX K €ro pa3BUTHIO (DaKTOpOB U
UCKITIOUEHHsI 00JIe3HEH MeYEeHU U KETYHBIX IPOTOKOB.

2.1. XXanoObl U aHaMHe3

- Pexomenmyercs mpoBecTm cOOp aHamMHe3a U Jkano0 Tpu 3a00JICBaHHUSX TICYCHU W
KEITIEBBIBOIAIINX MyTEH BCEM MAalMEHTaM C LENbI0 BBISIBICHHS XapaKTEPHBIX IS CHHAPOMA XOJIecTa3a
npu3HakoB [36].

VYpoBeHb yoeauTenbHOCTH pekoMeHaanuii C (YypoBeHb IOCTOBEPHOCTH JIOKA3aTEeIbCTB — 5)

KomMMeHTapuu: y poauteneil MOryT OBbITh KajloObl Ha XKEJNTyXy, 0OECLBEUEHHBIH CTYJ, Malylo
puOaBKy B BECE U POCTE, CPHITMBAHUS Y peOCHKa.

- PexomeHmyeTcs TpoBeCTH aHaNM3 HACIEACTBEHHOIO aHaMHE3a BCEM ITalMeHTaM C IIeJbI0
BBISIBIICHUS CXOJIHBIX CJTy4acB 3a00JI€BaHUS y POACTBEHHUKOB [37].

YposeHs yoeautenbHOCTH pekoMeHraaiuii C (ypoBeHb JOCTOBEPHOCTH J0KA3aTEIILCTB — D)

KommeHnTapuu: npu cbope aHamHe3a HEOOXOAMMO 00paTUTh BHUMAHNE HAa HAJIMYKUE OTATOLEHHOTO
ceMeHHOro aHaMHe3a (POJICTBEHHBIA Opak, CXOJIHbIE clydan 3a00JIeBaHUs y POJIHBIX OpaThEeB U CECTEP);
HAJIMYHE POJICTBEHHHUKOB C TIATOJIOTHEH TIEUeHH, IIOYEYHON HEIOCTATOUYHOCTHIO, & TAKXKe CITydan THOeIH
OT TIEYEHOYHOH HEJJOCTATOYHOCTH B CEMBE.

- Pexomenmyercst mpoBecTr cOOp aHAMHE3a M KOO TEpanmeBTHUYECKHI BCEM MAalMEHTaM C IIeITbI0
BBISIBJICHUS] 0COOCHHOCTEH TeUEHHSI MAaTOJI0rMYecKoro mporecca [36].

VYposeHs yoeautenbHOCTH pekomeraaiuii C (ypoBeHb JOCTOBEPHOCTH J0KA3aTEIILCTB — D)

KomMmeHTapuu: y TamMeHTOB C CHHIPOMOM XoJiecTa3a B JeOI0Te CleyeT OTMETHTh CpPOKH
MOSIBIICHUS JKENTYXH, 00SCIIBEYCHHOTO CTYJa, rernaroMerainy 1 cruieHoMeranuu. [Ipu cOope aHamHesa
BBISBIISIFOT TTaTOJIOTHUYECKUE COCTOSHUSI TEPUHATAIBHOTO TIEpHOJAa W TEPareBTUYCCKHE BO3ICHCTBUS,
CIOCOOCTBYIOIINE HAPYIICHUIO SKCKPETOPHOU (PYHKITMHU TICYCHH.

2.2. dDusnkanbHoe obcnegoBaHue

- Pexomennayercs nmpoBecTH BH3yalbHBIH OCMOTpP TEpaneBTHYECKUH BCEM IMalMEHTaM C LEJbI0
BBISIBJICHHUS TIPU3HAKOB CHHIpOMa XoJiectasa [37].

VYpoBeHb yoeauTeabHOCTH pekoMenaamuii C (ypoBeHb TOCTOBEPHOCTH JIOKA3aTEIbCTB — 5)

KoMMeHTapuu: mpy ocMOTpe MallMEHTOB OLIEHUBAIOT IBET KOKHOTO MOKPOBA U CKIEP, pa3Mephl
MEYeHU U CeJIe3€HKH, IBET CTyla U Moud. HeoOXxoaumMo M3MepeHue NmedeHu Mo TPEM JIMHUSAM — IpaBast
nepeHe-TOoIMBIIIICYHAs, TpaBas CPEAHCKIIIOUNYHAS U cpenuHHas TuHUHM. Cele3eHka MalbIupyeTcs Mo
JIEBOM TepeHe-MOAMBIIIEYHON JIMHUU. B ciaydae KUCTBI OOLIEro »KeMYHOro MpOTOKa MpH MajbHaluu
KUBOTA B MIPABOM I0Apedephe MOKHO ONPEEIUTh 00BeMHOE 00pa30BaHUE.

2.3. llabopaTopHblie AMarHocTu4eckme nccrnegoBaHus

- Pexomennyercs mpoBeneHHe oOmIero (KIMHMYECKOTO) aHalIM3a KPOBU PAa3BEPHYTOrO BCEM
MaIyueHTaM C IeIbI0 BBISIBIICHUS MTaTOJIOTHIECKUX H3MeHeHwuid [ 36, 37].

VYpoBeHb yoeauTenbHOCTH pekoMeHaaruii C (ypoBeHb TOCTOBEPHOCTH JIOKA3aTEIbCTB — 5)

KoMMeHTapuu: y HOBOPOXKAEGHHBIX C TsDKENOW NepUHATalIbHON MaTosiorued, WH(GEKIHOHHBIM
MOpaXEHUEM TIEYCHHU, a TaKXKe MPHU Pa3BUTUU TUMEPCIUICHU3Ma OTMEYAIOTCS aHEMHUS, TPOMOOIIUTOTICHUS

U Jap.

- PGKOMCH,Z[yeTCH BCEM nanmueHTamMm MMPOBCACHUC aHajIn3a KpOBH OMOXUMHUYECKOTO
O6H_IeTepaHCBTI/I‘-ICCKOFO (I/ICCJ'ICI[OBaHI/IC YPOBHA O6IJ_[CFO Ocnka B KpOBH, HCCICAOBAHHUC YPOBHA
aJ'IL6YMI/IHa B KpOBH, HCCICAOBAHUC YPOBHHA O6H_ICFO 61/IJII/Ipy6I/IHa B KpPOBH, HUCCIICOAOBAHHUC YPOBHA
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OunupyOnHa CBOOOJHOTO (HEKOHBIOTUPOBAHHOTO) B KpPOBHU, HCCIEAOBAHHE YPOBHS OMIMpyOHHA
CBSI3aHHOT'O (KOHBIOTMPOBAHHOI'0) B KPOBHU, MCCIEAOBAHUE YPOBHS KpEaTMHUHA B KPOBH, UCCJIEI0BAaHUE
YPOBHSI MOYEBUHBI B KpPOBHU, HCCIIEIOBAHHE YPOBHS IJIIOKO3bl B KPOBH, HCCIEIOBAHUE YPOBHS
TPUIIULEPUIOB B KPOBU, UCCIEJOBAHUE YPOBHS XOJIECTEpPUHA B KPOBH, MCCIEAOBAHUE YPOBHS Kalus B
KpOBH, HCCIIEIOBAaHHE YpPOBHS HATpHsl B KPOBM, MCCIEIOBAHUE YpPOBHS OOIIEro KajiblUsl B KPOBH,
WCCIIeIOBAaHUE  ypPOBHA  HeopraHmdeckoro ¢ocpopa B  KpOBH;  OINpEACICHHWE  aKTHBHOCTHU
JIAKTaTAECTUAPOTEHA3bl B KPOBH, OIPENEICHUE AKTUBHOCTH KPEAaTMHKHMHA3bl B KpPOBH, OIIPENEICHUE
aKTUBHOCTH acrnapraTaMHUHOTpaHchepasbl B KpOBH, OIpe/esieHue AKTUBHOCTH
allaHMHAMHUHOTpaHc(depassl B KPOBH, ONPEACTICHNE aKTUBHOCTH raMMa-TIII0OTaMIIITpaHc(depasbl B KPOBH,
OTIpe/ieNIeHNe aKTUBHOCTU IEIOYHOH (ocdara3pl B KPOBH, MCCIEAOBAHUE YPOBHS Kelle3a CHIBOPOTKH
kpoBu) [13, 36-38] [96-97].

Yposens yoeautenbHOCTH pekoMenaaiuii C (ypoBeHb JOCTOBEPHOCTH J0KA3aTEIILCTB — 5)

KoMMeHTapuu: A CHHIpOMa XoJiecTa3a MaTOTHOMOHMYHO MOBBIIIEHHE MapKepoB XOJiecTasa:
ypoBHsl Tipsimoro OwmiupyOuna, aktuBHOCTH II®, I'TT, XonectepuHa MU >KETYHBIX KHUCIOT. BaxHo
OTMETHUTh, YTO MOKa3aHUEM JIsi 00CIeIOBaHUS HOBOPOXK/IEHHOTO ISl UCKIIIOUEHHS] OMIMapHOM aTpe3uu
U IPYTUX XOJECTAaTUYECKUX 3a00JI€BaHUI NMEYEHHU SBJIAETCS MOBBIIIEHUE YPOBHS MpPSIMOro OmMianpyOuHa
BbIle 17 MKMOJIB/I y HOBOPOXKAECHHBIX 10 JBYX HEJENb KHU3HU, BHE 3aBUCUMOCTH OT YPOBHSI OOLIETo
OunupyOuHa, a y MallMeHTOB CcTapllle BYX HeAeb KU3HU YPOBEHb MpsMOro OuinnpyouHa > 17 MKMOJIb/1
IpH ypoBHE o01iero OmnnpyonHa MeHee 85 MkMoub/1 min 6osee 20% oT ypoBHA oOuiero OminnpyouHa
pu ypoBHE obmiero Oumupyouna 6osnee 85 mxmouns/n. [Ipu OonbmnucTBe THNOB TICBX, a Takke mpu
BPOJKJICHHBIX HAPYIICHHUSIX CHHTE3a )KESITIHBIX KUCIIOT XapaKTepHa JUCCOIHAIIHS MKy HU3KHM YPOBHEM
I'TT u noBeIIEHHEM IPYrUX MapKepoB xoJiecTasa (mpsmoro ounupyouna, [1D).

[Ipu TpaH3UTOPHOM XOJI€CTa3e y HOBOPOXKJIEHHBIX YaCTO OTMEYAIOT OTCPOUYECHHOE (IT0 OTHOIICHHIO
K X0JIeCcTa3y) MOBBIIMICHHE (PEPMEHTOB 1uTOIM3a MeHee ueM B 6-8 pa3. OtHomenue AJIT/ACT menee 1.
[Tokazarenu, oTpaxkaronuue CHHTETHYECKYIO (YHKIMIO TeueHrn (aabOyMHH, XOJIMHACTEpasa), Kak
MIPaBUJIO, HE U3MEHSIOTCSI.

[Ipu BA creneHp MOBBIINIEHUST MapKepoB XoJieCTa3a B JAMHAMHMKE HapacTaeT OT MHHHMAJIBHOTO
MOBBIIICHUS] B TEUEHHE NEPBBIX 2-3 HEAENb XU3HU 1O 3HAYNUTEIBHOTO MOBBINIEHUA K 2-3 Mecsuam;
aktuBHOCTh (epmeHToB nuronusa (AJIT, ACT) nmpu BA mnoBblmaeTcss yMepeHHO, M, Kak TPaBHIIO,
oTcpoueHO. B GomnbIIMHCTBE cy4yaeB B T€UEHHE MEPBHIX 2-3 Helelb MOCe POXKICHUS TH MOKa3aTelu
OCTal0TCA B Mpejiesiax HOPMBI U 3aT€M MOCTENEHHO MOBBIIIAIOTCS; YPOBEHb aTbOYMUHA, XOJIUHACTEPA3Hl,
OTpaXkarollle CUHTETUYECKYI0 (YHKIMIO MEeYeHH, HAa PaHHUX cpokax Oosie3HH (B TeueHHe NepBbIX 3-4
MeC. )KU3HH) HE U3MEHSIOTCS.

Jlis  HeoHaTanpHOro remaruta WHQGEKIMOHHONM MPUPOJbI, TOMHMMO TOBBIIICHUS MapKepoB
xoJiectasa, xapakrepHo nossimenue AJIT, ACT 6onee yem B 8-10 pa3, cootHomenue AJIT/ACT Gosnbiire
l; a Takxke HapylieHHE CHUHTETHUECKOW (YHKUMU TEUEHU: CHIDKEHHE anbOyMHHA, XOJIMHICTEPA3bl,
¢ubpunorena, I[ITU wu npp. HccrnenoBanwe akTUBHOCTH KPEATUHKUHA3BI IPOBOJIUTCS C LEJIBIO
g depeHnnaibHOro TUarno3a ¢ 3a00J1eBaHUsIMU, IPOTEKAOIIUMHU C CHHAPOMOM IIMTOJIH3A.

HccnenoBanue MOYEBMHBI U KpEaTHHHHA MPOBOJUTCS C IIENBI0 UCKIIOUYEHHUS MOPAKEHUS TMOYEK,
KOTOpOE€ MOXKET COMYTCTBOBAaTh HACIEACTBEHHBIM 3a00JIEBaHUSM TI€UYECHU, TAaKUM, KaK CHHAPOM
ANaxuiis, Korja aHOMallMM pa3BUTUA TOYEK HEPEAKO NPHUBOAST K PAa3BUTHIO IOYEYHOU
HEJ0CTaTOYHOCTH.

