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2. Coorunomenue koaoB MKBE-10 u MKB-9 :

MKB-10 MKSB -9
Q 79.2 | Omdanonene 53.41 YcTpaHeHne MynoYHOM TPBIKU ¢ TTOMOIIRIO
Q 79.3 | T'actpommsuc UMILIaHTaTa

53.49 Hpyras myrnouyHas repHuopadus

53.50 YcTpanenue Apyroil rpbbKU MepeTHein
OprolIHO# cTeHKH (0€3 UMILIaHTaTa WK
53.51 mpoTe3a)

YcTpaneHue rppKy EpeIHE OPIOIIHON

53.59 CTCHKH C paC €4eH €M
YcTpaHeHue Ipyrov rpbbKA NEpEeIHEN
53.61 OpIOITHOM CTECHKH
VYcrpaHeHue TphKU ¢ PaCCEUCHUEM U
53.69 HCMOJIb30BaHUEM ITPOTE3a
YcTpaneHnue Apyrou rpbbKU NEpeIHEN
53.70 OpIOIIHOM CTEHKU C UCIIOJIH30BAHUEM
nmporesa

Jlpyrue BOCCTaHOBUTEIbHBIE MAHUITYJISIIHH
Ha OpIOIIHOM CTEHKE U OPIOIINHE

3. JlaTta pa3pa6otku mporokoJia: 2016 ro.

4. Iloab3oBaTequ  NPOTOKOJIA.  HEOHATOJOTH,  JIETCKHME  AHECTE3HOJIOTH
PEaHUMATOJIOTH, IETCKUM (HEOHATATBHBIN ) XUPYPT.

5. Kareropusi nauMeHTOB. HOBOPOXKJIECHHBIE.

6. Illkana ypoBHS 10KA3aTEJIbHOCTH:

A

BricokokauecTBeHHBIM MeTa-aHalu3, cucrematuueckuii o03op PKU unum
kpynHoe PKUM ¢ oueHb HHU3KOH BEPOSITHOCTHIO (+1) CHCTEMATHUYECKOW OUIMOKHU
pe3yNbTaThl KOTOPBIX MOTYT OBITh PACHpPOCTPAHEHBI HAa COOTBETCTBYIOLIYIO
NOMYJISILUIO.

BricokokauecTBeHHBIM (++) CHUCTEMaTHYeCKUd 0030p KOTOPTHBIX WU
UCCIICIOBAHUM CITy4ail-KOHTPOJIb WM BbicOKkOkauecTBeHHOE (++) KOrOpTHOE
WA  WCCIENOBAHUM  CIIy4Yal-KOHTPOJIb C  OYEHb  HHU3KUM  PHUCKOM
cucremarndyeckod ommOku wim PKW ¢ HeBelcokum (+)  pHCKOM
CUCTEMATUYECKOM OMMOKH, PE3yIbTaThl KOTOPBIX MOTYT OBITH PACIIPOCTPAHEHBI
Ha COOTBETCTBYIONIYIO MTOMYJISIIUIO.

KoroptHoe wim wHcciienoBaHUE CIy4al-KOHTPOJb WM KOHTPOJIHUPYEMOE
uccieqoBaHue 0e3 paHJAOMHU3aLUU C HEBBICOKMM PHCKOM CHCTEMAaTUYECKOU
omnOku (+). Pe3ymbTaThl KOTOpPHIX MOTYT OBITh pPaclpOCTPAHEHbI Ha
cooTBeTCTBYIOIYIO0 TonyJsinuio uin PKM ¢ o4eHb HM3KMM WM HEBBICOKUM
PUCKOM CHUCTEMATHYECKON OMOKHU (++ WK +), pe3yiabTaThl KOTOPbIX HE MOTYT
OBITh HEMOCPEICTBEHHO PACIPOCTPAHEHBI HA COOTBETCTBYIOUIYIO MONYJISLUIO.




D Onucanue CEpHU CIy4dacB HJIM HCKOHTPOJIHPYCMOC HCCIICAOBAHUC HNJIM MHCHHC
9KCIICPTOB.

7. Onpenenenue [1-5]: TIacrpomm3uc — aHOMaius pa3BUTHs, NPU KOTOPOH B
pe3ysibTaTe paHHEro HapyllEHUs OpraHOreHe3a OpraHbl OpPIOIIHOM TMOJOCTH M3-32
BPOXKJCHHOTO JedekTa mnepenHed OpIOIMIHOW CTEHKHM B TOW WJIM HMHOW CTENEHHU
pa3BUBAIOTCS BHE TYJIOBUIIA SMOPHOHA, YTO BIEYET 3a OO0l HE TOJBKO HEMpPaBUILHOE
pa3BUTHE HTUX OPraHOB, HO U JIe(eKThl (OPMUPOBAHUS KaK OPIOIIHON MOJIOCTH, TaK U
IPYJHOM KIJIETKH.

Omdpasionene win rpoixa nynounoro kanatuka (I'TIK) — Bun BpoxxaenHoro nedexra
NepeHel OpIOIMIHOKW CTEHKM B O0JACTH MYNOYHOTO KOJIbLIA, MPHU KOTOPOM IETIU
KUIIEYHUKA, [IE€YeHb U, UHOT/AA, JPYTUe OpraHbl BEIXOAST 3a MPeAeiibl OPIOIIHON NOJI0CTH
B IPBDKEBOM MeEIIKe (AaMHHOIIEPUTOHEAIbHAsE MeMOpaHa).

Owmdanouene 00ycnoBiaeHO AePEKTOM pa3BUTHSI MBIIIL IEpeIHEN OPIOUIHON CTEHKHU.

8. Knaccudukanus [1-3,5]:

I'acrpomm3suc:

e Ilpocras ¢popma (u3o0,mpoBanHHblii NOPok 83,1%) — 6e3 BuclepoadIOMUHATBEHOM
mucniporiopi - (40 — 67,8%) wim ¢ BHCIEPOaOAOMHUHAIBHONW JTUCHPOIOPITUCH
(9 — 15,3%);

e OciaoxkHeHHast ¢popma (CoueTaHHbIEC MOPOKH Pa3BUTHSA, JOPOA0BbIC 0CJI0KHECHUSA
co croponbl JKKT — 16,9%) — 6e3 BucriepoabaoMuHanbHON quctponopuuu (4 — 6,7%)
WIH C BUCIIEPO-a0IOMUHATILHON TUCIIPOTIOPIIUEH (6 —10,2%).

Omdpanonene:

e owmdarolene MalblX pa3MepoB — B 000JIOYKAX TPhDKEBOIO MeIIKa Haxonmarcs 1-2
METIM KUIIKU, YACTO COUETAETCS C HEe3apallleHHBIM JKEJITOYHBIM IIPOTOKOM;

e oMdasonene cpeHUX pa3MEepOB — B 000JI0UKAX HAXOJSITCS MOJIbIE OPTraHbl;

e owmdarorene OOJbIIUX pa3MEPOB — B 000JOYKAX HAXOMATCS TOJIBIE OpraHbl U
[ICYECHb;

® KJI0aKaJbHas SKCTPOUS — CaMbli TSHKETBIM BUJ TOPOKA, KOTOPHIN BKITIOYAET B CEOS:
HaBepXy - TPbIKY IMYyNOYHOTO KAHATHKA; CHU3Y - OTKPBIBAIOIIUECS HAPYXKY
aTPE3UPOBAHHBIN KUIIEYHUK C IKCTPOdHEl MOUEBOTO MY3bIPSL.

IIpu coyeranum omdasionesie ¢ APyruMH aHOMAJTHUAMHU PA3BUTHSA L€J1eCO00Pa3HO
JeJieHHe MAlMeHTOB HA JIBe TPYNIbL: omghanoyene ¢ cuHOpoMamu u 6e3 CUHOPOMO8
[2].

Oxkono 1/3 nmarmmenToB ¢ oManorene UMeErT 1e(PeKThl OPIONTHON CTEHKH B KOMOWHAIIUN
C U3BECTHBIMU XPOMOCOMHBIMU aHOMAJIMSIMU, BKJItOUas Tpucomuto no 13, 18 u 21 mape.
VY narnmenToB ¢ omdaonene u cuHapoMoM JlayHa MOTYT OBITH camble pa3HOOOpa3HbIE
COYETaHHbIE aHOMAaJIMH, BKJIIOYas arpe3uto nuimieBoja, Tsokenbie BIIC u [THC. Yame
Bcero omarorene coueTaeTcs ¢ CHHAPOMOM CIMBOBOTO JKHBOTA, C CHHAPOM bekBuT-
Bunemana (EMG: rpebka mHynmoyHOro KaHaTHKa, MAaKpOTJOCCHUS, THFaHTH3M) WIU



aBisieTcss kKomnonenTtoMm mnentaabl Kantpemna, OEIS kxommueke (O - omdainonene, E -
skcTpodus, I - HemephopupoBaHHbIH aHyc, S - criHaIbHBIE TedeKTh) [5].

9. JUAT'HOCTUKA U JIEYEHUE HA AMBYJIATOPHOM YPOBHE [4]:

e JIMarHoCTHYeCKHEe KPUTEPUH:

B npenaraabHOM nepuoje:

Kajo0bl M1 aHaAMHe3: HaW4YbEe B CEMbE POXKICHHS JETEH C IMOPOKAMHM DPa3BUTUA U
XPOMOCOMHBIMHA AHOMAJIUSIMU.

JlabopaTtopHble uccae0BAHNUS: HET CIEIU(PUYECKUX TECTOB.

o [IpeHaranbHOE KapUOTUIIMPOBAHHUE ISl WCKIIOYEHHS] COYETAHHBIX IOPOKOB U
XPOMOCOMHBIX AHOMAJIMM, OOHApY>KEHHE KOTOPBIX 3HAYUTEIBHO YXYJIIAET MPOTHO3.
Hanbonee yacTto cpeayd XpOMCOMHBIX aHOMAJUWA PErHUCTpUpPYOTCS Tpucomuu 18 m 13.
YacToTa XpoMOCOMHBIX Je(eKkToB mpu omdalonene 3aBUCUT OT COCTaBa I'PBIKEBOTO
COJICP’)KUMOTO U YBEJIMYMBACTCS B Ciy4yasxX HEOOJBIIUX pa3MepoB oMdaoliene,
COAEPKAIIETO TOJBKO TMETIM KHUIICYHHKA. ECIM B COCTaB TPBDKEBOrO COIACPHKHUMOTO
BXOJUT II€YEHD, TO BEPOSITHOCTh XPOMOCOMHBIX aHOMAJIMK HUXKE, HO HE UCKIIFOUAETCS.

o B kpoBu OepeMeHHOI MOMKET COMPOBOXKIATh IMOBBIINICHUS YPOBHA alib(o-
dberonpoTenHa.

NHcTpyMeHTAIbHBIE HCCJIEIOBAHUSA

e V3]l mona 6onee 12 — 14 nenens, Bo |l TpumecTtpe.
['acTpomm3uc nuarHo3 MOKET OBITh YCTAaHOBJIEH IpPU OOHApyKEHUU O0Opa30BaHUs
HETMpaBUIbHON (HOPMBI, C HE POBHBIMH KOHTYpPaMH, TECHO MPUMBIKAIOIIETO K MepeaHeit
OpromHOM creHke. Ilpu »TOM cocyabl MYNMOBUHBI HWHTAKTHbBI, HE CBS3aHHBIE C
UBEHTEPUPOBAHHBIMUA OpraHaMu. ITynoBrHa NpuKperieHa HENOCPEACTBEHHO K MepeHen
OpromHOM  cTeHKe. OKOHYaTeNbHO MOTBEPAUTh JIMArHO3 MO3BOJIAET  I[BETHOE
JOIUIEPOBCKOE KAPTUPOBAHKE C ONPEIEIEHUEM KPOBOTOKA B ITyTIOBHUHE.