- PexkomeHayercss BceM TalMeHTaM HCCIIEJIOBAaHMWE KOArylorpaMMbl  (OpPUEHTHPOBOYHOE
UCCIIEJOBAaHUE CHCTEMBI TEMOCTAa3a) C OTpeIeNICHHEM TPOTPOMOMHOBOTO MHEKCA, YPOBHS (PMOpHHOTeHa,
IPOTPOMOMHOBOTO  (TpOMOOIIITACTHHOBOTO) BPEMEHHM B KPOBH, aKTHBHPOBAHHOTO YaCTHYHOTO
TPOMOOIIIIACTHHOBOTO BPEMEHH, TPOMOMHOBOTO BPEMEHH B KPOBH, MEX/IyHAPOJHOTO HOPMAJIH30BAaHHOTO
OTHOIIICHUS] BCEM MAIMEHTaM C IIeJbI0 MCKIIOYCHUS BUTAMHH-K-3aBUCHMOI KOAryJomaTHH W OLECHKH
CHHTETH4ecKoW (pyHKIMU niedenu [39].

VYpoBeHb yoeauTenbHOCTH pekoMeHaanuii C (ypoBeHb TOCTOBEPHOCTH JIOKA3aTEIbCTB — 5)
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Kommenrapun: BuTamuH-K-3aBHCHMasi  KOaryjiomaTHs  MOKET TPOSBIATHCS — CHIDKEHHEM
npotpombuHoBoro uuaekca (I1TH) (ynmuuenue npotrpomOunoBoro Bpemenu (I11B)) n/unu noeimennem
MEXyHapoAHOTro HOpMann3oBaHHOTO oTHomieHuss (MHO), uTo cBsi3aHO € HapylIeHHEM MPOIECCOB
BcachiBaHusi BuTamuHa K B kumieuynuke. /laHHbIe M3MEHEHHs, Hapsay CO CHI)KEHHEM (UOpHHOTEHa,
MOTYT BO3HHKATh MIPU PA3BUTUHU MIEYCHOYHO-KIETOYHON HEIOCTATOYHOCTH.

- PeKOMCHIIyeTC?[ HCCICOOBAHNEC ypOBHSI JKCIIYHBIX KUCJIOT B KpOBI/I BCEM ITAIIMCHTAM C CI/IHI[pOMOM
Xo0JIecTasa ¢ LEeNbI0 OIICHKH TSHKECTH TeYCHHUs CHHApoMa xosecrasa [13, 29, 36, 37].

YposeHs yoeautenbHOCTH pekoMenaaiuii C (ypoBeHb JOCTOBEPHOCTH J0KA3aTE/IbCTB — 5)

KOMMGHTapI/II/II HUCCICOIOBAHUC HpOBOI[I/ITCH HpI/I HaJIMUnun COOTBCTCTByIOHIefI BO3MOXKHOCTH B
YUPEKICHUU.

- PexomeHnayercs mpoBeCTH KOMIUIEKC MCCIEIOBAHUM JJIi TUArHOCTHKU HapylleHuN (QyHKIUU
IIUTOBUTHON KeJe3bl BCEM HOBOPOKJIEHHBIM C CUHJIPOMOM XOJIECTa3a C LEIbI0 BBISBICHUS UX AehuiuTa
[37, 40].

VYpoBeHb yoeauTenbHOCTH pekoMeHaanuii C (YypoBeHb IOCTOBEPHOCTH JIOKA3aTEeIbCTB — 4)

KoMMeHTapuu: KOMIUIEKCHI MOTYT BKIIOYaTh B ce0sl HCCIEAOBAHHWE YPOBHS CBOOOJHOIO
tpuitoaTuponuHa (CT3) B kpoBu, ypoBHS cBoOogHOTO THpokcuHA (CT4) CHIBOPOTKHM KPOBH, YPOBHS
tupeotpornHoro ropmona (TTI') B kpoBu.

- VYV HOBOPOXJIEHHBIX C TUIOTJMKEMHUEH B COUYETAHMHM C CHHAPOMOM XOJIECTa3a PEKOMEHIYETCs
KOMIIJIEKCHOE OMpeJiesieHne KOHIIEHTPAlMH TPOIHBIX TOPMOHOB (MCCII€0OBAHUE YPOBHS THPEOTPOITHOTO
ropmoa (TTI)) B KpoBM, HCCIEIOBaHUE YPOBHS aJPEHOKOPTUKOTPOITHOTO TOPMOHAa B KpPOBH,
HCCIIEIOBAaHUE YPOBHS COMATOTPOMHOIO FOPMOHA B KPOBH) C II€JIbIO MCKIIIOYEHHS] TUIOMMUTYUTapU3Ma
[40-44].

Yposens yoeaurenbHoCTH pekoMenaaiuii C (ypoBeHb JOCTOBEPHOCTH J0KA3aTEIILCTB — 4)

- BceM HOBOPOXIEHHBIM C CHHAPOMOM XOJIeCTa3a PEKOMEHIYETCS TPOBEACHUE HCCIICIOBAHUS
AQHTUTEN K MOTEHIUAIBHBIM BO30YIWTEISIM TeraTuTa METooM UMMYyHO(epMmeHTHoro aHanm3a (MDA)
(onpenenenue antuTen K ruromeranoBupycy (Cytomegalovirus) B kpoBH, aHTuTell K BUpycy Kokcaku
(Coxsacki virus) B kpoBH, antuten K Bupycy remaruty C (Hepatitis C virus) B KpoBH, aHTHTEIN K BUPYCY
npoctoro repreca (Herpes simplex virus) B kpoBu, anTuTen k Tokcoruiazme (Toxoplasma gondii) B
KpOBH, aHTHUTEN K OyeqHOM TpemoHeme (Treponema pallidum) B kpoBu mjsi ompeaeneHus 3THOJOTHU
remartuTa [45-47] [48, 49] [98, 99].

YpoBeHb yoeauTeabHOCTH pekoMeHaaiui C (YypoBeHb TOCTOBEPHOCTH JIOKA3aTEeIbCTB — 5)

- Bcem HOBOpPOXKAEGHHBIM C CHHIPOMOM XoOJlecTaza pekoMeHayercss mnpoBenenue [I1[P-
HCCIIEIOBAaHUE KPOBU C IENbIO BBISABICHUS MOTEHIUMAIBHBIX BO30yIUTENIe HEOHATANbHOTO TIemaTUTa
(ompenenenne JJHK Bupyca Omnmreitna-bapp (Epstein-Barr virus) metomom IILIP B nepudepuyeckoii u
MyIIOBUHHON KPOBH, KOJHYECTBEHHOe wuccienoBanue, omnpenenenue JIHK unutomeranoBupyca
(Cytomegalovirus) merogom IIIIP B mepudepuyeckoil U NYNOBUHHOW KpOBH, KOJMYECTBEHHOE
uccnenoBanue, PHK Bupyca renarura C (Hepatitis C virus) B kpoBu metonom IILIP, konuuecTBeHHOE
uccnenoBanue, antureHa supyca remaruta C (Hepatitis C virus) B kpoBu, JIHK Bupyca rematura B
(Hepatitis B virus) B kpoBu metogom I[P, xonuduecTBeHHoOe nccnenoBanue, anturena (HbsAg) Bupyca
renatuta B (Hepatitis B virus) B xpoBu, PHK Bupyca kpacuyxu (Rubella virus) meromom ITLP B
nepudepuyeckoi 1 MyNOBUHHOM KpoBH, KauecTBeHHoe uccienoBanue, JJHK mpocroro repmeca 1 u 2
tunos (Herpes simplex virus types 1, 2) metonom IIL{P B kpoBHu, KoauuecTBeHHOe uccienoBanue, JJHK
tokcorutazmel (Toxoplasma gondii) merogom TP B mepudepuueckoii u mynoBHHHOW KpoBu) [45-47]
[48, 49, 98, 99].

VYpoBeHb yoeauTenbHOCTH pekoMeHaanuii C (YpoBeHb TOCTOBEPHOCTH JIOKa3aTENbCTB — 4)
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- PexoMeH10BaHO OmpeziesieHue aMHHOKHCIIOT U AIMIIKAPHUTUHOB B CYXOM IISITHE KPOBH METOJIOM
TaHJEMHOW MAacC-CHEKTPOMETPHH (KOMILICKCHOE ONpE/ICICHHE KOHICHTPAIlMM HAa aMUHOKHUCIOTHI W
AlWJIKAPHUTUHBI B KPOBH METOJIOM TAaHJICMHOW MacC-CIEKTPOMETPHH) BCEM HOBOPOXKIACHHBIM C
KJIMHUYECKUMH TIPU3HAKAMU XOJIeCTa3a C Iebl0 JUPPEpeHIUATBHON JHArHOCTUKU C JIPYrUMHU
HACJICICTBEHHBIMH HapyleHussMu oOMeHa BerecTs [50-53].

YposeHs yoeautenbHOCTH pekoMenaaiuii C (ypoBeHb JOCTOBEPHOCTH J0Ka3aTe/IbCTB — 4)

KomMeHTapuu: OTCYTCTBUE MATOJOTMYSCKUX OTKJIIOHCHHI MO JJAHHBIM HEOHATAJIbHOTO CKPHHUHTA
HE MCKIII0YaeT HaIW4Yue y peOCHKa METa0OIMYCCKUX HAPYIICHUH W NPHU MPOrPECCUPYIOLIEM CHUHAPOME
XoJjiecTaza TpeOyeT MOBTOPHOTO MPOBEJACHUS, B CBSI3M C BEPOSTHOCTHIO JIOXKHO-OTPHIIATEIBHBIX
pe3yibTaroB. MccnenoBanue npoBOAUTCS MPU HAJTMYUU COOTBETCTBYIOIIEH BO3ZMOXHOCTH B YUPEIKIICHUH.

- PexoMeH/10BaHO KOMILIEKCHOE OTIpeAETICHUE COJePKAHUSI OPraHUUECKUX KUCIOT B MOYE METOJOM
razoBoi xpomarorpaduu ¢ Macc-criektpomerpueit  (KomriekcHoe —ompeneneHue  couepiKaHus
OpraHMYECKUX KHUCIOT B MOYE€ METOJOM TaHJIEMHOM Macc-CHEKTPOMETPHUM) BCEM HOBOPOKIEHHBIM C
NpU3HAKAMH CHHPOMA X0JIeCTa3a C EeNbI0 JUArHOCTHKH HApYIICHHS CHHTE3a JKEITIHBIX KUCIOT [54-57].

YposeHs yoeautenbHOCTH pekoMeHaaiuii C (ypoBeHb JOCTOBEPHOCTH J0KA3aTE/ILCTB — 4)

KoMMeHTapuu: wuccinenoBaHue MNPOBOIUTCS MpPHU HATUYMHM COOTBETCTBYIOIIEH BO3MOKHOCTH B
yUpeXJIeHUH. B crekTp opraHnyeckux aMHHOKHCIOT B MOYE JIOJDKHO OBITh BKIIIOUEHO OIpe/eieHHE
COJIep’KaHUS KEITIYHBIX KUCIIOT.

- BceM HOBOpOXIEHHBIM C CHHIPOMOM XOJIeCTa3a HESICHOTO TEHe3a, C IEeIbI0 HMCKIFOYCHUS
HACJIC/ICTBEHHBIX 3200JIeBaHUI TE€YEeHH, PEKOMEHIOBAHO IPOBEACHHWE KOMILJIEKCA HCCIEIOBAHUMN JUIS
OIICHKHA XOJIECTATHYECKOTO CHHIpOMa (MOJIEKYSIPHO-TEHETHYECKOTO WCCICIOBAHMS, OIpeeIeHUe
MAaTOTEHHBIX BAapUAHTOB B T'€HAX, OTBETCTBEHHBIX 32 Pa3BUTHE HACIECACTBEHHBIX 3a00JIEBAHUN TMEUYEHU
METOJIOM TapreTHOTO BBICOKOMIPOU3BOAUTEIILHOTO CeKBeHUpoBanus) [21, 59, 61].

Yposens yoeaurenbHOCTH pekoMeHaiuii C (ypoBeHb JOCTOBEPHOCTH JI0KA3aTEIILCTB — D)

KoMMeHTapuii: mnpu HaJIW4YUM TNPU3HAKOB, BBICOKO BEpOSITHO YKAa3bIBAIOIIMX Ha Kakoe-Tuoo
HACJIEICTBEHHOE 3a00JIeBaHUE MEYCHH, PEKOMEHIYEeTCsl TapreTHOE HCCIeIOBaHNe T'eHa JJISl BBISBICHUS
MMaTOr€HHOrO0 BapWaHTa METOJ0M cekBeHupoBaHus 1o Cenrepy. IIpum oTCyTcTBHM XapaKTepHOU
KIIMHUYECKOW KapTHHBI, 1eJeCO00pa3HO MPOBEIEHUE PACIIMPEHHOTO MOJIEKYISPHO-TeHETUYECKOTO
UCCJIEIOBAaHUSI METOJOM BBICOKOIIPOU3BOJUTEIBHOTO CEKBEHHUPOBAHUS T'€HOB, ACCOLIMHPOBAHHBIX C
HACJIEJICTBEHHBIMH ~ 3200JICBaHUSIMH, COIMPOBOXKJAIOLUIUMUCS  XOJECTa30M, WU  IOJHOIK30MHOIO
CeKBeHUpOBaHMs. VccnepoBaHue MPOBOAUTCA MPU HAIUYUU COOTBETCTBYIOUICH BO3MOXKHOCTH B
YUPEXKICHUH.

- PexkoMeHIIOBaHO MPOBECTH WCCICIOBAHUE KHCIOTHO-OCHOBHOTO COCTOSIHHSI W Ta30B KPOBH
(uccnenoBaHue ypoBHs BOJIOPOAHBIX HOHOB (pH) B KpOBH, YPOBHS MOJIOYHON KHCJIOTBHI B KPOBHU, YPOBHSI
Oy(depHBIX BEIIECTB B KPOBH) MAaI[MEHTaM ¢ CHHIPOMOM xostectasa [36, 37, 57, 58].

YpoBeHb yoeauTeabHOCTH pekoMenaaiuii C (ypoBeHb T0OCTOBEPHOCTH JIOKA3aTEIbCTB — 5)

- PexomeHZ0BaHO HcCClieOBaHWE YPOBHS aMMHaka B KPOBH HOBOPOJXKAECHHBIM C CHHIPOMOM
X0JIecTa3a, ¢ AMarHOCTUYECKOM LIEbI0 U C LeNIbI0 CBOEBPEMEHHON Koppekuuu tepanuu [36, 37, 58, 62-
66].

VpoBeHb yoeautenbHOCTH pekomeraanuii C (ypoBeHb JOCTOBEPHOCTH J0Ka3aTEIbCTB — 5)

KomMmeHTapuu: uccieoBaHue NPOBOJUTCA TNMPH HAJIMYUM COOTBETCTBYIOIIEH BO3MOXKHOCTH B
YUPEKICHUH.

- PekoMeH0BaHO HCCJIEIOBaHUE YPOBHA KUPOPACTBOPUMBIX BUTAMUHOB B KPOBHU (I/ICCHCI[OBaHI/IC
YpOBHA 1,25-OH BUTaMHHa I[ B KpOBI/I) HOBOPOXJICHHBIM C CHHAPOMOM XOJIECTa3ad, C ICJIbIO BbBIABIICHUA

TUIIOBUTAMKUHO3a Ha (pOHE ManbaOCOpOIMK KUPOB U CBOEBPEMEHHOM Koppekuuu tepanuu [36, 37, 58,
62-66].
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YpoBeHb yoeauTenbHoCTH pekoMmeHaanuii C (ypoBeHb IOCTOBEPHOCTH JIOKA3aTEIbCTB — 5)

2.4. MHCprMeHTaﬂbele AnarHoctu4yeckue nccriegqosaHus

- Pexomenmyercst mpoBeAeHHE YIBTPAa3BYKOBOTO HCCIICAOBAHUS OPraHOB OpIOIIHOW TIOJIOCTH
(KOMIUIEKCHOT0) MAallMEeHTaM C CHHJPOMOM XOJIECTa3a C LEJIbI0 BBISIBICHUS TI€NAaTOCIUIEHOMETAINH,
AQHOMAJIMIA Pa3BUTHSI )KEITUCBBIBOSIICH CHCTEMBI, IPU3HAKOB MOPTAILHON runepreH3uu [67].

YpoBeHb yOeAUTEIBHOCTH PeKOMeH 1aIuii B (ypoBeHb JOCTOBEPHOCTH J0KA3aTEIILCTB — 3)

KoMMeHTapuu: npu TpaH3UTOPHOM HEOHATaJIbHOM XOJIECTa3e MpHU YJIbTPa3BYKOBOM HCCIEAOBAHUN
(Y3H) otmeuaroT HecrienupuuecKkue N3MEHEHUs B BUJIE Pa3IMYHON CTENIEHU BHIPAKEHHOCTH YBEIUUCHUS
pa3MepoB MeyYeHH, cI1a00ro NOBBIIIECHHS 9XOT€HHOCTH €€ MapeHXUMBI.

XapaxkTepHbIMH U1 BA M3MeHEeHUAMU SBIISIOTCS: )KETYHbIN My3bIph HATOLIAK HE BU3YaJIU3UPYETCs
WJTU BBISIBIISIETCS B BUJIE TUIIEPAXOTEHHOTO "TspKa'; mMeeT 3HaueHue pasMep keaaroro my3bipst (JKII): ero
JuinHa MeHee 1,5 cM, a takke Hanuuue Tpuaabl "GB-Ghhost": nnuna menee 1,9 cm, HeperynspHBbIH
KOHTYp U OTCYTCTBHE TJIAJIKOW PErylIsIpHON 3XOoTeHHOU cim3uctoit obomouku XKII; peakius Ha mnpuem
MU OTCYTCTBYET B TEUEHHE BCEr0 IMPOMEXYTKa MEXAY KOPMIIEHHUSMU; CHUMITOM '"TpeyrojbHOro
pyo61a" BeIsIBIISIETCS Y OOJIBIIMHCTBA MAllMEHTOB ¢ BA, 4yBCTBUTEIBHOCTD, CIIEHU(UIHOCTS U TOUHOCTD B
oTtHOmIeHMH BA mns mandHoro cummroma coctaBiastror 85%, 100% u 95% cooTBETCTBEHHO. ITO
TUIIEPIXOTEHHBIN MPOJOITOBATHIN TSK, JIOKAJIU3YIOIIHANWCS HaJ CTBOJIOM BOPOTHOM BeHBI. IIpn Hammuum
TPEYroJbHOTO pyola u ToauuHe Gudpo3Hoil miomanku 6omaee 3,4 MM BeposiTHOCTH BA yBenuuuBaercs.
Ho 1-1,5 wmecsueB "TpeyronbHbli pyOen'" MoKeT ObITh HE SPKO BbIpAKEH JHO0 MOJIHOCTHIO
orcyrctBoBarh y mnamueHtoB ¢ BA B 30-40%, a mocne 2-2,5 wmecsneB TPYAHO OTIUYUM OT
nepunopransHoro ¢pudpo3a, KOTOPHIA MOXKET BCTpEUaThCs U MPH APYruUX 3a00JIeBaHUSAX MEYEHH, YTO
3atpyansier guarHoctuky BA. Jommieporpaduueckue mapkepsl BA: muamerp mpaBoil NEeYeHOYHOMH
aprepun Oosiee 1,5 MM W COOTHOIIIGHHE TMPABOM TMEUYCHOYHOW apTepuu M BOPOTHOM BeHBI Oosee 0,45,
CpPEeIHUI AMAMETP MEUYCHOYHOW apTepuu y MAIMeHTOB ¢ BA 3HauMTenbHO OOJIbIE, YEM y MAI[UEHTOB C
OpyruMU 3a0oJjieBaHUsAMU TMeueHU. K JOMONHUTENbHBIM KPUTEPHUSIM MOXKHO OTHECTH pacllupeHue
BHYTPHUIICUCHOYHBIX JKETYHBIX IPOTOKOB, PEXE — KUCThl B BOpoTax nedeH, y 7-15% nereir ¢ BA
BBIABISIETCSL (DparMeHTAIUs CelIe3eHKH C (UOPO3HBIMH TsHKaMU B TMApEHXHME, JTUOO0 MHOXKECTBEHHBIC
100aBOYHBIE TOTBKU (TIOJIUCTICHUS).

VY 3-npu3HakoM KUCTHI KEITYHOTO MPOTOKA SBISETCS MOJOCTHOE 00pa3oBaHUE B MPOEKIUH OOIIEro
KEIYHOTO MPOTOKA.

Opnako mnpu OOJNBIIMHCTBE JPYTUX HACJIEACTBEHHBIX 3a00JIeBaHUSX TI€UEHU XapaKTepHbIE
yIIbTPa3BYKOBbIE MMPU3HAKU MOTYT OTCYTCTBOBATh.

- PexomeHyeTcs TIpoBeICHUE YIBTPA3BYKOBOTO HCCIICAOBAHUS MMOYEK BCEM IMALMEHTaM C IIEIIbIO
BBISIBJIEHUS] 0COOCHHOCTEH cTpoenus mouek [33, 68-70].

VYpoBeHb yoeauTeabHOCTH pekoMenaaiuii C (YypoBeHb TOCTOBEPHOCTH JI0KA3aTEIbCTB — 4)

KomMmeHTapuu: y NanUeHTOB € CHHIPOMOM XoJjiecTa3a OCOOCHHOCTH pa3BUTHS TOYEK MOTYT
SIBIISITHCSI OJTHMM M3 BHETICUCHOYHBIX IMPU3HAKOB Psifia HACIICCTBCHHBIX 3a00JICBAaHU ITEYCHU, TAKUX KaK
CHHIPOM AJIKWIUIS, TIPH KOTOPOM OTMEYAETCS TIOBBIIIEHHE YXOTEHHOCTH KOPKOBOTO CJIOSI MAPEHXUMBI
MoYeK, CHIbKeHHEe NudQepeHIMpoBKH MOYeYHOW TKaHM Ha KOPKOBOE M MO3TOBOE BEIIECTBO 3a CYET
YMEHBIIIEHUsI KOJIMYECTBA MUPAMUIIOK B cpe3e 10 4 U MEHee, a TakKe UMEIOTCS OCOOCHHOCTH CTPOSHUS

MMUPpaMHUIOK B BUIC BBITHHYTOﬁ (I)OpMLI " PA3JIMIHBIC KUCTO3HBIC U3MCHCHUS B IIUPpAMUJKAX U IMTAPCHXHUME
[71].

- Pexomennyetcst mpoBeJieHHE 3XOKapAMOTpapuM BCEM MAIMEHTaM C CHHIPOMOM XOJecTa3a Julsl
UCKITIOYEHUSI aHOMAITMIl Pa3BUTHUS CEPJCYHO-COCYIUCTOM cucTeMsl [72].

VYpoBeHb yoeauTenbHOCTH pekoMeHaanuii C (YypoBeHb TOCTOBEPHOCTH JIOKa3aTEeNbCTB — 4)

KoMMeHTapuu: BpOXKJIEHHBIE IOPOKH CEpALA MOTYT SBJIATHCS OJHUM M3 BHENEYEHOYHBIX
MIPU3HAKOB pPsiJia HACJIEJCTBEHHBIX 3a00JI€BaHUI MEUeHH, B YaCTHOCTH CYKEHHUE JIETOYHOM apTepuu U ee
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BGTBeﬁ, SABJISIFOTCA OAHUM U3 I'NTaBHBIX KIIMHUYCCKUX IIPU3HAKOB CHHAPOMA Amaxxus.

- PexomeHtyeTcs IpoBeZicHHEe pEeHTTeHOTpaguy TPYAHOTO OT/AEa O3BOHOYHHKA BCEM IMAllUeHTaM
C IOJO3pEHHMEM Ha CHHJIPOM XOJIECTa3a C LENbI0 BBISBICHUS XapaKTEPHbIX AHOMAJIUN pa3BUTHSA
no3BoHkoB [37, 73].

VpoBenb yoeautensHOCTH pekoMeHaanuii C (ypoBeHb JOCTOBEPHOCTH J0KA3aTEIbCTB — 5)

KommeHTapuu: aHOManuu TO3BOHKOB, B 4YacTHOCTH '"OaOoukoBuaHas" nedopmarys MO3BOHKOB
HaOJIIOAI0TCS Y MAIIEHTOB C CUHIPOMOM AJIaXKMILIS.

2.5. UHble gnarHoctu4yeckume nccrienqoBaHus

- Pexomenayercs mnpueM (OCMOTp, KOHCYJbTallusl) Bpada-oQTalbMOJIOTa IEPBUYHBIA BCEM
MaIMeHTaM ¢ MO03PEHHEM Ha CHHAPOM AJIaXKHIUTA C IEIbI0 HCKITI0UeHUs SMOpruoTokcona [ 18, 74].

YposeHs yoeautenbHOCTH pekoMenaaiinii C (ypoBeHb JOCTOBEPHOCTH J0KA3aTEIILCTB — 5)

KomMMeHnTapuu: 3aiHui SMOPHOTOKCOH MOKET ObITh BBISIBIIEH Y 78-89% mannentos ¢ CA.

- Bcem mamumeHTaM Cc HEOHATaNBHBIM XOJIECTa30M IPH TOJO3PEHHHM Ha OWIIMApHYIO aTpe3uio
peKOMEHIyeTcss TpueM (OCMOTp, KOHCYJbTAllWs) Bpada-IEeTCKOTO XUPypra NEepBUYHBIA C IEIBI0
OTIpE/ICTICHHUS MOKA3aHUH K XUpYprudeckomy JieueHuo [ 3, 75, 76].

YposeHs yoeautenbHOCTH pekomeraaiuii C (ypoBeHb JOCTOBEPHOCTH J0KA3aTEIILCTB — D)

KomMmeHTapuu: mpu mo03peHrr Ha OWJIMApHYIO aTpe3Hi0, pEeKOMEHIYeTCs KOHCYIbTAalHs Bpada-
JIETCKOTO XUPYpTra ¢ IeIbI0 PEHICHHUs BOIIpoca O MPOBEICHUH TIOPTO-3HTepocTomMun 1o Kacaw.

- Bcem manmmeHTaM ¢ HEOHATAJIBFHBIM XOJIECTAa30M HESCHOW ATHOJIOTUM PEKOMEHIYETCS TpUeM
(ocMOTp, KOHCYIbTAIWsI) Bpadya-TeHETHKA TEPBUYHBIA C IENBIO OMpENeNeHUus] o0beMa MOJICKYJISPHO-
TCHETHYECKUX METOJI0B AUArHOCTHKH [77].