“

Ompanonene JluarHo3 MoXKeT OBITb YCTAaHOBIIEH NpU OOHAPYKEHHH OOpa30BaHUs
OKpYTJION M OBaJIbHOU (popMbl  (DOPMBI, 3aMOJTHEHHOT'O OpraHaMu OPIOITHOM MOJIOCTH U
MPUMBIKAIOIIET0 K mepeaHed  OpromHoW  creHke. [lymoBuHa  mpuKperisieTcs
HEIMOCPEJICTBEHHO K IPhKEBOMY MEIIKY, YTO JOCTATOYHO JIETKO MACHTU(PUIUPOBATH MPU
UCTIOJIb30BAHUH IIBETOBOTO JOMIUIEPOBCKOTO KapTUpoBaHus [4].



L KOpI[OHCHTCB N aMHHUOICHTC3 — IJIS1 BBIITOJIHCHUA T'CHCTHYCCKUX TCCTOB.

IIpenarajibHbIM KOHCHUJIMYM:
KoHcunmyM noJDKEH BKIIIOYATh Bpaya-TeHETHKA, Bpada YJbTPa3BYKOBOM JUArHOCTHKH,

Bpaya axkyllepa-ruHeKoJIora,

HCOHATAJIbHOI'O XHpPypra, II0 IIOKa3saHUAM - Bpada-

HEOHATOJIOra M JPYyrux chnenuaiuctoB. [lpu mpoBeneHuM KoHcWIMyMa OepeMeHHas
KEHIIMHA W YICHbl €€ CeMbU HHPOPMUPYIOTCA O XapakKTepe MNOpaKeHUs IUI0ja,
BO3MOXKHBIX HCXO0/JaX OEpPEMEHHOCTH, MPOTHO3E MJIA KU3HU U 370pOoBbsi pedeHka. [lpu
HaJIMYUU MMOKa3aHUM JTAI0TCA PEKOMEHAAIMH 110 TOBOAY NMpephIBaHUsI OEpEMEHHOCTH.

Pucynok — 1. IlnanupoBanue poaopaspemieHuss mo pesyabratam Y3/ mioga m

kapuotuna (C).

I'acrpommsuc. Omdasonese

Y31 < 24

HopmanbHbIH KapHOTHIL.
Ileyens B OprOIIHOM
M0JIOCTH

Kumeunuk
OTEeYEeH

. B

HenopmaJibHBIN KAPpHOTHIT
WM HECOBMECTUMBbIE € )KU3HBIO
MOPOKH OPraHoOB M CHUCTEM
MOPOKH Pa3BUTHUA

Y3/ > 34 nen

HopmaabHbli
KUIICYHUK

.

1 B

IIpepbiBaHue OepeMeHHOCTH

Ileyenb BHe OpPIOMIHOM
M0JIOCTH, IPbIKEBOI
MEIOK > 5 CM

IIpexpeBpemMeHHoOe
poaopaspenieHue

Poasbl B cpok
€CTeCTBEeHHBIM IIyTEeM
nvrem

.

IIpexxkneBpemMeHHOCPOAO
pa3pelueHue

OonepaTuBHbBIM IIVTEM




2) JIMarHOCTHYECKHii aJITOPUTM: HET.

3) JnddepeHuuaibHbI AMATHO3 U 000CHOBaHHUE AOMOJIHUTEJIbHbIX
HCCJIeJOBAHMM:
IIpusnak Ompanonene I'acrpomm3suc
Jlokan 3amus gedexra [Iyrmounoe konb10 CrpaBa OT MyIOYHOTO KOJIbLIA
[IynoBuHa Bxonaut B coctaB [IpaBuibHO pacmnoyiokeHa 1
000JI0YKH TPBIKHU chopMupoBaHa
Pa3zmepsl gedekra Bapsupyror OO6b1yHO MeHee 4 cM
['peKEBOM MEMIOK Nmeer mecto, HO MoxkeT | OTCyTCTBYET

OBITh  TOBPEXKIECH U
MpEJCTaBIeH B  BUJEC
JIOCKYTOB T10
KpasMm Jedexra

DBEHTEPUPOBAHHBIC [letnu ToHkoM U ToJicTOM | [IeTin TOHKOM M TOJICTOMN
OpTaHbl KUIIKH, JKEIIYJIOK, | KUIIKH, PEAKO BHYTPECHHHUE
IICYCHD, CEeJIE3€HKA, | OpraHbl
MOYEBOU 153%3510)
BHYTPEHHUE MTOJIOBBIE
OpTraHbl
Buemnuit Bux OOBIYHO HOPMAJTBHBIN MaroBsle, pacClIMpPEHHBIE,
ABEHTECPUPOBAHHBIX YTOJIIIEHBI, YKOPOYEHHI,
MEeTEb KAIIEYHUKA MOT'YT OBITh HAJIOKCHUS
bubpuna
Puck nmemun kunieunuka | Huzkui Bricokuii
Couetanue aHOMaJIUU Yacrto Penko

10. TIOKA3AHUA JIJIA TOCIHUTAIUBAIIUN C YKA3AHUEM THUIIA
T'OCIIUTAJIN3AIINUA:

10.1. Iloxa3anus AJs IJIAHOBOM IOCIIUTAJIN3AUN: HET.

10.2. MMoka3anusi JJI IKCTPEHHOH TOCHUTAIM3AUMU: BEPUPHUIIMPOBAHHBIN JTHATHO3
racTpoImM3uc U omdanoliese y HOBOPOKIECHHBIX. B ciyuae poxkaeHus 60J5HOTO peOeHKa
B POJIOBCIIOMOTATEIILHOM OpraHu3anuu 1-ro uiu 2-ro ypoBHS — 00€CTIeUnTh SKCTPEHHBIN
MEepEeBOJl B POJOBCIIOMOraTebHYI0 OpraHM3alyi0 3-T0 yYpOBHS WJIM B MEIUIIMHCKHE
OpraHu3alllu, I UMEIOTCSI HEOHATAIIbHBIE XUPYPTrUYECKUE KOUKHU.

11. JMATHOCTHUKA " JIEYEHUE HA DOTAINIE CKOPOW HEOTJIOXHOHN
IMOMOIIHA: Her.



12. IWATHOCTUKA U JIEHEHUE HA CTAHUOHAPHOM YPOBHE [5,9,15,18,
1]:

1) IlmarHocTu4yecKue KPUTEPHH:

7/Ka00b1 u aHaMHe3:

IIpn racrpommsuce — NpHU POXKICHUHM [UArHO3 YCTAHABIMBACTCS IIPU I[EPBUYHBIM
OCMOTpPE HOBOPOKIEHHOro. OpraHbl OpIOIIHON IMOJOCTH, HE MOKPBITHIE OPIOIINHOM,
ABEHTEPUPYIOT 4epe3 NedeKT nepenHei OpIOIIHOM CTEHKH, PACIIONIOKEHHOH crpaBa OT
HOpMaJbHO C(HOPMUPOBAHHON IYMOBUHBI U OTACIEHHOE OT HEe Y3KUM KOXKHBIM
MOCTHKOM. Yaire BCero BHE OPIONIHOM MOIOCTH 00HAPYKUBAIOT METJIM TOHKOW U TOJICTOM
KHILOK, PEKE SSMYHUKU y JAEBOYEK WM KPUINTOPXUPOBAHHBIE SIMUKM MaJb4yuKOB. lleTin
KHUIIEYHUKA KaK TPaBUJIO ACNIATUPOBAHBI, YKOPOUEHBI, PETUAHBI, 0arpOBO-CHHIOIIHOTO
[[BETa, CTEHKa MX yToJleHa. He penko 3BEHTEPUPOBAHHBIE OPraHbl MPEACTABICHBI
HeAU(PPepeHIMPOBaHHBIM ~ KOHTJIOMEPATOM U MOKPBITHI  IUIOTHBIM  (PUOPHUHO3HBIM
HAJIOKEHUEM.

[Ipu omdarnonene — B 0061acTi MyNOYHOrO KOJIbLIA MO CPEAHEW JIMHUU HUMEET MECTO
nepexT mnepenHeil OpIOIIHOM CTEHKH, KOTOPbII MOXET OBbIThb LIEHTPAJIbHBIM,
AIUTAaCTPAJIbHBIM M TUIOTacTpalibHbIM. Pa3zMepsl BappupyeT a0 15 cm. depe3 nedekr
OpraHbl OpIOLIHOM TOJOCTH 3BEHTPEPUPYIOT B OCHOBAHHE IyMOYHOIO KaHAaTHKa U
GopMupyst pasnuyHOW (OPMBI TPBDKEBOIO BBIISYMBAHMS, MOKpPHITas 0O0O0JIOUYKOI
COCTOSAILIEH U3 IBYX CJIO€B (BHYTPEHHUH - OpIOLIMHA, HAPYKHBIM - aMHUOH). [ nankue u
Osiectame 000J0YKH MPEICTABIEHBl BAPTOHOBBIM CTYJTHEM U UCTOHYEHHOW OPIOIIMHOM.
[lynouHbIil KaHATUK MPUKPEIUISIETCS HENOCPEACTBEHHO 000JOYKaM T'PBIKH, YacTO IO
HIKHEOOKOBOM MOBEPXHOCTH.

B ciyyae BHYTpUYTpOOHOIO WJIM MHTPAHATAIBHOTO MOBPEXKIEHUS TPHIKEBOIO MEIKa
st oM(arorene XapakTEepHO: HAJIMYbE€ OCTAaTKOB O0O0JIOUEK M TMPUKPEIJIEHUE K HUM
MYTIOBUHBI, U PACIOJIOKEHUS JeeKTa B IYITOUHOM KOJIbLIE.

du3ukajibHoe o00cjeq0BaHHEe M JA0OPATOPHbIE MCCJAEI0OBAHUS: W3MCHECHUI
cnienuUUHBIX JUTsl JTaHHOTO MOPOKa KakK MPaBUIIO, HE OBIBAIOT.

HNHucTpyMeHTAIbHBIE 00C/I€10BAHUSA:

e PeHTreHoJIOTMYecKue METOJ HCCIEeNOBAaHUS — Ha pEHTreHorpamMme B OOKOBOM
MMOBEPXHOCTU OPTraHOB OPIOIIHOM MOJOCTH — HaJMYHME pachojliararolux 3a IpeaeiaMu
nepeaHed OpPIONTHOM CTEHKM B OCHOBAaHWM IIYMOBHHBI — SYEUCTBHIX IOJIOCTEH,
00yCJIOBJIEHHBIX NEPEMEUIEHHBIMU KUIIIEUHBIMU NETIISIMU;

e VY3U — BbIABISIETCS HAXOASAIIMXCS B TPHIKEBOM MEIIIKE OPraHOB OPIOIIHOM MOJIOCTH (B
YaCTHOCTH TME€YEHH);

e OxoKI - B OonpmmHcTBe citydaeB umerorcs OAIL u oTkpeITOe OBabHOE OKHO, Yepe3
KOTOPBIE OCYIIECTBIISIETCS] COPOC KPOBH CIIpaBa HAJEBO.



e JImarnHocruueckuid aaropurm: (cxema)

AnTenatannHag JHArHOCTHEA FacTpoI H3HCA I

IIpe HaTans HEH KOHCHIHY M
| 1
COTETARNE ¢ 1Py 0 BIMH

MOPOKaMH (HEXapaKTepHo)

OTCYTCTEBHE COMETAHHEN
HHKYPa0e N HEIX NOPOKOB

_H;mmmpﬂﬂam!.ﬁjnpnmenmrw !

IIpepriBanne DepeMEHHOCTH
(mo 24 megens)

ADJIKOJIEHHE B

[InaHOBHE POMH B CHENHATHIHPOBAHHOM POLLOME.
XHpypr-HEOHATONOr B COCTABE HE OHATANL HOH DpHragel

1
CaMoCTOATENEHEIE POREL OnepaTHBRHEE
(IpERTOYTHTENE HO) PO IO

MOKa3aHHAM

Ilorpy xenne spentpanud no Bianchi
B NEPEHE 3-3 HACOE HHIHH

YVenemHoe MOrpy & eHHE.

CoueTalHe ¢ DOpOKaMH KHITEYHHESA,
OcTaBneHHE B pogmomMe Qo HEBOIMOKHOCTE NOTPVEEHHA

CTADHIH3 dllHH COCTOHAHHA

|
IlepeBog B XHPYpPruvecKHi TpaHcIOpTHROBKA B
CTAlHOHAp Yepes 1-2 cyTox XHPYPrHYECKHE CTAlHOHApP
| I
Hutencuenasg TepalliA, AﬂnonﬂaCTHKa,
BENA K HBAHHE cunomnactka [IEC

]

BETopof sTan mwiacTHKH

1IEC
3) IlepeyeHb OCHOBHBIX THATHOCTHYECKHX MEPONPUSITHIA:

e 00Ul aHATHN3 KPOBH;

® OIpEAEIEHUE ra30B KPOBH;

e OOmMI aHAJIU3 MOYH;

AmbynaTopHE# sTan e




® Koaryjaorpamma;

® pa3BepHYTHIM OMOXMUMHYECKMM aHalnW3 KpoBW (OmpeaesieHus oOmiero Oeka,
MO4YeBUHBI, ocTaTtouHOro azota, AJIT, ACT, riroko3sl, OwimpyOuHa, Kaiuus, HaTpws,
TUMOJIOBasI Mpo0a);

® ompeeeHus TPYNIBI KpOBU U pe3yc GakTopa;

N®DA na HBsAg u HCV total;

N®DA na BUY;

OKT;

Hetipoconorpadus.

4) Tlepe4yeHb JONOJTHUTEIbHBIX THATHOCTHYECKUX MEPONPHSTHIA:

® JCCJEIOBAaHME KPOBHU HAa CTEPUIIBHOCTD C U3y4eHUEM MOP(OIOTHUYECKUX CBOMCTB U
uaeHTU(UKaed BO30yIUTeNs U YyBCTBUTEIBHOCTH K aHTUOMOTHKAM Ha aHaJIN3aTopeE;
MDA Ha nuuTomMeranoBupyc;

MDA na MuKoIIia3Mos;

N®DA na repnec IgM;

UMMYHOTpaMMa;

AHTHOITYJIbMOHOTpa(us;

Oponxorpadus.

5) Taxkruka Jgedenus [1,2,5-11]: BoccTaHOBICHHEM LIEIOCTHOCTH MEPEIHEH OPIOLTHOMN
CTEHKHU.

Hean JeyeHusi: HoOpManmu3anus (QYHKIMM CEPACYHO — JICTOYHOW CHUCTEMBI
U TOTrPY’KEHHE OpPraHOB B OpIOIIHYIO MOJOCTh C BOCCTAHOBJIEHUEM IIEIOCTHOCTH
nepeHel OpIONIHON CTEHKH.

— HeMeaukamMeHTO3HOE JIeUCHHE!

A. Craduamn3zanus COCTOSIHUSI HOBOPOKJACHHOI'0 M0CJIe POKIACHUS

B poaniabHoOM 3aJ1e:

HeoOxonumbie ycaoBus 715 aIcKBaTHOW CTaOUITM3aIlMd HOBOPOKIEHHOTO:

e [lpu poxnenun peOeHKa U3 rpynnsl pucka no pa3sutuio BITP Ha ponbl BBI3BIBAIOTCS
Haubosiee MOATOTOBICHHBIE COTPYIHUKH, BIIAJCIOIINE COBPEMEHHBIMU 3HAHHUSIMH U
HaBBIKAMH TIPOBEJICHUSI peaHUMAIIMK Y HOBOPOXIeHHBIX TpH poxaeHuu (Y — D);

e B xenynok HEOOXOAUMO YCTAHOBUTH KEITYAOUYHBIA 30HJ C OOJBIIMM KOJIUYECTBOM
OTBepCTUH JJIs 3BaKyaruu conepxkumoro (Y — D);

e Jleram c HU3KOHM oueHKoM mo mkaine Anrap (1-3 6amna) MoryT ObITh HEOOXOAUMBI
peannMarronHbie Mmeporpustus (Y — D);

e JlocraHoBKa NYyNMOYHOTO BEHO3HOTO KaTETEpa MOXKET MPEACTABISITh TPYAHOCTU
BCJIEJCTBUE M3MEHEHHOTO MOJIOKEHHS CepAla W IMEYEHHU, MO3TOMY MPHU BO3MOKHOCTH
WCHOJIB3YUTE KaTETEP-JIMHUIO0, LECHTPAIBHBIA BEHO3HBIM KaTeTep, 3aBOJUMBIN Yepe3
nepudepruIecKyro BeHy;

e Ha o06macte TppDKEBOr0 MeIIKa HAKIAIBIBAIOT IUIACTUKOBYIO (TOJIMATUIICHOBYIO)
TEPMOM30JIMPYIOIAI0 MOBS3KY MM CYXYI0 BaTHO-MapieByto mosssky (Y1 — D).



b. Tpancnopruposka (V] — D)

TpancnopTupoBKa HOBOPOKIAECHHOTO € TacTPOIIM3UCOM Ha BCEX ATamnax (U3 poAUIbHOTO
s3ama B [IUT, OAPUT, u3 poawnpbHOTO J0Ma B CTallMOHApP) OCYIIECTBISAETCS TOJIBKO
nocJie CTadMIM3aIuu TToKa3aTeyneld TeMOJMHAMUKY U JIbIXaHHUSL.

OueHky pHcCKka TPaHCIOPTUPOBKU HOBOPOKIECHHOIO MOYKHO IIPOBECTU HCIOJbB3YS
dopmyy Kpachoro kpecra [7]

Fr x PaCO,xFiO,xMAPx100/ PaO,x6000, rxe

Fr — gacTora BeHTHIALIUNA

PaCO, — maprimanpHOE JaBJIeHHE YTIACKUCIOTO Ta3a B apTepruaIbHON KPOBH MAIMEHTA
PaO, — mapuuaibHOE AaBJICHUE KUCIOPOIa B apTEPHAIIBHON KPOBH TAI[MEHTA

FiO, — ¢pakmus BOpIxaeMoro KMCIopoaa

MAP — cpennee naBiaeHUE B IbIXaTEIbHBIX MTYyTAX

Ouenka pucka:

10 10 6aymioB — TPaHCIIOPTUPOBKY MOKHO MPOBOJIUTH

10 — 20 6amnoB TpebyeTcss HaOIIOIEHUE U KOPPEKIMS UHTEHCUBHON Tepaliu B T€UCHUU
30 — 60 mun

Boime 20 6ainoB — pUCK JIETAIBHOCTA BO BpEMSI TPAHCIOPTHUPOBKU peOEHKAa OYEHBb
BBICOKUU

MunumaipHas oneHnka =0,2 0ajia; MakCHMaJIbHas OIleHKa=65 0aJlJIoB.

[Ipu Bcex HOpMaJIbHBIX MTOKA3aTENAX OLICHKA I10 IIKaJie MPUOIU3UTENBHO paBHa 1 Oamy.
[punnune! 6e3onacuoii TpancnoprupoBku: (YJ — D)

e B TpaHcnopTHoM kioBede ¢ HMBJI, ¢ mapamerpamMu BEHTWISALMHM MOAOOpaHHbBIE
710 TPAHCTIOPTUPOBKU PEOCHKA,;

e 1poBeneHue MoHUTOpuHTra BuUTaNbHBIX QyHkiuu (UCC, YJI, TemmepaTypsl,
caTypaiun);

® OCylIeCTBICHUE MH(Y3UMOHHON Teparnuu, BBEIECHWE MHOTPOITHBIX W BAa30aKTHUBHBIX,
CCIaTUBHBIX IpernapaToB (cM. Tabiwuma — 6).

B. IlpenonepannonHasi nOArOTOBKA:

JIMUTENBbHOCTh TMPEIONEepPallMOHHON TMOJATOTOBKM 3aBHUCUT OT pPa3sMEpPOB TPbIKU, €€
COJIEP>KUMOT0, IIEJIOCTHOCTH 000JIOUEK U COMMYTCTBYIOIINX MOPOKOB Pa3BUTHUSI.

Ecnu copep>KuMbIM TpbDKU SIBISIETCS KUIIEYHUK M TPhIXKEBBIE BopoTa y3kue (1-2 cM) To
JUTUTEIIBHOCTh MPEAOoNEepalMoOHHON MOATOTOBKM HE JOJDKHA MpeBbimaTh 12 4. B aToi
CUTYyallid CO3/IAl0TCSl YCIOBHS JIJISl YIIEMJICHUS! KUILIEYHBIX ME€TeNb U MOTYT BO3HUKHYTh
SBJICHUS KUIIEYHON HEmpoxoauMocTu. HOBOpOXIEHHOMY MPOBOJAT KaTETEPU3AIUIO
IIEHTPAJIbHOW BEHBI M HAUYMHAIOT WH(PY3MOHHYIO TEpanuio u3 pacuera 3-5 Mi/Kr/4ac
5-10% pacTBOpPOM TIIFOKO3BI C 3JISKTPOIUTAMH, HA3HAYAIOT aHTHOMOTHKH.

— MeankamenTo3Hoe jJevenue [1,2,6]:

A) O6e30o0amnBanue (Y — D)

Jlo onepayuu moxazaHo MH(PY3UOHHOE BBEJCHHUE CEIATHUBHBIX, 00€300JIMBAIOIINX WU
MHUOPETaKCUPYIOIIUX MPErapaToB:

e  Jlmazemam 0,1 mr/kr/gac

o  Tpumenepumuu 0,1- 0,2 mr/kr/gac
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o  denrtanun 1 — 3 MKI/Kr /yac (11 TPEIOTBpAIICHUS CUMIATHUECKON JIETOYHON
BAa30KOHCTPUKIIMM B OTBET Ha CEpPhE3HbIC BHELIHUE BO3JECHCTBUS (TaKHe, KaKk CaHallus
Tpaxeu).

Ilocneonepayuonnoe obezbonesanue. BHyTpUBEHHAs MOCTOssHHAs MHGY3us (DeHTaHUIIA
5-10MKr/KTr/49ac B cOYETaHMM alleTaMUHO(PEHOM PEKTAIbHO B pa3oBoit 03¢ 10-15 Mr/kr
2-3 pa3a B CyTKH WJIM METaMHU30J0M HaTpus 5-10 mr/kr 2-3 pasa;

e Jlo3upoBka  aHANBIETUKOB W  JAJNUTENBHOCTH  BBEJIEHHUS  MOAOUPArOTCS
WH/IUBUYATBHO B 3aBUCHMOCTHU OT BBIpAXKEHHOCTH OoJieBoro cunpoma (D)

e [Ipu pucunxponuzauuu peOeHka c¢ anmaparom KBJI BBoumATcs cegaTHBHBIE
npenaparsl:

B) AuTu6akTepuaiabHas Tepamus [6,7] (Y — D)

Bcem HOBOpOXXJIEHHBIM aHTHOAKTEPUATBHYIO TEPANMIO CIEAyeT HAauMHATh Cpa3y IMOcie
POXKIEHUS IO MOJIHOTO HMCKIIIOUEHHUS BO3MOXKHOM peanu3aluu TSKeNIol OakTepHalbHOM
MH(EKIH (Cencuc, MHEeBMOHUS, HATHOEHUE MOCICONEPAMOHHON paHbl).

e Ilpu >MIUpHYECKOM JIeYEHHH B KAaUECTBE «CTAPTOBOM Tepamum» CXeMa J0JDKHA
BKJIIOYATh 2 aHTUOMOTHKA IIIMPOKOTO criekTpa aercteus [1,5,10].

Tabuanna —2. Be100op aHTHOAKTEpHAJILHBIX NIPENAPATOB.

AHTUMHKPOOHBIE IToxa3zaHus K NPUMEHEHUIO
XHMHOINPENApaThI
IIpenaparpl «CTAPTOBOI» TepauM
AHTHOHOTHKM: WHBAa3UBHBIA — C LEIbI0 NPO(YUIAKTHKA
Ledanocnopunsl I-1l nokonenus | Tsokenoil  OakTepuabHOW — MH(PEKLHUH
AMMHOTIEHULIAIUTUHBI (MTHEBMOHUH, cercuca), Kak MOHOTepanus,

Maxpomuapl (1o ToKa3aHUsIM) TaKk U B KOMOMHAIVH.