Yposens yoeaurenbHoCTH pekoMeraaiuii C (ypoBeHb JOCTOBEPHOCTH J0KA3aTEIILCTB — D)

3. JleyeHue, BKnO4an MeOAUKAMEeHTO3HYH0O U HeMeaAUKaAaMEeHTO3HYH Tepanuum,
AveTtoTepanuio, o6e3bonnBaHue, MeOWUMHCKME MNOKa3aHUA M NMPOTUBOMNOKAa3aHUA K
nNMPpUMEeHeHNn0 MeTo40B JieYeHUuA

3.1. KoHcepBaTuBHOE ne4yeHue

3.1.1. leyebHOe NuUTaHue

be3 anekBaTHOro OTTOKA JKEMYM JKETYHbIE KUCIOTHI HE MOTYT HOPMAaJbHO CEKpETHUPOBAThCA B
npocBeT  kumeyHuka. Comu  JKEMYHBIX — KHMCIOT — SIBJSIFOTCS  HEOOXOJUMBIM — KOMIIOHEHTOM
MHUIEJUI000pa30BaHUs B MPOCBETE TOHKOW KHUIIKM. MHIEMIBl MO3BOJSIOT MOTJIONIATh HEPAaCTBOPUMBIE
MOJIEKYJIbl, BKJIIOYas OOJBIIMHCTBO JMIUIOB M >KUPOPACTBOPUMBIX BUTaMUHOB. Ilpu cunzapome
X0JIeCTa3a CEKpeLHsl JKeIMYHbIX COJIEH CHMXKEHA, YTO MPUBOJIUT K HEI(P(PEKTUBHOMY BCACBIBAHUIO JKUPA.
Hapymenne BcackiBaHMs M3-3a X0JIECTa3a MOXKET NMPUBECTU K 3aJIepKKe pOCTa, MOTEpe Beca U NeUIHUTY
’KHPOPACTBOPUMBIX BUTAMUHOB, BKJIFOYasi BUTaMUH A, ButamuH D, ButamuH E n Butamun K [ 78-81].

- HoBOpoXaeHHBIM C CHHIPOMOM XOJIeCTa3a PEKOMEHAYETCs NUTAHUE CIEeHUATN3UPOBAHHBIM
IPOJYKTOM JIETCKOTO JAMETHYECKOTo (JIe4eOHOro) C MOBBIIMIEHHBIM COJAEP)KaHHUEM CpeAHELENOYeyHbIX
TPUIJIMLIEPUTIOB C LENbI0 TMPEAOTBpPAIIEHUS HApyHIEHWH JUOUAHOrO oOMeHa U jaeduimra
’KHPOPACTBOPUMBIX BUTAaMUHOB [82, 83].

VYpoBeHb yoeauTenbHOCTH pekoMeHaanuii C (YpoBeHb TIOCTOBEPHOCTH JIOKAa3aTEIbCTB — 5)

KommeHTapuu: B yciaoBHAX MainbaOcopOLMK KMPOB TPH CHHAPOME XOJIecTa3a Ba)KHBIM
KOMIIOHEHTOM JIeYeOHOro MHUTAHUS SBISIOTCS CpeAHelenoyYeuHble Tpuriuuepuasl. CpeHenenoyeynble
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tpurmuiepuapl (CL[T) o6ranator 6oJbiieii BOAOPACTBOPUMOCTEIO, A0COPOUPYIOTCS B KEITYAKE U TOHKOU
KUIIKEe 0€3 yJacTHsl )KeTUHBIX KUCIOT. OnTuManbHas 1o oomux nununos B kauectBe CLIT cocraBnsier
or 30 nmo 50%. Cnemyer usberath Oosiee Bbicokoro conepxkanus CIHT B pammone (> 80%) 6e3
aJIeKBaTHOTO JT00ABJICHUS MOJMHEHACHIIICHHBIX XUPHBIX KucaoT (ITHXKK), T.k. 3T0 MOXeT mpuBecTu K
neuumty HezameHUMBIX >KUpHBIX kuchaoT (HXKK). ITHXK Taxke sBISAIOTCS NpeaniecTBEHHHKAMH
SUKO3aHOUIOB, KOTOPHIE YAYYIIAIOT UMMYHHYIO (YHKIUIO, YMEHBIIAIOT CHUCTEMHOE BOCIIAJICHHUE H
ygacTBylOT B arperaruu TpombOorutoB. edurur [THXK u olMroHEeHACHIEHHBIX JKUPHBIX KUCIIOT
(OHXK) moeT ObITh pe3ybTaTOM HHU3KOTO MOTPEOJICHUS, HAPYIICHHUS MIepEeBaPUBAHNS/MATba0COPOIHH
KUPOB M HedxpdexkTuBHOro yanuHeHus npeaumectBeHHUkoB OHOKK. Jlepuuur Takke MoxeT ObITh
SATPOTE€HHBIM, eciii B panroHe oueHb MHoro CLT u mano JILT.

Pa3Butne xosecrasa, OOYyCIOBJIEHHOTO BHENEUEHOYHOW TMEpUHATAIBHON MaToJIoTueH, yaile
HaOIOAIOT Y HEJOHOIICHHBIX, U B TOM YHUCIJIE IIyOOKO HEIOHOIIEHHBIX JI€Tei, B CBSI3U C 4YeM IIpH
BBIOOpE JIeUeOHOTO MUTAHUS HEOOXOJMUMO YUUTHIBATH CJIEIYIOIINE COCTABIISIONIUE:

- CTEIEHb BBIPAKEHHOCTHU U JUTUTEIBHOCTh X0JIECTa3a;

- TECTAIIMOHHBIN U TIOCTHATAJILHBIN BO3pacT peOeHKa,

- HapylleHHE pACLICIUIEHHWS U BCAChIBaHUS JPYrMX KOMIIOHEHTOB, B TOM 4HcCJIE€ OENKOB U
YTJIEBOJIOB.

VY nereit ¢ TsKeNOW NEepUHATAIBHOM MaToOJIOTHEd MOKHO HaONI0/aTh HapylleHHEe MPOLECCOB
BCachIBaHUsI OETKOB W YIJIEBOJIOB, YTO HApSAIY C CHHAPOMOM MababCOPOIHMH KWUPOB, BCIEIACTBUE
X0JIeCTa3a, CIY)KUT TIOKa3aHUEM JUIS MCTIOJIb30BaHMUSI COOTBETCTBYIONIETO JieYeOHOTr0 MUTaHus. B manHOM
cllydae 1ejecoo0pa3Ho MPUMEHSITh CMECh Ha OCHOBE O€JIKOBOTO THIPOJIN3aTa, HE COJIEPKaIlyIo JaKTo3y,
B cocTaB KOTOpod BXOAUT 50% cCpeaHEelenoYeyHbIX TPUTIMIEPHUIOB. Y HEAOHOLICHHBIX IETEH, U
O0COOCHHO TJIyOOKO HEIOHOUIEHHBIX IIOKa3aHO Ha3HAa4YeHHE CMecei, NpeaHa3HAYeHHbIX IS
BCKapMJIMBAaHUS HEJOHOIICHHBIX JneTed (mpe ¢opmynbl), OOOTAIEHHBIX CPETHEIEOYCUHBIMHU
Tpurnuuepugamu. CrienyeT OTMETUTh OTCYTCTBHE NPOTHBOIOKA3aHMNA K MCIOIb30BAHUIO T'PYIHOTO
MoJIoKa. BMecTe ¢ TeM TOJIbKO IpyAHOE BCKapMIIMBaHHWE HE MOKET 00ecreuuTh NOTpeOHOCTh pedeHKa B
OCHOBHBIX HMHIPEIUEHTAaX U, MPEXkJE BCEro, B >KUPOBOM KOMIIOHEHTE, B CBSI3U C YeM IIeJecoo0pa3Ho
KOMOMHUPOBATh IPYAHOE MOJIOKO € JIeUeOHON CMEChIO 101 KOHTPOJIEM JUHAMUKH Beca.

PekoMeHayeTcss HCIONB30BaHME MOJOYHOM CMECH —  CHEHHATUM3UPOBAHHOTO  IMPOJYKTa
JUETUYECKOTO JIe4eOHOro MUTaHUA Ui JeTed C POXACHUS M B3POCHBIX HpU JedeKTax OKHCICHUs
JUTMHHOIICTIOYHBIX YKUPHBIX KUCJIOT, XWJIOTOpakce M JmMmbanrudkrazuu "Monogen" ("Monoren") (mpu
HapylIeHuu 0OMEeHa KUPHBIX KUCIIOT)**** B o0beme 1/3-1/2 cyrounoro panuoHa.

3.1.2. JlekapcTBeHHasa Tepanus

Yy HOBOPOXKICHHLIX C TPAH3UTOPHBIM XOJICCTA30M O6H_[I/IMI/I noaxoJaMu K TEpalluu SABJISAIOTCA:
aZICKBATHOC JICUCHHUEC OCHOBHOI'O 3360HeBaHI/I${, HCKIIIOYCHUC WM OIpaHUYCHHUC IIOTCHIOUAJIbHO
I'CIIATOTOKCHYHLIX JICKAPCTB MW IIPCIIAapaTOB KPOBH, PAHHCC HA4YaJlO0 OHTCPAJIBbHOI'O IIMTAHHA, 4 TAKIKC
KCIUYCroHHas TCpaIim:. HpI/I BH60pe JKEITYECTOHHOM TCpaltuu H606XOI[I/IMO YYUTHIBATD
MOp(bO(bYHKLH/IOHaJIBHbIC 0COOEHHOCTH I‘eHaTO6I/IJ'II/IapHOI71 CUCTCMbI Y HOBOPOXKICHHBIX, BKIIIOHYAIOMIUC
BBICOKHIM YPOBCHBb CUHTEC3a INEPBUYHBIX KCIITYHBIX KHCIIOT H HE3PCIIOCTb SKCKPETOPHBIX MECXAHNU3MOB.

- Pexomenpayetcst HazHaueHHe #ypcoae3okcuxoneBoit kucnote** (kog ATX A0SAA02) B noze 20-
30 MI/Kr/CyTKH B JIBa MpreMa MepopalbHO ATUTEIHHO BCEM HOBOPOXKJIEHHBIM C CHHAPOMOM XOJIecTasa
KEITYeTOHHOM 1ieIbio [84].

VYpoBeHb yOeaUTETbHOCTH peKOMeHAaIuii A (YypoBeHb JOCTOBEPHOCTH J0Ka3aTeIbCTB — 1)

Kommenrtapuu: YpconezokcuxoneBas kucrnota** (xkox ATX AO05AA02) mpencramisier coOoif
TPETUYHYIO JKETUHYIO KHUCIOTy. Ero mpemmonaraeMple MeXaHWU3MbI JEHUCTBUS BKIIIOYAIOT YCHUJICHHE
OKCKpEIMN JKeMTYHM W HW3MEHEHHE COCTaBa KEIYHBIX KHUCIOT 10 Oosiee THIAPODUIBHBIX M MEHee
TOKCHUYHBIX.
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- Pexomennyercss Ha3HaueHue BUTaMHHOB — #perunHon** (ButammH A) (kox ATX AllCA),
konekanbiudeporr** (kogx ATX A11CC), uramun E (kom ATX A11HA), ¢uromenagnon (koq ATX
B02BA) nanuenTam ¢ CHHIPOMOM X0JIECTa3a ¢ 1eIbi0 BocnoaHeHus ux aepurura [80].

YposeHs yoeautenbHoCTH pekomeHaaiuii C (ypoBeHb JOCTOBEPHOCTH J0KA3aTE/ILCTB — 4)

KomMmeHnTapuu: nepuuuT >xMpopacTBOPUMBIX BUTAMUHOB H3-3a CT€ATOPEU YaCTO BCTpeYaeTcs NpU
xpoHu4yeckoM xoJiectaze. K HumM oTHocarcs Butamubbl A, D, E u K. BoapmuHCTBY NaunMEHTOB C
CHHIIPOMOM XoOJIecTa3a TpeOyercss no0OaBjIeHHE OIHOTO WM 0OoJiee W3 3TUX SKUPOPACTBOPUMBIX
BUTaMUHOB. Jlepunur ButammHa E MOXeT HpuUBECTH K HEBPOJIOIMYECKUM CHMITOMaM, BKJIOYas
nepudepuyecKyr0 HEWpOIaTHIO, MO3KEUKOBYIO aTaKCHIO, JIETCHEPAlUI0 MEepHU(PEPHUECKUX aKCOHOB H
3aJHUX CTOJOOBBIX HEHpOHOB. JlepuIuT BHUTAaMMHA A MOXET IMPHUBECTH K TJa3HBIM 3a00JICBaHUSM,
BKJIIOUAsi FEMEPAJIONHNIO, BHICBIXaHUE W U3BSA3BICHUE POTOBUIIbI, PETUHOINATHUIO U, B KOHEUHOM MTOTE, K
cienote. Onucanbl KcepoPTaabMUU U KEpaTOMAJISIIUU BCIIEACTBUE euIMTa BUTAMHHA A y peOeHKa ¢
CA. Buramun K HeoOxomum il CHHTE3a HECKOJBKUX (PAKTOPOB CBEPTHIBAHUS KpPOBH, BKIIIOYAs
¢akrops! 1I, VII, IX u X. [Ipenapats! rpynnsl Butamun K (kog ATX B02BA) o6blyHO Ha3HauaroTcs
MEpOpaIbHO, XOTA MAlUMEHTaM C TSDKEJbIM XOJIECTa30M MOXKET NOTpPeOOBaThCA MapeHTEPaIbHOE
BBeneHue. OHOBpeMEeHHOE BBeJieHue BojgopacTBopuMoro ButamuHa E (kog ATX A11HA) ¢ Butamuaom
D u ero ananoramu (kog ATX A11CC) MoxeT yBenn4nBaTh BcacbiBanue Butamuna D [79, 85].

XupopacTBopuMble BUTaMHHBI Ha3HA4alOTCS MpU JUIUTEIBHOCTH Xojecta3a Ooznee 10 nanei, B
CJIEYIOIINX JI03UPOBKAX:

Konekanemmdepon** (kogq ATX Al11CC) mepopanbro 1000-2500 ME/cyTku IauTenbHOCTHIO HE
meHee | wmecsma. Koppekuwst m03bI MPOBOAWTCS TOJ KOHTPOJIEM wHccienoBanus ypoBHs 1,25-OH
BUTaMKHa /[ B KpOBH.