IIpenapartsbl «pe3epBay

[edanocnopunbt [11-1V | UuBasuBHBIC — TsKENbIe (DOPMBI C THOMHO-
MOKOJICHUS BOCHAJIMTEIbHBIM KOMIIOHEHTOM B oOdYare
AMMWHOTJIUKO3U/IbI -111 | uau ocioxHEeHUAMU (THOMHBIN IJICBPHT,
MTOKOJICHUS MTHEBMOTOPAKC), CPEOHETSDKEIble — TpHU
Kap6anenembl (umuneneM, | HeA(HEKTUBHOCTH NPENapaToB CTAPTOBOU
MEPOIICHEM ) TEparuH.

«IIpemaparamu pesepBa» npu jeyeHuu BIIP Jjerkux y HOBOPOXIEHHBIX CIIyKaT
KapOarneHeMbl, KOTOpbIe TpPHU MPOBEICHUU HSMIUPUUYECKON Tepanuu Ha3HAYaloTCs
B chydasx Hed((EKTUBHOCTH MPEAIIECTBYIOIIETO JIEYEHUS] WM [0 BUTAJbHBIM
ITOKA3aHMSIM.

B kaxaoM HeoHaTalnbHOM OTIEJIIEHUU JIOJDKHBI pa3palaThiBaTbcsi COOCTBEHHBIE
MPOTOKOJIBI IO HCIOJIb30BAHHUIO AHTUOMOTHMKOB, OCHOBAHHBIX HAa AaHAU3€ CIEKTpa
BO30yaUTEINEH, BI3BIBAIONINX PAHHHUM CETICHC.
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Tabimna — 3. AHTHOaKTepHa/ibHble Npenaparbl Jsi JedyeHHs HHPpekuui Yy
JTOHOIEHHBIX HoBOpokAeHHbIX (Y — D) [10]

[Ipenapatsi CyrouHast 03a A1 MapeHTEPaTbHOTO
BBeICHUS (KPOME MAKPOJIUJIOB)

AMWHONEHUIIUJIJTHHBI

AMIUITIUINH 50 —100 mr/kr B 3 BBeIeHUI

AMOKCHUIIWIIIINH /KJIaByJIaHaT 50 mr/kr B 3 BBeIeHUS

I/IHI‘I/Iﬁl/ITOpZiaIIIHlHeHHBIe NeHUIINJIJIMHBI C AHTHCUHETHOMHBLIM HeﬁCTBHeM

TukapyUIMH/K1aByJjIaHaT \ 50 Mr/kr B 3 BBeacHUSI

Hedanocnopunnl 1-2 nokojseHust

Iedazonun 50 —100 mr/kr B 3 BBEIEHUS

Ileypokcum HaTpueBas coJb 50 —100 mr/kr B 2 BBeICHUS

Hedasocnopunbl 3 MOKOJIEHUSA

HedTazuaum 50 —100 mr/kr B 3 BBEIEHUSA
Hedonepazon 50 —100 mr/kr B 2 BBEIEHUSA
Kap6anenemsl

Nmunenem 60 Mr/kr B 3 BBEIEHUSI
I'nukonenTHabl

BankomMmurima 60 MI/KT B 2 BBEIEHUSI
JInHKO03aMHUbI

Knnanamuima 25 Mr/kr B 3 BBEIEHUS

MaxkpoJiuasl AJ1s1 NIp¥eMa BHYTPb

CnupamMuniua 15 teic. En/kr B 2 mpuema
Pokcutpomuniux 5—-8 mr/kr B 2 ipuema
A3UTPOMULIMH 10 mr/kr B 1 mpuem

IIpenaparsl Apyrux rpynmn

XnopampeHUKOI

80—100 mMr/kr B 2 BBEIECHUS

MetpoHunaason

30 mr/kr B 3 BBeAEeHUS

IMporuBorpudoxosas tepamus (Y — D) [4]:

Co 2-3 cyTOK KM3HHM Ha3aHA4YaeTCsl MPOTBOIPUOKOBBIN MIpemnapar:

° dnykoHa3on B 03¢ 3MI/KT JBa pa3a B HENEN0 B TeueHHe 6 HeAelb.
B otneneHusix ¢ BBICOKOM 4acTOTON MHBA3WBHBIX MPUOKOBBIX MHGMEKIIUNA PEKOMEHIYETCS
IPOBOJIUTH NPODUIAKTHYECKOE JICUCHHE.

C) Uudy3uonnas tepanus (Y - D) [1,2,6,7,8]:

e VYV OOJBIIMHCTBO HOBOPOXIACHHBIX MOJKHO OBITh HAYaTO BHYTPHUBEHHOE BBEACHHE
xuakoctel mo 70-80 mu/kr B neHb. O0beM MH(GY3UOHHON Tepanmuu MOXKET ObITh OYEHBb
BapuabebHbIM, HO peako npesbimaetr 100 — 150 mu/kr/cyT;
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e YV HOBOPOXIEHHBIX 00beM HH(PY3UU U DIEKTPOIUTOB JOJDKEH PACCUUTHIBATHCS
WHIVWBHUAYalbHO, nomyckas 2,4-4% morepu maccel Tena B JeHb (15% B oOmiem)
B IIEPBBIE 5 THEW;

e [lpuem HaTpus JOJIKEH OBITH OTPAHUYEH B NIEPBbIE HECKOJIBKO JTHEW MOCTHATAILHOM
KU3HM M HayaT ITIOCJIC Hadaja JIuype3a C BHUMATEIbHBIM MOHHTOPHUHTOM OajlaHca
KUJKOCTH U YPOBHS JIEKTPOJIUTOB.

Ecnmu ecth Tumorensus wim mioxas nepdysust 10 — 20 mur/kxr 0,9% NaCl ciegyer BBOIUTH
omuH wim aBa pasa (Y — D) [4].

Pacuer HeoOXxoauMoro oonema daekrpoanton (Y — A) [1,7,8]:

BBenenue HaTpus U Kalius 1e€J1€cO00pa3HO HAauMHATH HE paHee TPEThUX CYTOK KU3HU,
KaJIbLIMA C TIEPBBIX CYTOK >KU3HHU.

Pac4yer n0o3b1 HaTpHA:

[ToTpeOHOCTH B HATPUM COCTABIISIET 2 MMOJIL/KI/CYTKH

['unonarpuiiemus <130 mmonb/m, onacHo < 125 mMoub/n

I'unepuarpuiiemus > 150 Mmomb/1, onacHo > 155 Mmonb/n

1 mmonbs (MOkB) HaTpust conepxkutcs B 0,58 mi 10% NaCl

e 1 wmmomp (MDkB) Harpus coaepxkurca B 6,7 min 0,9% NaCl 1 mn 0,9%
(¢pu3nonormyeckoro) pacteopa xsopuaa Hatpus coaepxur 0,15 mmons Na.

Koppexkuns runonarpuemun (Na< 125 mmounb/i)

0O0bem 10% NaCl (mu) = (135 — Na 6onpHOT0) Xm Tenax0,175

Pacuer 103b1 KaJIus:

e JloTpeOHOCTH B KaIMH COCTABISAET 2 — 3 MMOJIb/KI/CYTKH

e TwunokamuiieMusa< 3,5 MMoub/J1, onmacHo < 3,0 MMOJIB/JI

o  TunepkanuiieMus>6,0 MMOJIB/T (ITPU OTCYTCTBHH T'€MOJIM3a), OMACHO > 6,5 MMOJIB/I
(mnu ecniu Ha DK UMEr0TCs MaTOJIOrHYECKUEe U3MEHEHUS )

e  Immons (MDkB) kanus coaepxkurcs B 1 mu 7,5% KCl

o 1 mMMmonb (MOKkB) kanus conepxkutcs B 1,8 mit 4% KCl

V (ma 4% KCI) = norpedbHoctb B K+(MMO0J1b) XmTesax2

Pacuer 103b1 KaablUA:

e TlorpebHocTh B Cat+y HOBOPOXKACHHBIX COCTABIISET 1— 2 MMOJIB/KI/CYyTKH

o  TmmoxansriuitemMus<0,75 —0,87 MMomb/1 (TOHOIICHHBIE —MOHM3UPOBaHHBIA Cat++), <
0,62 —0,75 mMonb/1 (HETOHOIIICHHBIE — HOHU3UPOBaHHBIN Ca++)

o  T[unepkanbiuiiemus >1,25 MMomb/1 (MOHU3UPOBaHHBIN Cat+)

° 1 M 10% xnopuaa kanbius cojepxkut 0,9 mmons Cat++

° I M 10% rtokonara kaneius coaepxkut 0,3 mmois Cat++

Pacuer 10361 Maruus:

e [lorpeGHOCTH B Maruuu coctasisieT 0,5 MMOJIB/KI/CyT

e T'mmomarauemus < 0,7 MMoJIb/J1, onacHo < 0,5 MMOJIB/JI

e [unmepmarnuemus > 1,15 mmonb/i1, onacHo > 1,5 MMOJIB/ 1T
o 1 mu25% marnus cynbgaTta COIEepKUT 2 MMOJIb MarHUS
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I') Hoanep:xkuBaiiTe HEOOXOAUMBIH YPOBEHb apPTEPHATBHOIO AABJIECHHUS ¢ MOMOLIbIO
aJIeKBaTHOM 00beMHOI HATPY3KH

e Bocnonnenne OLIK mpu runorensun pekomenayercs npoBoautb 0,9% pactBopom
xjaopuaa Hatpus no 10 — 20 mur/kr, ecnu Obula HMCKIIOYEHA AMCPYHKIUS MHOKapJa
(koJutoMIHBIC U KpUCTALTONIHBIC pacTBOpbl) [5,11] (V] — D) u MHOTPOIHBIX IpenapaToB
[5] (VA -D):

e  DOmunedpus 0,05 — 0,5 MKI/Kr/MUH.

Tadanuma — 4. IloTpeOHOCTL HOBOPOXKIAEHHBIX B JIEKTPOJUTAX NPH NPOBEICHUHN
napeHTepajabHoro nuranus (A) [7, 8]

Non | Cpokn Hauana | Uctounuk | IlepeBon B | KonnuectB | @usnosiornye
BEJICHUS CUCTEMY 0 pacTBopa, | cKas
CU (MrakB | comeprkalie | moTpeOHOCTh
B MMOJIb) | € |1 MMOJIb | CyTOYHas
K 2-3 c.K 4% KCL-| na K 11,85 mm4% |1-2-3
0,54 mrkB=1MmMm | KCL=1 MMOJIB/KT.
MMOJIB/MJ | OJIb MMOJIb [ToBTOpHOE
7,5% KCL BBEJICHUSA
— 1 dbypocemuaa
MMOJTb/MJT 3-4 MMOJIB/KT
10% KCL
— 1,35
MMOJIb/MJT

K (M1 4%)= ®II (1-2-3-4 mmonb/kr)x Macca B KT x1,8

Ca |Konerr 1-x c.ok. | 10% Ca| [na Ca 4,4 mi 10% | 0,25-0,5-1

npodpuIakThuka | rroKoHat- | 1 MMOJIB/KT  (1-
paHHEH 0,45 MmakB=0,5 | Ca 2-3 MJI/KT)
TUNOKAJIBIIHEMH | MOKB/MII MMOJIB/JI rmrokoHar= | i 100-200
" (0,23mmMmon 1 mMomB MT/KT
b/MJT)
10% Ca
XJIOPHU/I-
0,136
MOKB/MIT
Na |C momeHTa | 0,9% Jlns Na 6,6M1 0,9% | 2-3 MMOJIB/KT
yctanoBienust | NaCL- 1 mokB= | NaCL=1mm
nuypesa (3 c.k.) | 0,15 MM Jib 0JIb
MMOJIB/MJI 0,66 MJIT
10% 10% NaCL
NaCL -1,5 -1 MmmoIB
MMOJIb/MJT
Cl s Cl 2-6 MMOJIB/KT
1 woxs=1
MMOJIb
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Mg | 1lc.xk. 25% Jna Mg 1|1 mmoms = | 0,2 MII/KT
(npodunaktuka | MgSO4 MakB=0,5 | 1M  25% | 25% MgSO4
THIIOMArHHEeMHU MMOJIb/I MgSO4 (50 mr/xr)

)

IMocaeonepannonnoe Beeaenue (Y1 — D)

WNudy3nonnas tepanus MPOBOAUTCS B 00BEMax, MPEBBIMNAIOMUX (HU3HOIOTHUECKYIO
NOTPEOHOCTH, TaK KakK MOCIEe ONEpaliy MPOI0JDKACTCS 3HAUUTENbHAA TIOTEPs KUAKOCTU
n Oenka B MPOCBET KHUIIKKM M OpIOIIHYIO MOJOCTh. B CBSA3M C 3THM MOKa3aHbI
MEepEeMBaHUs KOJUIOMAHBIX MpPEnapaTtoB I MOAAECPKAHUSA KOJUIOUIHO-OCMOTHYECKOTO
JABJIEHUS TJ1a3Mbl B HOPMAJIbHBIX IMIPEeIIax.

AabOymMuH. 5 % pacTtBop anbOymMuHa SIBISETCS HM300HKOTHUYECKUM, TO €CTh HMEET
OJIMHAKOBOE C TIUIa3MOM OHKOTHMYECKOE JlaBlicHHe. BBelneHue JaHHOrO IMpenapara
CHWKAET BA3KOCTb KPOBH, YIIYUIIAET MUKPOLIMPKYJIISALHUIO.

e Bgaenenue 5 % pacTtBopa albOyMHHA — HEXEJIATEIbHO MPH OTEKE MO3ra U JIPYrux
COCTOSIHUSIX, KOTJIa IPOTUBOIOKA3aHbl HH(PY3UH OO0JIBIIOT0 KOJUYECTBA KHUIAKOCTH.

e 10 % pactBOp aibOyMHUHa SBISETCS CIA0bIM THIEPOHKOTHYECKUM OCJIKOBBIM
pPacTBOPOM, KOTOPBIM CITOCOOEH MOANEPAKUBATH OHKOTHYECKOE JaBieHue KpoBu. [Ipu ero
MPUMEHEHUU B LHMPKYJIATOPHOE PYCIO TMPUBICKAETCS MEXKTKAHEBAs XKUAKOCTb U
YAEPKUBAETCS B HEM, YTO COIPOBOKIAETCS MOBBIIICHUEM U CTa0MIM3aLUEN JaBICHUS.

e 20 % pactBop anbOymMuHa SBISETCS TUIEPOHKOTUYECKHMM HHBEKIIMOHHBIM
cpeactBoM. Ilpu mnprMeHEeHUM BBICOKOKOHLIEHTPUPOBAHHOIO pacTBOpa albOyMHUHA,
B PaHHEM I10CJIEONEPALOHHOM IIEPUOJE Y HOBOPOXKICHHBIX C IIOKOM HEXKEJIATEIbHBIX
s¢p¢pekroB He Habmomaerca. Hwuszkuili o00beM BOJEMUYECKOW HArpy3kud Ipu
ucnonb3zoBaHun 20% anbOyMHHa TO3BOJSET aJIEKBATHO MPOU3BOJUTH KOPPEKIIHIO
ANIEKTPOJUTHBIX HAPYLIEHUWA, a TakKe MaKCUMaJIbHO paHO HA4YMHATh YaCTUYHOE
MapeHTEPATIbHOE TNUTAaHUE IS BOCIOJIHEHUS SHEPreTUYECKHX 3arpar. Y AeTei 103y
npenapara yCTaHABIMBAIOT HWHAMBUAYAJIbHO, C YYETOM I[IOKa3aHUs, KIMHHUYECKOTrO
COCTOSIHHSI U MACChI TeJla MalueHTa.

Pexomennyemas paszoBasi n1o3a cocrasisier 0, 5 — 1 r/kr. IlpenapaT MOXHO TPUMEHSTh
Y HeIOHOLIEHHBIX IPYJIHBIX JAeTeil.

B OGmmxkaifiiee Bpemsi mociie ornepanuu Mpu OTCYTCTBHHM TMPOTHBONOKA3aHUN CIEyeT
HayaTh NMapeHTepalbHOE MUTAHHUE, TOTPEOHOCTh B KOTOPOM MOXKET COXPAHATHCSA Ha CPOK
OT HECKOJIBKMX HEJENb 10 HECKOIBKHUX MECSLIEB.

D) IlapenTtepanbHoe nutanue: OO0beM KUIKOCTH PACCUUTHIBACTCS ¢ yuyeToM (OanmaHca
KUAKOCTH; INYype3a; IMHAMUKN MAcChl TEJa; YPOBHs HAaTpUs. YPOBEHb HATpUs JOJKEH
Mo/IIePKUBaThCs Ha ypoBHE 135 —145 Mmmons/.

YraeBoabl — 0053aTe€NbHBII KOMIIOHEHT MAaPEHTEPAIbHOIO MUTAHUS HE3aBUCUMO OT
CpOKa recTalldi ¥ MaccChl TeJia IPU POKICHUU. | T TIIFOKO3bI COAEPKUT 3,4 KKaJ.
DOHJIOTEHHO TJIIOKO3a BBIPA0AThIBAETCS § MI/KI/MUH Yy JOHOLIEHHBIX U 6 MI/KI/MHH Y
HEJOHOUIEHHBIX. B cilyyae nmepeHoCMMOCTH yriaeBOAHOW HAarpy3ku (YpOBEHb IJIFOKO3bI B
KpOBH He 0oJiee 8 MMOJIB/JT) YIJIEBOAHYIO Harpy3Ky clielyeT YBEJIIMUUBATh €KECITHEBHO Ha
0,5-1 mr/kr/mun, HO He Ooisiee 12 mr/kr/mMuH. KoHTpoas 6e3onacHOCTH U 3PGEKTUBHOCTH
JOTAlMM TJIFOKO3bl OCYILECTBIIAECTCS MyTEM MOHUTOPUPOBAHUS YpPOBHS TJIIOKO3bI B
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KpoBu. Ecii ypoBeHB TITIOKO3bI B KPOBU COCTaBIISIET OT 8 10 10 MMOJIB/JI, YTI€BOIHYIO
HaArpy3Ky He CJeayeT yBEJIMUUBaTh.

Ecnu ypoBeHb Tit0KO3bI B KPOBH MAIlMEHTa OCTAETCs <3 MMOJIb/JI, CIEAYeT YBEIUYUTh
yIIEBOAHYIO Harpy3Ky Ha 1 Mr/kr/muH. Eciu ypoBeHb IUIIOKO3bI B KPOBH MallMEHTa MPU
KOHTPOJIE COCTaBISIET <2,2 MMOJB/J, clieayeT 0oitocHO BBecTH pacTtBop 10% ritoko3sl
U3 pacuera 2 MII/KT.

Beaku — moTpeOHOCTH B Ipemnaparax Oenka ykaszaHa B Ta0ymie — 5.

1 T aMHHOKHUCIIOT coepkuT 4 kkas. OOMEH aMHHOKHCIIOT Y HOBOPOXKIEHHBIX UMEET PSIJT
OCOOEHHOCTEH, MOATOMY, JJIi TPOBEACHHs OE30MacHOTO MapEeHTEPATHLHOTO MHUTAHUS
CJIeIyeT UCIOJIb30BaTh Mpemapathl 0eika, pa3paboTaHHBIC U CO3JaHHBIC CIICITUATBHO IS
HOBOPOXKJIEHHBIX JeTeil. [lpenmapaTsl aiisi mapeHTepaIbHOrO MUTAHUS B3POCIBIX HE
JOJKHBI IPUMEHSATHCS] Y HOBOPOXACHHBIX. [Ipu pazButun y peOeHka KJIMHUKU MOYSUHON
HEJIOCTaTOYHOCTH W TOBBIINICHUH YPOBHS KpeaTWHHHA Bbiie 160 MKMOJIB/N clieayer
CHU3UTH JoTaruto 6enka Ha 0,5 T/Kr/cyT.

Ta6auma — 5. IloTpe6HOCTM B OCHOBHBIX HYTPHEHTAX NpPH TMPOBEIEHHHU
NAPEHTEPATbHOI0 NMUTAHUS B 3aBUCHMOCTH OT Macchl Tejia npu poxaeHnu (Y] — C)

IloTpedHOCTH B MUTATEIbHBIX BelIeCTBAX NP NPOBeIEHUH
NapPeHTEePAJbHOI0 NUTAHUS
<750 750- 1250- | 1500- |>2000
1250 1500 2000
Kuakocrtn:
Ot (Mi/kr/CyT) 80-100 |80-100 |80-100 |80-100 |60-80
Jlo (Mi/kr/cyT) 150-160 | 150- 150- 150- 140-160
160 160 160
beaxku*
Ot (r/kr/cyT) 2-3 2-3 2-3 2-3 1-15
Jlo (M/KkrT/CyT) 4 4 3-35 |3 2
[ar (r/kr/cyT) 0,5 0,5 0,5 0,5 0,5
Kupsbi:
Ot (1/xr/cyT) 2-3 1-3 1-3 1,5 1
Ho (r/kr/cyT) 3-4 3-4 3 3 3
[Iar (r/kr/cyT) 0,5 0,5 0,5 0,5 0,5
Yraesoabl:
Ot (Mr/Kr/MUR) 4-7 4-7 5-7 6-7 6-8
Jo (Mr/kr/mMuH) 12 12 12 12 12
[lar (mr/kr/munH) 1 1 1 1 1-2
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*OeJKOBAsl HArpy3Ka He H3MEHsIeTCsl /10 JOCTH:KeHUsi 00beMa JIHTEPAJTbHOrO
nutanusa S0 MJ/Kr/cyt

AKupblt — 1 r xupa coaepxkur 10 kkan. [Ipy HnpUMEHEHUH >KUPOBBIX IMYJIBCUH
HEO0OXOMMO MPUHUMATh BO BHUMAaHHUE CIEAYIOUINEe 00CTOSITENLCTBA: HAUMEHBIIIEEe YHUCIIO
OCNIOKHEHUH BbI3bIBaeT mnpumeHenue 20% sxkupoBoil smynbcun. WHDy3us >xupoBoit
OMYJIBCUU JOJDKHA IPOBOAMUTHCS PABHOMEPHO M IOCTOSIHHO B TE€YEHHE CYTOK. Ecim
uHQY3UsT KUPOBOW OJMYJIbCHH MPOBOAUTCS B OOIIMIl BEHO3HBIM JOCTYH, CJEIyeT
COCIUHATh MH(Y3HMOHHBIC JUHUM MaKCHUMaJbHO OJNM3KO K KOHHEKTOPY KaTeTepa, Mpu
TOM HEOOXOAMMO HCIIOJIb30BaTh (PMIBTP A >KUPOBOM 3Mynbcud. CHCTEMBI, depes
KOTOpBIE€ MPOU3BOAUTCS UHPY3HSI KUPOBOM IMYIBCUU, HEOOXOIUMO 3alUIIATh OT CBETA.
He cnenyer n100aBissTh pacTBOp renapuHa B ) KUPOBYIO SMYJIbCHUIO.