#Petunon** (kog ATX A11CA) nepopansro 3000-10000 ME/cytku [4].

Butamun E (kom ATX Al11HA) mepopansno 50 mr/cytku, eciau macca Tema Oombine 1 kr, 25
MI/CYTKHU €CJIM Macca Tejla MeHbIe 1 Kr.

I'pynna Buramun K (kox ATX B02BA) [4, 12, 86-93]:

#®uromenaanon (kox ATX B02BAO1) 1% smynbcus. Pexxum HaszHaueHus Npo@uiIaKTUYECKOM
J03bI BaphUPYET OT | MI/KT pa3 B HEENIO Y eTel Maccoid Tena Menee 5 kr o 2,5-5,0 mr ot 1 10 3 pa3 B
Henento uian 10 mr 1 pa3 B 2 Hexenu y neteit Maccoii Tena 6osiee 5 kr. J[o3a u kpaTHOCTh PO(QHUITIAKTUKH
noaOupaeTcs MHAMBHUYAJbHO B 3aBHCHUMOCTH OT PE3yJIbTaTOB KOAryJlorpaMMbl U B TsDKEJIBIX CIydasix
MOXXET JOXOJUTh J0 €KEeTHEBHOro mnpuema. [Ipum Hammyuu XoJjiecTaza WIM CHHApPOMa MalibabcopOuuu
1enaecoo0pa3Ho MapeHTepaibHOe BBeACHHUE TpenaparoB rpymmbl BuTamuHa K (kog ATX B02BA). Ipu
orcyrctBun #puromenamnona (kox ATX B02BAO1) momycTHMO HCIIONB30BaTh #MEHAAMOHA HATPHS
oucynbpur** (kog ATX B02BA02) 1% pactBop. Heo0xoaumMo y4uTHIBaTh, YTO €r0 JeCTBUE HAUHETCS
yepes 8-24 yaca mociie BBEICHHUS.

3.2. Xupypruyeckoe rneyeHume

Xupyprudyeckoe J€YeHHE CHUHApPOMA XOJIeCTa3a B HEOHATANbHOM IE€PHOJE HE IMPOBOIUTCS 3a
UCKITIOYCHHEM CITy4aeB, KOT/Ia BEICOKO BEpOsITeH IuarHo3 bunuapHas arpesus, npu KOTOPOH MPOBOAUTCS
omepanus IMEYEHOYHOM remaronopro’HTepoctomuu no Kacau. B Hacrosmiee BpeMsi HCIHONb3YeTCs
MUHWJIAMAPOTOMHBIN JOCTYH WIH JIAMTAPOCKONMUYECKOE BMEIIATENbCTBO.

TpaHcruiaHTalys N€YeHU B HEOHATAJIBbHOM IIEPHOJIE HE POBOAUTCS.

JledyeHnue KUCTHI OOIIETO KETYHOTO MPOTOKA TOJIBKO XUPYPTrUUYECKOe — MOJHOE UCCEYCHHE KUCTHI C
(dbopMupoBaHHEM OWIIHOJIUTECTUBHOTO aHACTOMO3a C U30JIMPOBAaHHOM TeTiei Tomiel kumku mo Py [30].

3.3. NHoe neueHune

He npumenumo.
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4. MepuumHcKan pea6v|n|/|TaLw|;| U CaHaTOPHO-KypopTHOe Je4dYeHue, MeauUUUNHCKUE
noKasaHunAa U NpoTuBonokKa3aHnA K npumMmeHeHUo MetTog4oB MeANLUHCKOMN peaGMﬂMTaLIVIVI,
B TOM 4YUcCJqieé OCHOBAHHbLIX Ha UCNOJiIb30BaHNU NPUPOAHLIX ne4yeoOHbIX (baKTOpOB

[IpoBoguTcst mnpouabHBIMU CHEUMATUCTAMU  (Bpady-IieAuaTp, Bpay-TaCTPOIHTEPOJIOT, Bpay-
OopTAIBLMOJIOT, Bpa4Y-JACTCKUNA XUPYpPr H JAp.) B 3aBUCUMOCTH OT CONYTCTBYIOIICH TATOJOTHH U
OCJIOKHEHHUH.

5. npO(bVIﬂaKTVIKa n gucnaHcepHoe HabnwaeHne, MeAUUMHCKUE MOKa3aHMA W
NPOTUBOMNOKa3aHUA K npuMeHeHno metoanoB HpO(bVIﬂaKTMKVI

- JletasM C CHHAPOMOM XOJiecTa3a BCJEJICTBHE HACIICACTBEHHBIX 3a00JIEBaHUI TE€YECHU
PEKOMEHyeTCs JUCIAHCEPHBI TpueM (OCMOTp, KOHCYNbTAalMsi) Bpada-lieuarpa C  IENbIo
npoHUIAKTUKY OCIIOKHEeHU# 3a0oneBanwus [1, 36].

YposeHb yoeautenbHOCTH pekoMenaaiuii C (ypoBeHb JOCTOBEPHOCTH J0KA3aTEIILCTB — 5)

KomMmeHTapuu: mociie BBIMMUCKH W3 CTAallMOHApa PEKOMEHIYeTCs NPOBEACHUE IUCIAHCEPHOTO
HaOmoeHus: (pU3MKaIbHBIA OCMOTp CHENMAIUCTa (Bpada-mnieguaTpa, Bpadya-racTpodHTEposora, Bpaya-
JETCKOTO XUPypra u Jp.), KOTOPBIH HaONI0JaeT MalleHTa, OIleHUBast posIBIIeHUs 3a0oyeBanus 1 pa3 B 1-
3 Mecsa B TEYEHUE NIEPBOTO rojia )KU3HU, aanee | p B 3-6 mecsneB Ha BTOPOM rofy xku3HH. [Ipn kaxaom
MOCEIIEHUH CHEeIHATUCTa OCYHIECTBISIETCS KOHTPOJIb aKTUBHOCTU 3a00JieBaHUs: OOMIMI (KIMHUYECKUH)
aHaJM3 KpoBM M oOmMi  (KJIMHUYECKHI) aHamu3 Mo4M  (NIPOTEUHYpHs), OHOXUMHUYECKUIT
oO1erepaneBTUYECKUA aHAIM3 KpOBU (MCCIEOBaHUE YPOBHs oOmiero Oeiaka B KPOBH, MCCIIEIOBAHHUE
YpOBHSI albOyMHHA B KPOBH, YPOBHS 00IIero OwimpyOrHa B KpOBU, YPOBHsI OMIMpyOMHA CBOOOIHOTO
(HEKOHBIOTHUPOBAHHOTO) B KPOBH, YPOBHsSI OWIUpYOWHA CBSI3aHHOTO (KOHBIOTHPOBAHHOTO) B KPOBH,
YpOBHS TPUTJHULEPUIOB B KpPOBHU, YPOBHS XOJIECTEpHMHA B KPOBH; OIpeAeieHUEe aKTUBHOCTH
KpeaTMHKUMHA3bl B KPOBH, AaKTHUBHOCTM acmapTraTaMUHOTpaHcdepa3bl B  KpOBH, aKTUBHOCTH
allaHMHaMUHOTpaHcdepasbl B KPOBU, aKTUBHOCTH TaMMa-TIlOTaMIIITpaHcepasbl B KPOBH, aKTUBHOCTH
1esIoyHol ocdaTassl B KPOBH), OPUEHTUPOBOYHOE UCCIIEJOBAaHUE CHCTEMbI T€MOCTa3a C ONpeesIeHuEM
MIPOTPOMOMHOBOTO MHJIEKCA, YPOBHS (PHOPUHOTEHA, MPOTPOMOMHOBOTO (TPOMOOIIIIACTUHOBOTO) BPEMEHHU
B KPOBH, aKTHUBHPOBAaHHOT'O YACTHYHOTO TPOMOOIJIACTMHOBOTO BPEMEHHM, TPOMOMHOBOIO BpEMEHHU B
KpPOBH, MEKyHApOJHOTO HOpManu3zoBaHHoro oTHomenus (MHO).

- JletaM C CHHAPOMOM XOJIeCTa3a, BCJICJACTBHE HACICICTBEHHBIX 3a00JICBaHUI IEYCHU
peKOMeHyeTcss TpueM (OCMOTp, KOHCYJIbTallUsl) Bpada-TeHETHKA IOBTOPHBIA C MENBI0 MEIHKO-
TC€HETHYECKOTO KOHCYIbTUpOBaHus [ 77, 94].

YpoBeHb yoeauTeabHOCTH pekoMmenaaruii C (ypoBeHb T0OCTOBEPHOCTH JIOKA3aTEIbCTB — 5)

KomMmeHTapuu: pekoOMEeHIyeTCsl IIPUEM Bpada-TeHETHKA POJAMTENISIM TI0CIIe YCTAHOBJICHHUS TUarHo3a
peOEHKY C IEIbl0 MEIUKO-TeHETUYECKOTO KOHCYJIBTUPOBAaHUS IO BOIPOCY TI'E€HETUYECKOTO pHCKa
POXKICHUS B 3TOU CEMbE JCTEH ¢ HACIICACTBEHHOM ITaTOJIOTUEH.

- Jletam ¢ cuHApOMOM XoJjecTaza pPEKOMEHIyeTCsl BaKIMHALUSA C LeIbl0 NPOQHIAKTUKU
MHQPEKIMOHHBIX 3a00seBanwmii [95].

VpoBeHb yoeautenbHOCTH pekomeraanuii C (ypoBeHb JOCTOBEPHOCTH J0Ka3aTEIbCTB — 5)

KoMMeHTapun: peKOMeHAYeTCsl BaKIIMHUPOBAaTh HOBOPOKJIEHHBIX C HEOHATAJIbHBIM XOJIECTa30M B
COOTBETCTBUY C HAIIMOHAJIBHBIM KaJI€HIapPEM IPUBUBOK IIPH OTCYTCTBUU NIPOTUBONOKA3aHUI CO CTOPOHBI
JAPYrUX OpraHoB U cucteM. [ mpogUIaKTUKU BUPYCHOTO rernaTtuTa B BceM HOBOPOKJIEHHBIM B TEUEHHE
NepBbIX 24 4 )KU3HU BBOJAT BaKIMHY JUIS NMPO(UIAKTUKH BUpycHOTO renatuta B** (kon ATX JO7BCO1,
3areM B Bo3pacte 1 u 6 mecsaueB. Ecaum mate — Hocutens HBSAg, To mpoBOIAT NONOIHUTEIBHYIO
BaKIIMHALIMIO B Bo3pacTe 12 mecAues.
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6. Oprauusauuﬂ OKa3aHusi MegULMHCKOW NOMOLLM

NMoka3aHuAa ansa rocnuTanusauuv B MeaAULUUNHCKYI0 OpraHu3auuvio:

1) Tspxenoe HecTaOMIIBHOE COCTOSIHUE PEOCHKA.
2) Heo6xomuMoCTh KOPPEKIUU THI0ATb0yMUHEMHH.

lNMoka3aHuA K BbINUCKEe NauueHTa u3 MeauuMHCKON opraHunsauuum

1) CrabunbpHOE yIOBJIETBOPUTEILHOE COCTOSIHUE peOCHKA.

2) Crabunm3anus 1abopaTOPHBIX IMOKa3aTelIel, OTCYTCTBUE THITIOATBOYMUHEMUHU.

3) OtcyTcTBHE MPOTUBOTIOKA3aHUM K BBITTUCKE.

B ciydae mono3peHuss Ha MOPOK Pa3BUTHUS JKETYEBBIBOAALIUX IyTEH, MAllMEHT HampaBisieTcsl B
MpOQUILHOE XUPYPTHUUECKOE OTAENIEHUE JUIsl MPOBEJIEHUS JOMOJHUTENBHBIX METOJOB HCCIIEJA0BAHUS U
XUPYPrUUeCcKOro JeUeHus B yCIOBUIX CTallMOHApa.

7. OJononHutenbHaa uMHdpopmauusa (B ToMm yYucne dakTopbl, BNusoWmue Ha Mcxopn
3aboneBaHUsl UNN COCTOSIHUA)

Hcxonpr CHUHApPOMa XO0JIeCTa3a 3aBUCAIAT OT OTUOJIOTUH 3a00JIcBaHMs.