Kontpoar 0Oe3omacHocTH ¥ 3(PEeKTMBHOCTH JOTAUMH KMPOB.  KOHTpPOJIb
0€30MacHOCTH BBOJAMMOIO KOJIMYECTBA >KUPOB MPOBOJUTCS HA OCHOBAHUM KOHTPOJIS
KOHLIEHTpalMu TPUIJIMLEPHUIOB B IJIa3ME€ KPOBU | pa3 B CyTKM M IOCJE HU3MEHEHUs
CKOpocTH BBelleHUsA. [Ipr HEBO3MOKHOCTH KOHTPOJIMPOBATH YPOBEHb TPUIIIHULIEPUIOB
CJeAyeT MPOBOJUTH TECT HA MPO3PAYHOCTh CHIBOPOTKU. 3a 2-4 4 710 aHaIu3a He0OXO0IUMO
MIPUOCTAHOBUTH BBEJICHHE XUPOBBIX 3MYJbCHil. B HOpME ypOBEHb TPUTIMLEPHUIOB HE
JOJDKEH TpeBbIarh 2,26 mMounb/n (200 mr/mn). Ecnu ypoBeHb TPUIIUMUEPHUIOB BBIIIE
JOITYCTUMOTO, CJIEIYET YMEHBIINUTD JOTALMIO )KUPOBOM 3MyJbcuu Ha 0,5 T/Kr/cyT.

OrpanuyeHusi 151 BBeJACHUS )KUPOBBIX IMYJIbCHIA:

e [lpu mepcuctupyroniel JIETOYHOW TUIEPTEH3UU JOTALMS KUPOBBIX SMYJIbCHN HE
JI0JIKHA TPEBBIIIATH 2 I/KI/CYyT;

° VY manuMeHTOB C TSHKEIOM MIMONMATHYECKONW TPOMOOLMTONEHUEH AOJIKHA OBITh
UCCIICIOBAaHA CHIBOPOTOYHASI KOHUEHTpAUMs TPUIJULEPUIOB U CHIKEHA J103a
NapeHTepaIbHbIX JIUIN/IOB;

o [lpu nHammuum runepOUIUPyOMHEMUHU, TpeOyromieil mnpoBeaeHuss (oToTepanuu,
cieAyeT M30erath BBICOKHX /103 JUMUIOB (>2r/Kr/cyT). JIMmuasl camMu HE BBITECHSIOT
OwpyOUH, HO CBOOOJHBIE >KUPHBIE KHUCIOTHI BBITECHSIOT OWJIMPYOWH W3 CBSI3H C
anbOymMuHoM. B TO ke BpeMs ObUIO IMOKAa3aHO, YTO PaHHEE BBEJICHUE JIMIIUIOB HE
YBEJIMYMBAET KIMHUYECKH 3HAUMMOE Pa3BUTHE KENTyXu. MHQY3usl )KUPOBBIX 3IMYIbCUN
J0JIKHA OBITh OTMEHEHa MPH TSKENOW runepomupyOuHeMun, TpeOyronieil npoBeaeHuUs
orepaluy 3aMEHHOTO MepeMBaHus KPOBH;

e Cencuc. CymecTByeT HEIOCTaTOYHO JI0OKA3aTEeNbCTB, YTOOBI PEKOMEHIOBATh
M3MEHEHHS JOTalluU KUPOBBIX 3MYJIbCUM HpH cercuce. J[oTanuio KUPOBBIX 3MYJIbCUU
HEO0OXO0MMO OCYUIECTBIIAThH MOl KOHTPOJIEM YPOBHS TPUTIIULIEPHUIOB;

e  Hekoropsie mnpemapatsl (Hanmpumep, amMbOTEPUIIMH W CTEPOHIIBI) TPHUBOIAT K
NOBBIIIEHHON KOHIEHTPALIMK TPUTIIULIEPUIOB.

[To6ounbie >PGEKTHl U OCIOKHEHUS BHYTPUBEHHOTO BBEICHHUS JIMIIUIOB, B TOM YHCIE
TUNEPTIMKEMHUs], BOSHUKAIOT MPU CKOPOCTU BBeACHMs, npeBblatomei 0,15 r/kr/y.
AJTOpPUTM pacyera mporpaMmsbl napeHrepaibHoro nuranus (Y — D)

1. PacyeT 00111ero KOJIMYeCTBa KUKOCTH.
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2. PacueT HE0OX0IMMOTO 0OBEMA ITEKTPOIUTOB.

Pacyer 10361 HATPUS

Jliist pacueta oObeMa HaTpusi, HEOOXOAUMOTO JIJIsl TPOBEACHUS TAPEHTEPATHLHOTO TUTaHUS
cienyer cuutarh, uro 1 ma 0,9% (pusznonormyeckoro) pacTBopa XJOpuJa HaTpUs
coaepxut 0,15 MMob HaTpusl.

V ¢us. pactBopa (Mi1) =Macca Tena * morpedHocts B Na (Moib)/0,15.

Pacuert 10361 Kausa

Jlist pacdeta oObema Kanwsi, TpeOyeMoro Jyisl MOBEICHUS TMapeHTEPATLHOTO MUTAHUS,
ciaeayer cuutatb, 4to 1 mu 7,5% pactBopa xiyopuaa Kaiausi COIECPKUT 1 MMOJb Kalus.
Ecnu nns goranuu kanust Mbl uctosibdyem 4% pacTBop xjopuja kamus, To 1 mmonb K+
conepxutcs B 2 Mit. 4% KCI1. V (M1 4% KCI) = ITorpe6HOCTh BK+ (MMOIB) * m Tenma * 2.
PacueT 103bI IVTHOKO3bI UCXOIS U3 CKOPOCTH YTUIU3AIMH 110 (hOpMYJIE:

J103a rtoKo36I (I/CyT) = CKOPOCTh YTUIN3AIMU TJIFOKO3bI (MI/KI/MuH) * m Tena * 1,44.
Pacuer 00beMa KMPOBOIi IMYJIbLCUH 11O popMy.ie:

V xupoBoil SMyibcuM (MiI) = Macca Tena * mosa xxupoB (T/kr) * 100/ xoHuEHTparus
®KupoBoi smynbcun (%)

PacuyeT HeoOX0aUMOM 10361 AMUHOKHUCJIOT 1O hopmyJie:

V aMuHOKHUCIIOT (MJI) = Macca Tena * go3a aMUHOKHUCHOT (T/kr) * 100 / KOHLEHTpaius
aMUHOKUCIOT (%)

Omnpenesienue 00beMa, NPUXOAALLETOCS HA TJIIOKO3Y 10 Gopmy.ie:

V rmoko3sl = OO011ee KOJIMYECTBO KUAKOCTH — V 3JIEKTPOIUTOB — V KUPOBOM IMYIbCUU
— V aMHHOKHUCIIOT

HeoO0xoaumplii 00beM TIJIIOKO3bI PA3JIMYHbIX KOHUEHTPAUUN MOXHO pPACCUUTATh IO

dbopmye:
V2 =Jlo3a* 100 -C1V/CIl -C2
V1=V -V2,

7103a — /1032 TJIFOKO3bI B TpaMMax

C1 — MeHbIIIass KOHIIEHTPAIUS TIIFOKO3bI

C2 — GosbIiasi KOHIIEHTPAIUS TITFOKO3bI

V — 00muii 00BbeM, IPUXOISIIHNICS Ha TIIFOKO3Y

V1 — 00beM IiIr0K03bl MEHBIIICH KOHIIEHTPAIIUN

V2 — 00beM I1r0K03bI 00JIbIIeH KOHIICHTpAIIUN

PaccuuraTrh KaJJOPMHHOCTH NAPEHTEPATBLHOI0 NUTAHU N0 popmy.ie:

Kanopuiinocts = 103a rimoko3sl (T) * 3,4 + noza 6enka (1) * 4+m03a xupos (1) * 10.

[Ipyn mIaHMpOBaHWW MApEHTEPATBHOTO MHUTAHMS CIEAYET YYUTHIBATh OallaHC KaJIOPHH.
DHEpreTUYECKyIo [IEHHOCTh KUPOBOM dMYJILCUHU HE JKellaTeabHO npeBbimaTh 0onee 40%
OT OOIlero 4ucia KajJopuil. DHEPreTUYeCKyr K€ IEHHOCTh pPacTBOpa TJIIOKO3bl HE
cieayet mpeBbiath 6osiee 60% oT 00IIero ynciia KaJopuid Mpu MPOBEACHUH TOJTHOTO
MapeHTEPATHLHOTO TUTAHUS.

Jlyist Gosiee TOYHOTO pacdyeTa OCMOJISIPHOCTH PACTBOPA MOKHO MCIIOIB30BaTh (HOPMYITY:
OcmossipHOCTh (MOCM/1T) = [amMuHOKUCTOTH (T/71) * 8] + [rmroko3a (r/m) * 7] + [HaTpwuii
(Mmmounb/n) * 2] + [pocdop (mr/m) * 0,2] — 50.

PactBopel, pacueTHas OCMOJSPHOCTH KOTOphIX mpeBbimaeT 850 — 1000 mocm/m, B
nepudepruvecKyr0 BEHy BBOJIUTH HE PEKOMEH/TYETCHS.
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B xnuHHuYecKkoil mpakTUKE MPU PacyeTe OCMOJISIPHOCTH CJIEAYET CUMTATh KOHIEHTPALIUIO
CYXOTO BEIlECTBA.

IIpexpanienne napeHTePaAJIbHOT0 MUTAHUSA

[Ipu noctwxeHnuun oObeMa sHTepaidbHOTO nuTaHus 120-140 Mi/kr, mapeHTepaabHOe
MUTAHUE MOXKET OBITh MPEKPAIIEHO.

MOHUTOPHUHT NP NPOBEeHUH NAPEHTEPAJBLHOI0 MU TAHUS

OOHOBpPEMEHHO C HA4aJiOM MapeHTEPATILHOIO MUTAHMS CAENATh OOUIMI aHaIu3 KPOBH U
OTPE/ICIIUTh:

®  KOHIIEHTPALUIO TJIFOKO3bI B KPOBHU;

° KoHIleHTpaluto 31ekTpoauTtoB (K, Na, Ca);

e  cojepxaHue o0IIero/mpsMoro OMIMpyorHa, TpaHCaMUHA3 B CBIBOPOTKE KPOBHU;

®  Cojep)KaHUE TPUTIUIEPHUIOB B IJIa3MeE.

Bo Bpems mapeHTepaibHOro MUTaHUsI HEOOXO0IUMO €KETHEBHO ONPEIETSATh:

JTMHAMHUKY MaccChl Tena;

ANYPE3;

KOHIICHTPALUIO ITOKO3bI B MOYE;

KoHIleHTpa1uto 3ekTponuToB (K, Na, Ca);

KOHIICHTPAIIMIO TJIFOKO3bl B KPOBU (MPU YBEJIMYEHUU CKOPOCTH YTHIM3ALUU
TJIFOKO3bI — 2 pasa B CYT);

®  coJepKaHUE TPUTIIHIICPUJIOB B TIa3Me (IIPU YBEITUUYCHUU J03bI KUPOB);

[Ipu nauTENbHOM MapeHTEPATbHOM €XKEHEAENIbHO BBIMOIHATh OOIIMI aHAIW3 KPOBH U
OTIPENICIIATh:

KOHIICHTPAIUIO TJIFOKO3bI B KPOBH;

anextponuThl (K, Na, Ca);

coJiepkaHue OOIIETo/IPsMOTO OMmIIMpyOHUHa, TpaHCAMUHA3 B CHIBOPOTKE KPOBH;
COJIEpKaHUE TPUTTULIEPUIOB B IIA3ME;

YPOBEHb KpeaTUHWHA U MOUYEBUHBI B TIJIa3Me.