KpMTepvm OLIeHKM KayecTBa MeAULMHCKOWN MOMO LM

N Kpurepun kauectsa OrneHKa BBINOJIHEHUS
(ma/uer)

1. |BremonHeH cOop aHaMmHe3a W Kalo0 Tpu 3a00JEBaHUSX IEUCHU U Ha/uver
MKEITYEBBIBOIAIINX yTEH

2. | Brmmonnen oOmuit (KTMHUYECKUH) aHAIM3 KPOBU Pa3BEPHYTHIN Jla/ver

3. | BrimonHeH aHanu3 KpoBU OMOXUMUYECKUN 00IIeTepaneBruIeCKHil Jla/ver

4. |BeimosHEeHO — WCCEIOBaHWE — KOaryjaorpaMMbl  (OPHEHTHPOBOYHOE Ha/uver
HCCJIeJOBAaHUE CUCTEMBI FEMOCTa3a)

5. |BpImonHeHO HCCleNOBaHME AHTUTEN K MOTEHUUAIBHBIM BO30YIUTENSM Ha/ner
renatuta Merogom MDA (ompeneneHue aHTUTEN K muToMeranoEHpycy
(Cytomegalovirus) B kpoBu, antuten k Bupycy Kokcaku (Coxsacki
virus) B KpoBH, aHTUTen K BUpycy remaruty C (Hepatitis C virus) B
KpOBH, aHTUTEN K BUpYCy npoctoro repmeca (Herpes simplex virus) B
KpoBH, aHTUTeN K Tokcorutazme (Toxoplasma gondii) B kpoBu, aHTUTEN K
oneqHou Tpenoneme (Treponema oallidum) B kpoBwm)

6. Bemmomaeno  III[P-uccnegoBanme KpoOBH € UEIbIO  BBISBICHUA Jla/aet

MOTEHIMAJIBHBIX BO30YANUTENIEH HEOHATAJILHOTO Irenaruta (onpeaeiaeHue
JHK Bupyca DOmnmreiina-bapp (Epstein-Barr virus) metomom IILIP B
nepudepudeckod M IYNOBHMHHOM  KpPOBH,  KOJHMYECTBEHHOE
HCCIICIOBAHUE, OIpeIeIICHUE JAHK nHToMmeranioEnpyca
(Cytomegalovirus) meronom IILIP B mepudepuueckoil u myrnoBUHHON
KpOBH, KojuuecTBeHHoe wuccinenoBanue, PHK Bupyca rematura C
(Hepatitis C virus) B kpoBu MerojgoMm IIIP, konmyecTBeHHOE
uccinenoBanue, aHtureHa Bupyca rematuta C (Hepatitis C virus) B
kposH, /IHK Bupyca renatura B (Hepatitis B virus) B kpoBu MeTO10M
[P, womuuecTBeHHOE wuccienoBanue, artHreHa (HhsAg) Bupyca
rernatuta B (Hepatitis B virus) B kpoH, PHK Bupyca kpacuyxu (Rubella
virus) Mmetogom I[IIP B mnepudepuueckoii MW MyNmOBUHHONW KpPOBH,
kagectBeHHoe wuccinenoanue, JJHK mpocroro repnmeca 1 m 2 Tumos
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(Herpes simplex virus types 1, 2) wmerogom III[P B KpoBH,
konmuectBeHHoe wuccinenoanune, JHK Ttokcormasmer (Toxoplasma
gondii) meronowm I11IP B nepucdepruyeckoii 1 MynmoBUHHON KPOBU
BrinosiHeH ucciiejoBaHue yPOBHS JKETUYHBIX KHCIIOT B KPOBHU Ja/uer
8. BpInosHEH KOMIUIEKC HMCCIIENOBAaHWUW I JIMArHOCTUKWA HAPYIICHUN Ha/mer
(YHKIIMY IIUTOBHIHOM JKEJIE3bI
9. |BpmonHEeHO uCCIENOBAaHHE KHUCIOTHO-OCHOBHOTO COCTOSIHHSI M Ta30B Ha/uer
KpOBHU (McCCIe10BaHUE YPOBHS BOJIOPOAHBIX HOHOB (pH) B KpoBH, ypoBHs
MOJIOYHOW KHCJIOTHI B KPOBH, YPOBHS OY(EpHBIX BEIIECTB B KPOBH)

10. |BeimonHEHO yJABTPa3BYKOBOE HCCIECIOBAaHHE OPraHoB  OpIONTHOM Ha/uer
MOJIOCTH (KOMIUIEKCHOE)
11. |BslnosHEHO ynbTpa3BYKOBOE MCCIIEI0BAHNE IOYEK Ha/ner
12. |BemonHeHa sxokapauorpadus Ha/ner
13. |BemonHeH npuem (O0CMOTp, KOHCYJIBTAIUs) Bpada-IeTCKOTO XHpypra Ha/ner
MEPBUYHBIN NPU NOJO3PEHUN Ha OMJIMAPHYIO arpe3uio
14. |BoinonHeH npuem (OCMOTp, KOHCYJbTAIMs) Bpaua-reHEeTHKA MePBUYHBII Ha/ner
MalUeHTaM C HEOHATaJIbHBIM X0JIECTa30M HECHOM 3THOJIOTUHU
15. |BrImoIHEHO Ha3HAYCHHE MHUTAHUS CHEIUATU3UPOBAHHBIM TPOTYKTOM Ha/uver
JETCKOTO JTMETUYECKOTO (J1e4eOHOTO) C TOBBIIMIEHHBIM COJCpPKAHUEM
CpeIHEIeNOYEYHbIX TPUTIIUIIEPUIOB

16. |BrImonHEeHO Ha3HauUeHUE #ypPCOJIC30KCUXOJIEBOH KHCIOTHI** (koq ATX Jla/met
AO05AAQ02) '
17. |Bremonneno Ha3HaueHue #petuHona** (BuramuH A) (kox ATX A11CA), Ha/uver
konekanbiudepona** (kom ATX Al11CC), BurammHa E (kog ATX
Al1HA), #buromenanuona (kog ATX B02BAO1)

~
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ractposnteposyoruy, remaroiorun u auerorepanuu GPI'BYH "OUI[ nurtanus u OuoTexHosoruu',
accucTeHT Kadeapsl ractposnteposioruu u aueronorud ®I'AOY BO "PHUMY um H.U. ITuporosa" M3
Poccun.

15. TymanoBa Enena JleoHungoBHa — aA.M.H., mpodeccop, 3aciykeHHbI Bpau P®D, riaBHbIH
BHEIITATHBIM CIEIMAINCT MO MAaTOJOTHYECKOW aHaToMuu (JeTckas ceTh) I'. MockBa, 3aBeayromuit
Kaeapoil MaToNOTHYECKOM aHATOMHUM M KIMHUYECKOW MaTOJIOTMYECKON aHAaTOMHUM IeIUaTpUuecKoro
¢akynprera ®PI'AOY BO "PHUMY wum. H.M. IluporoBa" MunzapaBa Poccum, 3aBemyrouiuii
naTojoroanaromuueckum otnenenuem ['bY3 "Jlerckas ropojackas kinuHudeckas 6onpHuna numenn H.O.
®unarosa" JI3M.

16. ®umunnoBa Enena AnekcaHapoBHa — K.M.H., PYKOBOJIUTENIb OTAENA YIbTPa3BYKOBOU
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JUarHOCTUKM B HeoHarosoruu u nexuatpun @OI'BY "HMMUI[ axymepcrBa, TMHEKOJOTUU H
nepuHatonoruu um. akana. B.M. Kymakosa" Munzapasa Poccun, nonieHt kadeaps! 1y4eBoi AUarHOCTUKH
nerckoro Bo3pacta ®I'bOY IIIO "PMAHIIO" Munznpasa Poccun.

KoH}puKT HHTEpECOB OTCYTCTBYET.

[Tpunoxxenne A2
MeToaonorus pa3paboTkn KNMHUYECKUX peKoMeHaauumn

Mertoapl, MCIOJB30BAaHHBIE ISl cOOpa/CeNIeKINU JOKAa3aTelbCTB: MOWCK B AIIEKTPOHHBIX 0azax
JaHHBIX.

Omnucanne MeTOJ0B, NCTIOIB30BaHHBIX Il cOOpa/CeNeKINy JOKa3aTeIbCTB: I0KAa3aTeNbHON 0a30i
JUIs peKOMEHJALMN SBIsUIMCh IyOnukanuu, Boueamue B KoxpaHoBckyto OuOMMOTEKy, 0a3bl JaHHBIX
PubMed, EMBASE u MEDLINE, Scopus, Web of Science, e-library, clinicaltrial.gov, 3nekTpoHHbIC
O6uOIMOTEKH, KIMHUYECKHE PEKOMEHIallNK, pa3MenieHHble Ha pecypcax The National Institute for Health
and Care Excellence, The European Association of Perinatal Medicine, The European Society for
Pediatric Research, The European Foundation for the Care of Newborn Infants, The European Society for
Neonatology. I'my6una moucka cocrasisiia 43 rona.

MeTo/bl, HCIOJIb30BAHHbIE JJISl OLIEHKH KAYeCTBAa M CHJIBI I0KA3aTeIbCTB:
- KOHCEHCYC KCIIEPTOB;
- OIIEHKA 3HAYUMOCTH B COOTBETCTBUU C PEUTUHIOBOM CXEMOM.

[kanbr orneHkn ypoBHEH aocrtoBepHocTH mokazarenbcetB (Y/J) (Tabmuma 1, 2) mist MeTonoB
JTUATHOCTUKHU, TNPOQGUIAKTAKH, JICYCHHS W peaduiauTanuu (IUarHOCTHYECKHX, NpPO(QUIaKTHIECKHX,
JIe4eOHBIX, PEAOUIUTAIIMOHHBIX BMEMIATENIBCTB) C pacMpoOBKON W IIKajla OIEHKH YpPOBHEH
yoemurensHocTH pekoMmeHmanuii (YVYP) (Tabnuma 3) mnsg meTonoB mnpodUIaKTUKH, TUATHOCTUKH,
JedeHusT W peadmwmmtanu (Mpo(QHUIaKTHIECKUX, TUATHOCTUYECKUX, JICYCOHBIX, pPeaOMIINTAIIMOHHBIX
BMEIIATEIIbCTB).

MeToabl, HCIOJIL30BAHHDbIE ISl AHAJIM3A I0KA3aTeJIbCTB:
- 0030pBI OITyOJTMKOBAHHBIX METaaHATN30B;
- CUCTeMaTH4eCcKrue 0030pbI C TaOIUIIaMU JJOKA3aTeIbCTB.

Onucanmne METOA0B, HCITI0JIb30BAaHHBIX AJIf1 AaHAJIHU3A J0Ka3aTEeJIbCTB

HpI/I OT60pC Hy@]’lHKaL{Hﬁ, KaK INOTCHHHUAJBHBIX HMCTOYHHMKOB A0Ka3aTC/IbCTB, HMCIIOJIB30BAHHAsA B
KaKIOM HCCIICAOBAHUN MCETOMOJIOTUA uU3ydajlaCb A TOrO, YTOOBI Y66,Z[I/ITBC${ B €€ BaJIHMIHOCTH.
MeTto10J10THUECKOE HU3YUYCHUC 6aBI/IpOBaJ'IOCB Ha BOIIpOCax, KOTOPLIC C(i)OKYCI/IpOBaHBI Ha TCX
0COOEHHOCTAX Jau3aiiHa I/ICCJIG,I[OBaHPlﬁ, KOTOPBIC OKa3bIBAIOT CYHICCTBCHHOC BJIMSAHWC HA BAJIMJHOCTDb
PE3YyJIbTAaTOB U BBIBOJOB.

Z[J'ISI MHHHUMU3AH TTOTCHIHAJIbHBIX OIIMOOK CY6T:>6KTI/IBHOFO XapakKTepa Kaxa0¢ HCCICAOBAHUC
OIICHMUBAJIOCh HC3aBUCHUMO, I10 MEHBIIIEH MEpPE, ABYMs YJICHAMU pa60qel71 IpyIIIbL. Kakwue-mmubo pa3jinuunsa
B OIICHKax 06CY)KI[8.J'II/ICB BCel rpynnoﬁ B IIOJJHOM COCTaBc€. HpI/I HCBO3MOKHOCTH HOCTHKCHUA
KOHCCHCYCa IMPUBJICKAJICA HE3aBUCHUMBIH OKCIICPT.

IKOHOMUYECKNIN AHAJIN3:
AHaM3 CTOUMOCTH HE TIPOBOIUIICS, U MyOIUKAIUK 10 (apMaKOIKOHOMHKE HE aHATH3UPOBAIHCH

Mertoa Baauan3aluu peKOMEH A Ui:
- BHEILIHAS DKCIIEPTHAS OLICHKA;
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- BHYTPEHHSS SKCIIEPTHAsI OLIEHKA.

Onucanue MeToAa BAJIMAM3ALMU PEKOMEH/IaMii:

Hacrosimue pekoMeHIanuu B TpEABapUTENbHON BEPCHUU OBLIM PELeH3UPOBaHbl HE3aBUCHMBIMU
JKCIIEpTaMHU, KOTOPBIX MOIPOCHIIN IPOKOMMEHTUPOBATh, IIPEKIE BCETO, TO, HACKOJIBKO MHTEpIIpETalus
JI0Ka3aTeJIbCTB, JIEKAIIUX B OCHOBE PEKOMEHIALNMI, TOCTYITHA JUIsl IOHUMaHUS.

[TonydeHbl KOMMEHTapuu CO CTOPOHBI Bpadyeil NMEPBUYHOIO 3BEHA M YYAaCTKOBBIX IIEIUATPOB B
OTHOILIEHUH JOXOAYMBOCTH H3JIOKEHUS PEKOMEHAAIMM M MX OLEHKM Ba)XKHOCTH PEKOMEHJIALMH, KaK
pabouero MHCTPYMEHTA MIOBCEAHEBHOM MPAKTUKH.

[IpenBaputenbHas Bepcus Obula TAaK)K€ HAINpaBiICHAa PELEH3EHTY, HE MMEIOLIEMY MEIULMHCKOTO
o0Opa3oBaHus, JUIs MOJIy4YE€HNUSI KOMMEHTapHUEB, C TOUKH 3PEHMSI IEPCIIEKTUB MallUeHTOB.

KoMMeHTapuu, nojydeHHblE OT SKCHEPTOB, TIIATEIBHO CHCTEMAaTHU3UPOBAINCH, MU OOCYKIaNCh
npejceaareneM U wieHaMu paboueit rpymnmbl. Kaxaplii MyHKT o0cykaaics, 1 BHOCHUMBIE B pe3yJbTaTe
9TOTO M3MEHEHUS B PEKOMEHIAIMU PETUCTPUPOBAIMCH. EcCiM ke W3MEHEHUs HE BHOCWINCH, TO
PErucTpUPOBAIUCH IPUYMHBI OTKA3a OT BHECEHUSI NU3MEHEHHUN.

KoHcyabTanus u 3KCIepTHAsi OLeHKA:

HOCJ’IG}IHI/IG HU3MCHCHHA B HACTOAINMUX PEKOMCHAANOUWAX MPCACTABJICHBI I OJHUCKYCCHUH B
npeaBapuTeNbHOM Bepcur. OOHOBIIEHHAS BEPCHS TSI ITMPOKOTO 0OCYKIeHHs Obllla pa3MeleHa Ha caiTe
Poccwuiickoro obmecTBa HEOHATOJIOTOB (POH) www.neonatology.pro, WWW.raspm.ru,
https://portalcr.minzdrav.gov.ru/ misi Toro, 9roObl BCE€ 3aMHTEPECOBAHHBIC JIMIIA UMEIH BO3MOXHOCTH
MPUHSATH y4acTue B OOCYKIEHUH U COBEPIIEHCTBOBAHUM PEKOMEHIAIil.

[Ipoext pexkomMeHanuil peLeH3upOBaH HE3aBUCUMBIMU JKCIIEPTaMH, KOTOPBIX IMOIPOCHIIN
MIPOKOMMEHTHPOBATh, MPEXKJIE BCEro, JOXOTYMBOCTh U TOUHOCTh MHTEPIIPETALUU JOKa3aTeIbHON 0a3bl,
JIe)KaIlle B OCHOBE PEKOMEH AU,

Jlis  OKOHYATeNbHOW peNakUMh W KOHTPOJSI KauyecTBa PEKOMEHJIAUU ObUIM MOBTOPHO
MIPOAHAJIM3UPOBAHBI WieHAMU paboyeil rpynbl, KOTOpbIe MPUIILIM K 3aKIIOUEHHUI0, YTO BCE 3aMEeUaHus U
KOMMEHTapUH SKCIIEPTOB MPHUHATHl BO BHUMaHHUE, PUCK CHUCTEMAaTHMUECKHUX OLIMOOK TMpH pa3paboTke
peKoMeHAalNl CBEICH K MUHUMYMY.

LleneBas ayauTopmA AaHHbIX KNMUHUYECKUX PpeKOMeHAALMN:
1. Bpadyu-HECOHATOJIOI'H,

2. BpauHu-aHCCTE3UOJIOTU-PEAHUMATOJIOTH,

3. Bpauu-neuaTpsl.

Tabmuma 1. Illkama oneHku ypoBHEH JOCTOBepHOCTH aokazarensctB (Y/) ans meromoB
JTMArHOCTHKY (JMAarHOCTUYCCKUX BMEIIATEIHCTB)
YN Pacmmdposka
1 Cucrematndeckue 0030pbl HCCICIOBAHUN C KOHTPOJEM pedepeHCHBIM METOJ0M WU
CUCTEMAaTUYECKUI 0030p paHIOMHU3HPOBAHHBIX KIMHHYECKUX HUCCICAOBAHUN C IPUMEHEHUEM
MeTa-aHaau3a
2 OtnenbHBIE HCCNEAOBAHUSA C KOHTpPoJIeM pedepeHCHBIM METOJIOM WM  OTACNbHBIC
paHJAOMU3HUPOBAHHbIE  KIMHUYECKHE  HWCCIENOBAHHMS W CHCTEMaTHYeCKHe  0030pbI
WCCIIeIOBAaHUN JI000TO NW3aifHa, 3a HWCKIIOYEHHEM PaHIOMH3UPOBAHHBIX KIMHUYECKUX
HCCIIEIOBAHUM, C IPUMEHEHUEM METa-aHAIN3a
3 HccnenoBanus 6e3 mocinen0BaTeIbHOTO KOHTPOJIS peepeHCHBIM METOIOM HIIM UCCIEI0BAaHUS
c pedepeHCHBIM METO/IOM, HE SIBISIOIIMMCS HE3aBUCUMBIM OT HCCIEAYeMOTO METOJa HIIU
HEPaHIOMHU3UPOBAHHBIE CPAaBHUTEIBHBIE HCCIEAOBAaHHUS, B TOM YHCIE€ KOTOPTHBIE
HCCIEIOBaHUSI
4 HecpaBHurenbHbIe UCCIENOBAaHMNS, ONMCAHNUE KIMHUYECKOTO CIIydast
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5

‘ Hmeetcs nuinbs 000CHOBaHUE MEXaHHU3Ma I[ef/'ICTBI/ISI HJIM MHCHHEC SKCIICPTOB

Tabmuma 2. Illkama oreHKM ypOBHEH JTOCTOBEpHOCTH mokazarenscTB (Y/IJ[) mns meromoB
npo(UITAKTUKHY, JICUCHHsI, MEITUIIMHCKON peaduINTalny, B TOM YHCJIE OCHOBAHHBIX Ha MCIOJIb30BaHUHU
PUPOIHBIX J1e4eOHBIX (PaKTOPOB (MPOPUITAKTHYECKHX, JIeUEOHBIX, peaOMIINTAIIMOHHBIX BMEIIATEIHCTB)

Y PacmmdpoBka

1 Cucrematnueckuii 0630p PKI ¢ npumenennem mera-ananmnsa

2 Otnensapie PKM u cucremMarumdeckwe 0030pbl  WCCIEAOBAHUN JIFOOOTO JM3aiiHa, 3a
ncxirouennem PKH, ¢ npuMeHennem mera-anainsa

3 HepangomusnpoBanHble CpaBHUTEIIbHBIC UCCIICIOBAHMS, B T.4. KOTOPTHBIE UCCICAOBAHUS

4 HecpaBHuTenbHble HcCIeIOBaHUS, OMHCAHME KIMHUYECKOTO cllydass WJIM CEpUU CIIy4Yaes,
rccaeAoBaHus "'CIydai-KOHTPOJIb"

5 Nmeercss nuimb 00OCHOBaHME MeEXaHM3Ma JEHCTBUSI BMEIIATEIbCTBA (MOKIMHHUYECKUE
WCCTIEIOBAHUS) WJIM MHEHHE DKCTIEPTOB

Tabmuma 3. Illkana oneHkun ypoBHeW yoOenuTenbHocTH pexkomeHaauuid (YVYP) mist meronos
NpOQUIAKTUKH, JAUATHOCTUKHU, JICYCHUS, MEIUIMHCKON peadmiIuTanuy, B TOM YHCJIE€ OCHOBAaHHBIX Ha
WCIOJIb30BAHNU TMPUPOJHBIX JIeYEOHBIX (PAKTOPOB (MPOPHUIAKTUYECKUX, TUATHOCTUUYECKHX, JEUEOHBIX,
peabuINTallMOHHBIX BMEIIATEIbCTB)

YVP

Pacmmdposka

A

CunpHas pexoMmeHjanusi (Bce paccMaTpuBaeMble KpUTEpUU APPEKTUBHOCTH (HCXOJbI)
SBIIIOTCA BaXHBIMHM, BCE€ MCCIEAOBAaHMS HMEIOT BBICOKOE WM YIOBJIETBOPUTEIBHOE
METOJI0JIOTMYECKOE KadeCTBO, HX BBIBOJBI 0 HHTEPECYIOIUM MCXOJaM  SBISIOTCS
COTJIACOBAHHBIMH )

VYcnoBHas pexkomeHAamus (HE BCE paccMaTpuBaeMble KpuUTepud 3()PEKTHUBHOCTU (MCXOIBI)
SIBIISIIOTCSI BaXHBIMH, HE BCE HCCIICOBAHUS WMEIOT BBICOKOE WM YIOBIETBOPHUTEIHHOE
METOJIOJIOTHYECKOE KA4eCTBO W/WIIM WX BBIBOJBI MO0 MHTEPECYIOIIUM HMCXOJaM HeE SIBIISIOTCS
COTJIACOBAHHBIMH )

Cnabas pexoMeHgauus (OTCYTCTBHE JOKa3aTelbCTB HaJUIeXkKallero KadectBa (Bce
paccmarpuBaeMble  KpuTepu 3(G(GEKTUBHOCTH (MCXObl) SIBISIOTCS HEBAXKHBIMM, BCE
HCCIIEIOBAaHUSI UMEIOT HU3KOE METOJI0JIOTUYECKOE KaUeCTBO U MX BBIBObBI 110 HHTEPECYIOIIUM
MCXO0J]aM HE SBJISIOTCSI COTJIACOBAHHBIMHU)

Mopsaaok 0GHOBNEHUS1 KNMMHUYECKUX peKoMeHaauumn

MexaHu3M OOHOBJICHHSI KIMHMUYECKHX PEKOMEHAIUI IMPEeIycCMaTpUBACT UX CHUCTEMATHYECKYIO
aKTyaJIM3alliio — HEe PEKE YeM OJMH pa3 B TPH T'0JIa,  TAKKE MPH TOSBICHUN HOBBIX JIAHHBIX C ITO3UIHH
JIOKa3aTCIIbHONM MEIMIMHBI 110 BOMPOCAM JHATHOCTHKH, JICYCHMS, NPO(PHIAKTHKH WU peaOuIMTalliN
KOHKPETHBIX 3a00JICBaHH, HATMYUN OOOCHOBAaHHBIX JOIMOJHEHHI/3aMEUaHUN K paHee yTBEPIKICHHBIM
KP, Ho He yamie 1 pa3a B 6 Mmecsi1ieB.
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ITpunoxxenne A3

CﬂpaBOqule MaTepuanbl, BKrno4vasda cooTBeTCcTBUe nokKasaHum K nMPpUMeHeHUIo n
HpOTMBOHOKﬁSaHMﬁ, cnoco6oB npnuMeHeHUsA U 403 NNeKapCTBeHHbIX npenapaTtos,
MHCTPYKUUUN NO NPpUMEHEHUIO JNieKapCTBeHHOro npenaparta

[Tpunoxenue A3.1
CBsi3aHHbIle AOKYMEHTbI

JlaHHbBIE KIMHUYECKHE PEKOMEHIAMU pa3paboTaHbl C yUETOM CIEAYIOIINX HOPMATHBHO-IIPABOBBIX
JOKYMEHTOB:

1. ®enepanbubiii 3akoH ot 21.11.2011 N 323 ®3 "OO6 ocHOBax oXpaHbl 370pPOBbsSl I'paXJaH B
Poccuiickoit @deneparun’.

2. Tlpuka3 MunsapaBa Poccun ot 10.05.2017 N 203n "OO yTBEpKIEHUH KPUTEPUEB OLIEHKH
KayecTBa MEeIUIIMHCKON moMonn'.

3. Ilpuka3 MunznpaBa Poccun ot 21.04.2022 N 2741 "O6 yrBepxknenuu llopsaka oxazanus
MEUIIMHCKOM MOMOIIY MallMeHTaM C BPOK/IEHHBIMU U (MJIM) HACJIeICTBEHHBIMH 3a00JI€BaHUSIMU "

4. MexayHapoaHas kiaccudukanus 00jie3Hel, TpaBM U COCTOSIHUH, BIMSAIOIINX Ha 310poBbe, 10-T0
nepecmotpa (MKB-10) (Bcemupnas opranuzanus 3apaBooxpanenus) Bepcus 2019.

5. Ilpukaz3 Munzapasa Poccum ot 13.10.2017 N 804n "OO yTBepKJIE€HUUM HOMEHKIJIATYPHI
MEIMIUHCKUX yCayr".

6. Pacnopsokenue IIpaButenbctBa PO ot 12.10.2019 N 2406-p "OO yTBEep)KICHUU TEPEUHS
KU3HEHHO HEOOXOIMMBIX U BaXKHEHUIINX JIEKapCTBEHHBIX IIPENapaToB, a TAKXKe MepeuHen JeKapCTBEHHBIX
MpenaparoB s MEJUIUHCKOIO IPUMEHEHHS M MHHHMAJIBHOIO aCCOPTHUMEHTA JIEKApCTBEHHBIX
penapaToB, HEOOXOAUMBIX TSl OKa3aHMs MEIUITUHCKON TomMotu".

7. TocynapcTBEHHBIN peecTp JIEKapCTBEHHBIX CPEeACTB: https://grls.rosminzdrav.ru

8. Pacmnopsbkenue IlpaBurensctBa PD ot 11.12.2023 N 3551-p "OO yTBEepKICHUU TEPEUHS
CHEIHATM3UPOBAHHBIX MTPOIYKTOB JIEYEOHOTO MUTAHUS AJIs AeTeH-UHBAINI0B" .

9. Ilpukaz MwunzapaBa Poccum ot 17.04.2025 N 2221 "OO6 yrBepxkaenun llopsmka oka3zaHus
MEIUIIMHCKON moMomu 1o npodwio "HeoHartosorus" (3apeructpupoBano B Muntocte Poccun
02.06.2025 N 82516).
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IIpunoxenue b
AnropuTtmbl AeCcCTBMX Bpaya

Cxema 1 AnroputMm mudQdepeHIHaTLHON TUArHOCTHKY 3a00JIeBAaHUHN TICUCHU, MPOSBIISIONIUXCS
HEOHATAJILHBIM XO0JIECTa30M

HoeopodneHHRE © XOMSCTas0M

l

OueHHTE NEET CTYNA
BrmonmET: Y IBTpasEVKOEOE HOCTEIO0BaHEE OPrancs SPIOMHOE momocTH
flcom:mexcl]me‘l HETOIIAE

TMpHsHass BEEENE9EHOTHOTD RONSCTA34: AX0MHEE CTVIA,
OTCYTCTEHE BHIVATHSAEH HeldHOTo IYSHPA H IPYTHe
AHOMATHH IpH IPOEETeHER ¥ 51 MeTeHH HaATOMEE.