OcJ/105)kHeHUs] TAPEHTEPATILHOT0 MUTAHUS

e  HHudexunonnsie ocnoxHeHusa. I[lapeHTepanbHOEe MNUTAHUE SBIAETCS OJHUM U3
OCHOBHBIX (PAaKTOPOB pHCKA TOCHUTAIBHONW WHGMEKIUU, HapsALy C KaTeTepusalueit
LIEHTPaJIbHOM BEHbI U nipoBeaecHneM MBJI;

e Brmor B mieBpansHyio mnojocth/mepukapa (1,8/1000 mocTaBieHHBIX TITyOOKHX
JUHUM, TeTanbHOCTh cocTaBmia 0,7/1000 ycTaHOBIEHHBIX JIMHUN ),

e  Xouectas BcTpevaercs y 10-12% netel, nojiydaronux JJIATEIbHOE MapEeHTEPATBHOE
nutanue. JlokazaHHbIMU 3G (HEKTUBHBIMEU CIOCO0aMU TPOMUIIAKTHKY XO0JIECTa3a SIBIISIOTCS
BO3MOXHO Oo0Jiee paHHEe Hayajao JHTEPATbHOTO MUTAHUS W TPUMEHEHHE IpenapaToB
KUPOBBIX IMYJILCUH C 1o0aBIeHUEM pbiObero xupa (CMO® — nunun);

e  [WMOrMMKEeMUs/TUTICPTIIUKEMUS;

e DIJEKTPOJMTHBIE HAPYLIEHNUS,

° dneodur;

e  Ocreonenus.
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Taboauna — 6. [lepeyeHb OCHOBHBIX MHOTPONHBIX M Ba30AKTHBHBIX, CeJATHBHbIX

npenaparoB

DapMaKoJI0rn4ecKa
fl rpynna

Ha3zsanue MMH

Pa3zoBas 103a

YA

CenaTuBHEBIC,
00e300MBaroIme
npenapaTthbl

®enranmn 0,005% 2mn

1 — 3 MKI/KT /49ac

D

Jlnazemam Smr/mit 2Mit

0,1 mr/xr/4ac

D

Mopdun 1% 1mn

[Tunexyponust OGpoMmua
4 mr

0,025mr/kr/4ac

AnetamMuHO(EHOM
80Mmr

10-15 wr/kr
pasa B CyTKH

2-3

NHoTpOonHEBIE
IIperapaTbl

Anpenamma 0,18 % 1
MJT

0,05 -

MKT/KT/MWH.

0,5

PactBopsI
uHpy3Un

I

Jexcrpoza 40%, 5 mi

0,5 — 1 Mr/kr/mun

Marnus cynbdar 25%,
S M

Hatpus xmopun 0,9% 5
MU

JHexctposa 5% 200mn

Jexcrpoza 10% 200mn

Harpusa xmopua, xanus
XJIOpUA, HaATpUs
ruapokapoonar 200miu

0|00

Kanbuusa TJIFOKOHAT
10%, 10 mn

Kuposas OMYJIbCUS
U1 TIAPEHTEPAIBHOTO
nutanusg 10 % 500 mn

0,5-2 r/xr/cyT.

Kommekc
AMUHOKHUCJIOT
apeHTEPATLHOTO
nutanusl He MeHee 20
amMmuHOKHMCIOT 5% ¢
copourosom 200 M

TS

0,5 r/kr/cyt
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Taboauua — 7. IlepeyeHb OCHOBHBIX JIEKAPCTBEHHBIX MPeNapaToB AJsl NPOBeAeHUA
aHeCcTe3Mu:

IIpenaparsl Pa3oBas no3a YA
AtponuH 1Mr/mi 0,02 Mr/kr D
Junazemam Smr/mn 2mi 0,1-0,2 mr/kr D
Keramun S50Mr/mi 2mn 2-3Mr/kr B/B, 8—12MI/KT D
B/M
CeBodurypan 250 mn 0,5-6,0 06% D
Cykcameronus onun 2% Smi 0,2—1 mr/kr D
[Munexyponust 6pomus 4 Mr 40 MKT/KT D
®entanun 0,005% 2mn 10 1o 25 MKI/Kr/4 D

- Xupyprudeckoe jJe4yeHue

E) Beibop Merona jiedeHHsi 3aBUCUT OT pa3MEpOB racrpoinusuca U omdaionene B
OTHOLIEHUU K IUTOIIA I OPIOIIHON MOJIOCTH, COCTOSHHS OOJBHOTO U BOBMOXHOCTEHN TOro
CTalMoOHapa, I/i€ MPOXOIUT ATO JiedeHue. OHa MOXKET OBbITh OCyujecmenena nepeudHol
PAOUKATILHOU NAACMUKOU nepeodHell OPIOWHOU CIMeHKU UTU OMCPOYEHHOU PAOUKATILHOU
naacmuxou nepeouneil bpiownou cmenxu [1, 2, 9, 10-14].

IepBuyHasi paguKaJbHAS MIACTHKA NepeIHeld OPIOIIHOI CTEHKH :
Iloka3zanmsi: wu3onupoBaHHas ¢opma 0e3 BUCLEPOAOTOMUHATBHOM TUCIIPOTIOPIUH,
XOpOUIEE COCTOSTHUE KUIIEUHUKA, TUAMETP IPhIKEBOTO OTBEPCTUS <5 CM
PagukanbHasi onepanus. B CBs3u ¢ TeM, YTO NpH TaCcTPOIIMU3UCE OpIOIIHAS CTEHKa
OOBIYHO pa3BUTa JOCTATOYHO XOPOIIO, TO €€ yIIMBaHUE HE MPEACTABISET TaKUX
CIOXKHOCTeH Kak mpu omdanouene. [loaTomy nepBuyHas miaacTuka aedexra nepeaHei
OpIOIIHOM CTEHKM MpU TacTPOLIM3UCE OYEHb pACIpPOCTpaHEHA U MPEINOYHUTACTCS
O0onpmMHCTBOM XUpYyproB [9,10,11,12]. OHa MOkeT ObITh BBIIOJIHEHA:

*  TpaaMUUOHHAS

e 0e3HApPKO3HOEe BpaBJieHHEe IBEHTEPUPOBAHHBIX OPraHOB B OPIOLIHYIO MOJIOCTH
no meroxay Bianchi (EDMR-No GA for GS — snekTHBHOE MeEJICHHOE MOTPYKECHUE
KHIIICYHHKA O3 00IIeH aHeCTe3uH MPH TaCTPOIINU3UCE)

OTcpoveHHasi paguKAJbHAS IUVIACTHKA NepeHell OPIONIHON CTEHKH
IMoka3zanus: wu3onupoBaHHas ¢opMa C BHUCIEPOAOJOMUHATBLHONW JAUCIPONOPIIUECH,
HaXOXJCHHUE C HAPYKU TICUCHMU.

OTcpoyeHHasi paJuKAJIbHAsA ONEPANUsA BBINOJHICTCS AByMd dTanamu (¢ 1-m 3tanmom
cuiomacTukn). OOBIUHO TOTPYKEHHE TI€TENIb KHUIICYHUKA B OpPIONIHYIO TMOJOCTh
co cta0miIn3almeil COCTOIHUA 3aHUMaeT 7 — 9 THEN.

[Tocne yero, B CpOYHO-IUIAHOBOM MOPSIAKE IJIAHUPYETCS BBIMOIHSAETCS BTOPOM ATaml
omepaluu — paJuKaibHas miacTuka oOpromHoi crenku [10,11].

[Ipu neuenun nereit ¢ I'lll u omdanonene, UMEIONUX COYETAHHBIC TMOPOKU PA3BUTHS
KHUIIIEYHUKA (aTpe3usi KUIITKU) IeJIeCO00pa3HO OJHOMOMEHTHO C TUIACTHKON OpIOIIHOM
CTEHKH HAJIOKUTh IBOMHYIO CTOMY Ha ypoBHe arpe3un. [10,11]
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7) Iloka3zaHue AJIs1 KOHCYJbTAMHU CTIENUATHCTOB:

® KOHCYJbTAI[Usl HEBPOJOTa — MPHU BBIABICHUH U3MEHEHHUI CO CTOPOHBI IEHTPATbHON
HEpBHOW  cucTtembl (Tuaporedain, BEHTPUKYJIOMETaIUU, THUIOKCUYECKUH  —
UIIEMUYECKOT0 MopaxkeHus rosioBHoro mo3ra) Ha HCI' wnaum npu couetaHuu moOpokoB
Pa3BUTHS [IEHTPAJTILHON HEPBHOM CUCTEMBI;

® KOHCYJbTAalUs KapJHUO0JIOra — Ha3HAYEHHE KOHCEPBATUBHOM TEPANUK IPH BBISIBICHUU
reMOJMHAMHUYECKUX HAPYIICHUM;

® KOHCYJbTallUsl YpoJIora — OIpPEACIICHHE CPOKOB KOPPEKUMHA MAaTOJIOTHl Mpu
BBISIBJICHUU TIATOJIOTUI MOYETIOJIOBOM CUCTEMBI;

® KOHCYJbTAIUsl TEHETHKA — JIJISl BBISIBJICHUS! XPOMOCOMHOM aHOMAJIUH.

8) Unaukaropnl 3PpPeKTUBHOCTH JIeHEHUS:

® OTCYTCTBHUC IIOCJICOIICPALIMOHHBIX OCJIO)KHCHUM — a6IlOMI/IHaJ'IBHOI‘O CCIICHCA,
HCKPOTHYCCKOI'O SHTCPOKOJINTA C Hep(bopauﬂeﬁ KUIIICYHUKA,
¢ OTCYTCTBHUC IIPU3HAKOB BOCITIAJICHU HOCHGOHGpaHHOHHOﬁ PaHbI -

HECOCTOSITEJIbHOCTD IIBOB allOHEBPO3A;
® OTCYTCTBHE B ITOCJCONEPAIMOHHOM MEPUOIC CIACYHOMN KUIIIEUYHON HEMPOXOIUMOCTH.

9) lanbHelilee BeAeHHE:

e DHTepalbHOE MUTAHUE JOJDKHO OBITH HAYaTO TMOCHE IMIOJHOTO Taccaxka Mo
KUIIEYHUKY Ha 3-5 CYTKM TOCJE€ OINepalyd B COYETAHWU C AHTUXOJUHACTEPA3HBIC
JICKapCTBEHHBIE Mpenapathbl (HeoctermuHa Metwicyiasdar ) (V] — D);

e EXeIHEBHbBIC MEPEBSI3KU MOCICONEPAIITMOHHON PaHBbI;

e Cusarue mBoB Ha 10-15 cyTkwu.

e B janbHeiimem (Ha 3-4-if Hemene >KW3HHU), KOrJa BOCCTAHOBHUTCS MAacCaX IO
KUIIEYHUKY U paccoce€rcs (pUuOPUHHBIN GyTIsip, CTOMY 3aKphIBAIOT MyTEM HAJIOXKEHUS
aHactoMo3a "KoHel B KoHel" uiu T-00pa3Horo.

BceM netsiM, onepupoBaHHBIM 110 MOBOJY TacTPOUIM3UC U oMdaiolene, HE0OX0AUMO
IHUCIaHcepHoe HaOmoneHue A0 3-x jeT. PacnpeneneHue manueHTOB B JIMCIAHCEPHBIE
rpynnsl ¥ 00beM JeueOHO-JUarHOCTHUYECKUX MEpONPUATUI OCYIIECTBISETCS Ha
OCHOBaHUU OTHAJICHHOT'O pe3ysbTara uepe3 | roj mociue onepamuu.

e JlucnaHcepu3alMIo «IO0 OOpaILICHHIO» MOXHO PEKOMEHJO0BaTh TOJIBKO Y JIE€TeH C
XOpOIIIUM Pe3yJbTaTOM OIEPATUBHOTO JIeYeHHs — TepBas rpymma. Kakoro-mm6o
JIOTIOJTHUTEIHHOTO JICUEHUS Yy HHUX He Tpedyercs. HeoOXoammo JHIL €XKerogHoe
amOynaTopHoe oOcieioBaHue, Hecnenuupuyeckas HMMYHONPOPUIAKTAKA OCTPBIX
pecnupaTopHbIX 3a00eBaHuM, JieueOHas (pu3nudecKasi KyiabTypa.

[Tatmentam ¢ HOPMUPOBAHHON «BEHTPAIBHOU IPHIKEI» ONEpPaTUBHOE JICUEHUE TTOKA3aHO
B BO3pacTe cTapie 3-X JIET, B [JITAaHOBOM TOPSIKE.

e V TMalMeHTOB, BXOJSIIMX BO BTOPYIO U TPETbIO JAMCIAHCEPHBIE TPYIIIbI
(YIOBIIETBOPUTENBHBIN U HEYIOBICTBOPUTEIbHBIN pe3yabTaT), HEOOXOIUMO HE MeHee 2
pa3 B roJl CTalMOHapHOE OOCIEIOBaHHWE U JICUEHUE B COOTBETCTBUU C BBISIBICHHOM
NaToJOTHe W peKOMEHJAMSIMH  JETCKOrO0  XHpypra,  racTpOdHTEpOJIoTa.

22



Jlucmancepu3amusi TaKuxX JeTel JOJDKHA OBITh «aKTHBHOW W IleJieHanpaBiieHHOW» [18]

(YA -B).

13. MEJUIIUHCKASI PEABWJIMTALIUS:

14. ITAJIVIMATUBHASA IITOMOIb: Her.

15. COKPAIIIEHI/IH NCHOJBb3YEMBIE B ITPOTOKOJIE:

JKKT
V3U
AJIT
DA
KILIP
MB
OAK
OAII
OLK
[I11P
PKH
CMm H20
CPAP
CPb
TbU
qa
ycCcC
Ox0oKTI
PIP
PEEP
Tin
Fio2
LHR
SIMV

HFO
(HFLO)
IPPV

CDP

CPAP

KEJTYJI0YHO — KUIIIEYHBIN TPAKT
YJIBTPa3ByKOBOE UCCIIEI0BAHNE

ajaHMHaMUHOTpaHc(epasa

UMMYHO(GEPMEHTHBIN aHAN3

KHCJIOTHO — IIEJIOYHOE OCHOBAHUE

MeXaHU4ecKasi BEHTUJISIUSA

001Ut aHaIM3 KPOBU

OTKPBITBIN apTepHaIbHBINA TPOTOK

00beM IUPKYIUPYIOLIEH KpOBU

NoJIMMEepasHas IeTHas peaKius

paHIaMU3UPOBAHHBIE KOHTPOJIHPYEMBIE UCCIICIOBAHUS
CaHTUMETpPBI BOJAHOI'O CTOJI0a

MTOCTOSIHHOE MOJIOKHUTENIBHOE JaBICHUE B AbIXATEIbHBIX MYTAX
C — peakTuBHBII O€N0K

TsDKenas OakTepuanbHas HHQEKIHS

4acToTa JbIXaHUs

4acTOTa CEPACUYHBIX COKpALIEHUN

sxoKapauorpadus

NMKOBOE JaBJICHUE HA BIOXE

TUKOBOE JaBJICHUE HA BBIIOXE

BpEMs BJIOX

KOHLIEHTpALMs [10/1aBAEMOr0 KUCI0PO1a

JIero4Ho — roJ0BHOE OTHOLIIEHUE

Synchronized intermittent mandatory ventilation —
CUHXPOHU3UPOBAHHAS MTPUHYIUTEIbHAS TIEPEMEKAIOIIASCS
BeHTHIsIMA Jerkux (CIITTBJI).

High fre quency oscillation — Beicoko9acTOTHAS OCIIMILISAIUS
(ocumnmnsitopnas BU MBJI)

Intermittent positive pressure ventilation (mpuHyauTEIbHAS
BEHTUJISILIMSA 0€3 BO3MOKHOCTH CIIOHTAHHOTO JIbIXaHUS
Continuous disten din gpressure — caMOCTOSTEIbHOE JAbIXaHHE C
MTOCTOSTHHO TIOJIOKHUTEIIbHBIM JITABJICHUEM B JIBIXaTEIbHBIX MyTEH

(CAHIII)

Contionuouspositiveail — waypressure — caMOCTOSATEIbHOE IBIXaHHE

C MOJIOKUTEIIbHBIM JIaBJICHUEM B JibixaTenbHbIX myTax (CHTIIT)



16. Chnucoxk pa3padoTYHKOB MNPOTOKOJA € YKa3aHHEeM KBAJIN(PUKANNOHHBIX
HAHHBIX:

1) EpekemoB AcbhunkaH AOyOakupoBHMY — KaHAWJAAT  MEJMIIMHCKHAX  HayK,
aCCOIIMUPOBAHHBIN MPOQeccop, 3aBEAYIONINI OTIEICHUEM XUPYPIHMH HOBOPOKIIEHHBIX
I'KIT na ITXB «Ilepunatanshbiii ieHTp Nel» akumarta r. ActaHa, rilaBHbIM BHEIITATHBIN
nerckuit xupypr (HeoHatanbHbIN) M3CP PK.

2) bBinonm Pycnan Opmusyiibl — KaHIuaaT MeAWInMHCKHX Hayk, AO «HamumoHaabHBIN
HAyYHBIN IIEHTP MAaTEPUHCTBA M JIETCTBA», Bpad OPAUHATOP OTACICHHS OOIIEH JTETCKOM
XUPYPIrUHu.

3) Jlutom Bnamumup Eroposwu — Jlerckuii xupypr otaeneHus xupyprun «HaydaHbrid
LEHTp MEUAaTPUU U JETCKOU XUPYPTUM.

4) CenitkaimeB JKenuc  bexmaranOeropmu — AO «MeaunuHCKANA Y HUBEPCUTET
AcrtaHa», accucTeHT Kadeapbl aHECTe3WOJIOTHH U peaHuMallid, HEOHATaJIbHBIN
aHecTe3uoJIor —peannumaroior I[lepuHaransHoro LlieHTpa Xupyprum HOBOPOKIACHHBIX.

5) CenbaeBa Anap [lyceHoBa — noktop MeaunuHckux Hayk, I'KIT na I[IXB «LlenTp
NEPUHOTOJIOTUM U JIETCKOM KapAHMOXUPYpPruW» akumara T. AJIMaThl, TJIABHBIN
BHEILITATHBIM HEOHATOJIOT YTPABIECHUS 3IPAaBOOXPAHEHUS I. AJIMATHI.

TyneyraeBa Palixan EceH)XaHOBHA — KaHAWJIAT MEIUIMHCKUX HayK, 3aBEAyrOIIas
kadeapoit ¢apmakogoruu M JokazarenbHoM MemunuHbel [MY. r Cemelt, dieH
«Accoluuannuy Bpayel TeparneBTUYECKOro npopus».

17. Yka3aHue Ha OTCYTCTBHE KOH()IMKTA HHTEPECOB: HET.

18. Ciucok peneH3eHToB:
1) AckapoB M.A. — JOKTOp MEIUIIMHCKUX HayK, mpodeccop, 3aBeayronmii kadenpoit
JeTCKoU Xxupypruu KaparaHanHCKOro rocy/1apcTBEHHOTO MEUIIMHCKOTO YHUBEPCUTETA.

19. Yka3zanue ycJ0BHii mepecMOTpPa MPOTOKOJIA: TIEPECMOTP MPOTOKOJIA Yepe3 3 roja
MOCJIe €Tr0 OIyOJMKOBAHUS W C JAThl €r0 BCTYIUICHWS B JCHCTBHE WM TPU HATHYUU
HOBBIX METOJIOB C YPOBHEM JIOKa3aTCIIBHOCTH.

20. CIHCOK HCMOJIL30BAHHOM JIUTEPATYypPhI:
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5) Mukherjee A, Dombi T, Wittke B, Lalonde R: Population pharmacokinetics of
sildenafil in term neonates: evidence of rapid maturation of metabolic clearance in the
early postnatal period. ClinPharmacolTher 2009; 85: 56;
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Ipuioxenue 1

PoagunbHbIN 010K

AKy1iep - THHEKOJIOT

I'acTpommsuc- nposodupoBanue
OpraHoB OpIOIIHOM IIOJIOCTH CHpaBa OT
MyIoYHoro xousla . Kimmnupopanue
MyMOBUHBI HA paccTosiHUHU 10 10 cm

Ompanonene- mporoOupoBaHne
OpTaHOB Yepe3 IyMOYHOE KOJIBIIO C
IPBDKEBBIM MeIKoM. KitnmupoBanue
IIyIIOBHHBI HA paccTostHUK 15-20 cm

OpraHOB U KUIICYHUKaA

bes MOBPCIKACHUU MapCHXUMATO3HbIX

C TOBPCIKACHUECM MAPCHXNUMATO3HBIX

OpraHoB WJIN KUIICYHUKA

L4 B JKCIIyJOK HeO6XO,I[I/IMO YCTaHOBUTDH )KeJ'IyI[O‘IHLIﬁ 30HO C OOJBLINM KOJHUYECTBOM OTBCPCTHUU UL SBaKyallun

COJZIEPKIMOTO;

e JleraM c HU3KOH oneHKoH 1o mkane Anrap (1-3 6amna) MOTyT OBITH HEOOXOAMMBI PEAHUMAIIIOHHBIE MEPOIPHUSTHS;

e JlocTaHOBKa IIYHOYHOTO BEHO3HOTO KaTeTepa MOXKET TPEICTaBIATh TPYIAHOCTH BCICICTBHE HW3MEHEHHOTO
TIOJIOKCHUSL Ceplla M IEYEHH, IO3TOMY IPH BO3MOXKHOCTH HCIIONB3YHTE KaTeTep-THHUIO, LCHTPAIbHBIA BEHO3HBIN
KaTeTep, 3aBOJIUMBII uepe3 nepu(epruuecKylo BeHy;
e  Ha o6nacTs IpbbKEBOr0 MELIKAa HAKJIAAbIBAIOT IUIACTUKOBYIO (IIOIMITUICHOBYIO) TEPMOHU3OJIUPYIOLIAI0 MOBS3KY MU

CYXYyI0 BaTHO-MapJIeBYIO MOBSA3KY

TpaHCHOPTHPOBKA B TPAHCIIOPTHOM KIOBE3€ B

OPH unu Ha 3 ypoBeHb Ha HEOHATAILHBIE
XUPYPrUYeCKre KOWKH WJIH B OT/IEICHHE
peaHuMAINH JETCKOTO XUPYPTUIECKOTO
CTaI[MOHapa Mo CTa0MITH3AIIH
reMOJUHAMHUYECKHUX TTOKa3aTelIeH.
OnenaturAOe TedyeHne uener 6-R yacor

TpancnopTHpoBKa B TPAaHCIIOPTHOM KIOBE3€E B
OPH , npurnacuth IeTCKyI0 (HEOHATAIBHYIO)
XUPYpru4ecKkyro Opurany.

OmnepaTHBHOE JieueHHE B TEUSHUHU 2-X YacOB

OTz[e.ne}me peaHUMalMi U AaHECTE3NO0JIOTHH

Jetcknii (HeOHATANBHBIN) XHPYPT

HEHATOJIOT
1.IIpoecTu I'myGoxast ounctTuTensHast
OOILIEKITHHUYECKHE Kiu3Ma (eciy Her
uccneposanus ( OAK, KIIC, HENDOXOIMMOCTH .K.T.)

OMOXUMHUYECKHI aHaTN3
KPOBH, ONPEICIICHUE TPYIIIIHI
KpOBH U pe3yc ¢akropa, Y3U,
o030pHas peHTreHorpadus
OpraHoB IrPyJIHOM KJIETKH U
OpromrHoit monoctu, HCT,
3XOKT)

2. IIpoecTu
MPE0NePAITUOHHY IO
HOJTrOTOBKY

3. [ocneonepaTuBHOE
JIeueHNe

OnepaTuBHoOe JieyeHUe

1.IlepBuuHas paguKanbHON
IJIAaCTUKON nepeHeit
OpIOIIHOI CTEeHKH
2.01cpoueHHas TIacTUKa
(cunoruractuka) uepes 7-10
JTHEeW BTOPOM 3Tarl
orepanuu

1.YcTpaHeHue KpOBOTEUCHHUE U3 Pa3phiBa
MapeHXEMATO3HBIX OPTaHOB

2. HanoxeHue KHIIEeYHbIX CTOM
3.IlepBuuHas paauKaIbHOMN IIIACTUKOM
nepenHei OPIONTHON CTEHKU
2.01cpoueHHas TIacTUKa
(cwirorutactuka) 7-10 qHEH BTOpOH dTar
orrenanmum
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