HET

fu =

BRINONHEETE aHATHS KpOEE SHOXEMHETECEHE
00ImeTepaneE THUECERE (OIpeIensEHe

OfcnegosaHHe B KHPVPTEEECKOM CTAITHOHAPE
ARTHEHOCTH FaMMa-TTOTAMHITRaHC fepassl B

C [Tt BEIABNSEHA NOPOEOE PASEHTHA
EETISEEECIANIHY Ty Tel EpoEH)

!

ITT mossmmera

AJa HET
v
Jed. IHArHOCTHEA 3a00NeEammTE:

1. X&'{ECTBS, DE}-’CHUBJIEB:HIJI'H T“H:'ICEJ'IH'_'A.[ COCTOAHHEM Pﬁﬁﬂ:ﬁ.ﬂ BI:\]:IIO.‘]I']:E'II) HCCIeI0BaHHE ‘_.an
{TPBHSI'H‘DPB]:]]{ HEOHATANBHBIH  EONIESCTAS, CEIICHC, F:[}’EUKD BETEHEX ERCTIOT mﬁ{} E ]‘pr}EH
HETOHOIIEHHEIE TETH H Ip.).

2. X&'{ECTBS, DE’}-’CTIUB;‘IEBHIII]“JI HACISNCTESHARMHE 3200UIeEaHEAME
TMMEgeHH

» Jedumar ansda-1-aHTHTpENCHE
» HIIC u gpyree mesoconesie BH.
» CHEDpoM ATasHEuTE
» METoXoHIpHATEHES Sa00NeEAHER K noBHIMEHE
» TICEX 3 THIa E OpyTHE THIE, MPOTEEANMHe ¢ BRcokolE [T T
+ bonesas Henzara-Tluxa Ten C
* HeonaTanbHeE CETEDOSHPYIOMES XOMZHETHT

3. HeoHaTANEHEE FEMOXPOMATOS
4.CHEOpOM XOTeCTasa, OOYCIOENSHHBIH & HENOTODEIMHE — THIIEME

HacleJCTEeHHEEX MeMOTETHIeCHEY aHeMHE = T
5. CHEmpoM EOJIECTESE, o0y CACEIeHHELR SHIOKPHHHBIME
HAPYIIEEHAME (THIIOTHPEOS, TARTEIOMHTVHTAPHM)
¥ L4
Jed. THATHOCTEEA 5a000SE3HTH: Jud. aparsocTEES safonsEaHHE:
« TICEX 1.2.4 tanos m apyvree THOH [ICB3L + Hapymense carresa FE
OpoTekarcmHe ¢ HEskol TTT » IleporcHCOMEEE GONesHE
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IIpunoxenue B
UHdopmaumua ana naumeHTa

YTo Takoe xonecTa3 HOBOPOXAEHHbLIX?

HeonaranpHslil X0J€cTa3 — 3TO COCTOSIHUE Y MJIQJICHIEB, IPU KOTOPOM HAapyLIAeTCsl OTTOK >KEIT4H
u3 nedyeHu. JKemdb — 3TO TEMHO-3€lIeHasl WM JKEITOBAaTO-KOPUYHEBAs KHUIKOCTb, BbIpabaThIBaeMast
KJIeTKaMH TeveHu. JKeaub MOCTynaeT M3 MEYEeHU B JKEIYHBbIE MPOTOKH, KEIYHBIN Iy3bIpb, U 3aTEM B
KHAIICYHUK, TIOMOTasi MUIIEBAPEHUI0. XO0JIecTa3 BO3HHMKAET JIMOO TpW 3a00JIeBaHUM TEYCHHU, JTUOO MpHU
HIMYAH TPETSATCTBHUS U OTTOKA KENYM W3 NeYeHHW B KHIIeyHHK. Korma xolsiectas BBISBISETCS MPH
POKJIEHUH WJIM BCKOPE TOCIIE POKJIEHUS, €T0 Ha3bIBAIOT HEOHATAIbHBIM.

YTo BLI3bIBaET Xxonecras?

Xonecraz MOXET ObIThb BBI3BAH MHOTMMH COCTOSIHUSIMHM, BKJIIOYas HH(EKIUU, aHATOMUYECKHE,
reHeTUYecKnue, MeTaboJIMYecKue M HMMYHHbIE HapylleHHs. XOJecTa3 TaKKe MOXKET ObITh BbI3BaH
JIEKapCTBEHHBIMU CpeACTBAMU M TOKCMHamMH. OJIHAKO B HEKOTOPBIX CiIydasX IMpUYMHA XOJIecTasa
ocraercsi Hem3BecTHOM. O1HOM U3 HanboJiee pacpOCTpaHEHHBIX MPUYMH XOJIeCTa3a ABJSETCS OUIapHas
aTpesusi, IpU KOTOPON >KEITYHbIE MPOTOKH HEMpPaBUIBLHO (OPMUPYIOTCS WM NOBpexaatoTcs. Jpyrue
COCTOSIHUSI, KOTOpBhIE€ MOTYT BBI3BaTh HEOHATAJbHBIM XOJIECTa3, BKIIOYAIOT HHGEKIUH (HapUMep,
LUTOMETAJOBUPYC) WM HaCJEICTBEHHbIE 3a0osieBaHUs (HampHUMeEp, MNPOTPECCUPYIOUIUN CceMeHHBbIN
BHYTPUIICUEHOYHBIN X0JIECTa3, CUHAPOM AJaKUJUISL, MyKOBHCIMI03, AePUIMT anbda-l-aHTUTpUNICHHA U
npyrue). Bpau Bamero pebenka nposeneT oOciaeioBaHUE, YTOOBI OMPENEIUTh NPUYNHY HEOHATAIBHOIO
XoJecTasa.

KakoBbl HEKOTOpbIe NOCNeACTBUSA XonecTta3a y HOBOPOXAEHHbIX?

Ileuenr BakHa I YOAJIEHHUS TOKCUYHBIX BCIICCTB M3 OpraHuiMa, a TakKKE IIPOHU3BOIUT 66J'IKI/I,
TaKue Kak albOyMUH U ()aKTOPBI CBEPTHIBAHHUS, KOTOPhIC HEOOXOAMMBI JIIs JKU3HU. JKemdb Takke BaykHa
JUISl MUTAHUS], IOMOTasi yCBauBaTh JKUPbI U JKUPOPACTBOPUMbBIE BUTAMUHBIL. Y JETEH C X0JIECTa30M MOTYT
BO3HUKHYTHb TPYAHOCTHU C IICPEBAPHUBAHUEM ITHMIIHU, YTO IMIPHUBOJUT K 3aICPIKKE HpI/I6aBKI/I B BECC U POCTC.
B Tsokennix ClIydasaXx X0JIECTa3 MOXET IIPUBECTHU K HUPPO3Y IICUCHU U HOTpC60BaTB NepeCcaaku ICUCHU.

KakoBbl CMMNTOMbI X0OJiecTa3a y HOBOPOXAEHHbIX?

Kenroe IMPOKpalIWBAHUE KOXH KW CKIICP I'Jla3, HAa3bIBACMOC H(CHTYXOﬁ, HaCTO ABJIACTCSI OAHUM U3
IEPBEIX IIPHU3HAKOB XOJECTasa. XoTd OOJBIIHHCTBO KCITYyX HOBOPOXIACHHBIX HE BBI3BAHEBI
3a00JIEBAaHUSIMU NNE4YCHU, O HUX CJIICAYCT IIOMHHUTD, 0COOEHHO ecii y p€6€HKa C )I(CHTYXOﬁ MO4Ya UMECT
HaCLIHlCHHbIﬁ OBCT, a CTYJ CcBeTNIbId uin Oenblid. Bonee IIO3JHUEC CHMIITOMBI XOJIECTa3a BKIIHOYAIOT
YCTAJIOCTh, IINIOXOC IMMUTAHUC, TPYAHOCTU C Ha60pOM Be€Ca U KOIKHBIN 3yAa. HpI/I IMPOrpeCcCUpyrouecm
3a00JIEBAaHNUU IEUYEHU y pe6eHKa MOTY MNOABUTHCA ITPU3HAKH aCLIUTA (HaKOHHCHI/Ie KHUOKOCTU B )KI/IBOTC), a
TAKXXC MOI'YT BO3HHUKHYTH KPOBOTCUYCHHA HUX MCCT 3a60pa KpOBH, KCIYAOUYHO-KUIICUHOI'O TpPAKTa U
APYTUux OpraHoOB HU3-34a CHMIKECHHOH CBCPTBIBACMOCTHU KPOBH.

Ha uto cneagyeTt o6patnTh BHUMaHME NpU POXAEHUN HOBOPOXAEHHOro?
XKentyxa B coueTaHWu ¢ TEMHON MOYOH WM CBETJIBIM/OJeNHBIM cTynoM. JKentyxa ¢ Apyrumu
HapyLEeHUsIMU B OpraHU3Me, B TOM 4HCJe B Cep/Ilie, CeJe3eHKe, KOXKe, r1a3ax 1 CKeJeTe.

Kak Bpauu oueHMBalOT xorecrta3 y HOBOPOXAEHHbIX?

Ecmu Yy Baliero HOBOPOXACHHOI'O pe6eHKa €CTh YKA3aHHBIC CUMIITOMEI, €0 OCMOTPAT HECOHATOJIOT
" XUpypr. Bpaq MOXKET Ha3HA4YUTh JOIIOJIHUTCIIbHBIC OGCHG,Z[OB&HI/IHZ BBITIOJIHUTH aHAJIU3bl KPOBU U MOYH,
V3U NEYCHHU, KCIIYHOTO IIY3bIPpA U APYTUX OPraHOB. Yy HCKOTOPBIX MAOUCHTOB I AUAIHOCTHKU
Tpe6yeTc51 ouorcusa neyeHu. buomncus medeHu 3aKiIFoYacTCs B 3&60})6 HEOOJIBIIIOTO KyCOYKa ICYCHU C
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MTOMOIILI0 MAJICHBKOW UTJIBI, OKA Balll pEOCHOK HAXOAUTCS MO HAPKO3OM.

KakoBo ne4yeHue xonecrasa y HOBOpO)K.quHbIX?

Bamemy pebeHky MOTYT ObITh Ha3HAUEHBI CIEIUALHBIE CMECH, YTO HEOOXOAMMO ISl YITYUIICHUS
MUIIEBAPEHUs] U MPUOABKU B Bece, KOTOPbIE MOKHO KOMOMHHUPOBATH C T'PYIAHBIM MOJOKOM. Jluib B
PEIKHX ClIy4asix HPOTHUBOIIOKA3aHO TPyJHOE BCKapMmiuBaHue. KpoMe Toro, y Jnerei ¢ CHHIPOMOM
X0JIeCcTa3a BO3HUKAET AehUIUT KupopacTBOopuMbix BuTamMuHOB (A, I, E, K) BciencrBue HapymeHHOTO
BCAChIBAaHUS KUPOB, B CBSI3M C YEM IMALMEHTHI MOJYHAKOT JOTALHUIO KHUPOPACTBOPUMBIX BUTAMHUHOB.
Taxxe OyayT Ha3HAUEHBI MPEMapaThl, YITYYIIAIONAE OTTOK XKEIYd. Y HEKOTOPBIX MIIQJICHIICB OOJIC3HBb
MIPOTPECCUPYET U BBI3BIBAET LIUPPO3, YTO MOXKET MOTPEOOBATH MEPECAKH TCUCHHU.

KakoB nporHo3s npu xonecrase HOBOPOXAEHHbIX?

Vcxon HEOHATaNBHOTO XOJiecTa3a pa3M4aeTcsl B 3aBUCUMOCTH OT OCHOBHOHM TNPUYMHBL. Y
HCKOTOPBIX MAUCHTOB COCTOSHHUEC YIydIIacTCd CO BPEMCHEM, B TO BPEMA KaK Yy JPYIrux COCTOSHHC
MOXKCT YXYAUIIUTHCA. HpI/I HEKOTOPBIX 3a00JIEBAHUSX CYIICCTBYIOT JICKAPCTBCHHBLIC IpEIapaTbl HIIN
MMPOBOAWUTCA XUPYPIrUUCCKOC BMCIIATCILCTBO, MPHUBOAAIIMC K BBISAOPOBJICHUIO MWW KIIHMHHUKO-
71abopaTopHOil peMuccuy, Koraa Ha (oHe MpHeMa JIeKapcTBa HOPMAIM3YIOTCS WM YMEHBINAIOTCS
nposiBieHus 6ose3nu. [locie Toro, kKak Bamn Bpad 3aBepIINT HEOOXOMMBIE HCCIICIOBAHUS, TUIAH JICUCHHS
Y IPOTHO3 OyAyT 00CYKIeHbI OoJiee MopOoOHO.

ITpunoxenne I'l-I'N

LUkanb! oueHKu, BOMPOCHUKN N gpyrme oueHoO4YHble MHCTPYMEeHTbl COCTOAHUA NalUueHTa,
npunBegeHHblIe B KNMIMHNYEeCKUX peKoMeHgauunax

He npumensitorcs.

Hogeie, uznannbie B 2020-2025 1. 1 ourmanbHo yrBepKAEHHBIE MuH31paBoM PO,
KIMHUYECKHE PEKOMEHIAIMH (PYKOBOJICTBA, TPOTOKOJIBI JICUCHHS) — Ha HAIIIEM CaiTe.
WHTEepHeT-CChUIKA:
http://disuria.ru/load/zakonodatelstvo/klinicheskie_rekomendacii_protokoly lechenija/54.

Ecau roe-To keM-To TaHHBIN JOKYMEHT ObLIT paHee pacreuartaH, JaHHoe m3o0paxenue QR-koma
ITOMOJKET BaM OBICTPO MEPEHTH IO CCBUIKE ¢ OYMa)KHOW KOMUU — B HEM HAXOJIUTCS Ta CChLIKA.
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