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Cnmcok coxkpaeHui
AJIT — ananmHaMuHOTpaHCcdepasa,
ACT — acnapraramuHoTpancdepasa;
T'Al' — rIMKo3aMHUHOTIIUKAHBI,
KT — xomnbroTepHast ToMorpadus;
MIIC — mykononucaxapuaos;
MPT — MarHuTHO-pe30HaHCHas TOMOrpadus;
CCC — cepaieuyHO-COCYIUCTasi CUCTEMA;
TI'CK — TpaHcIIaHTalMy reMOnO3TUYECKUX CTBOJIOBBIX KIIETOK;
V31 — ynbTpa3zByKOBOE UCCIEIOBAHHUE;
OB/l — QyHKIHs BHEIIHETO AbIXaHHUS,
®O3T — depmenTHAS 3aMeCTUTETbHAS TEPAITHUS,;
OKI' — snekrpokapauorpadus;
OHMI" — snextponeiipomuorpadus;
3x0-KI' — sxokapauorpadus;
39" — anekrposnuedanorpadus;

ARSB — apuncynsdaraza B



TepMI/IH])I H onpeaecjacHus

@DepMeHTHas 3aMeCTHTENbHAs Tepanus — JIeYeHHUe, 3aKII0Yarolieecs BO BBEICHUU
npemapata (peKOMOMHAHTHOTO (epMeHTa) MalMeHTaM C HACJICACTBCHHBIM HapyIICHHEM
MeTabonu3ma.

JImzocoMHbIe OOJIC3HW HAKOIUIGHWS — TpyNIa HACJIEICTBEHHBIX MOHOTECHHBIX
3a00JIeBaHUH, CBSI3aHHBIX C HapylIeHUEeM (YHKIUH JIU30COM.

Myxkononucaxapuaossl (MIIC) — rpynna HacneACTBEHHBIX 0oJie3HE oOMeHa BEIlecTB,
CBS3aHHBIX C HapylleHHeM MeTabonu3Ma riauko3amuHoriaukanoB (I'ATY), mpuBomsmiee K
MOPaXEHUIO OpPraHoB M TkaHeW. OOycCIOBICHBI JaHHBIC 3a00JEBaHUS MYTaIllUsIMH TEHOB,

KOHTPOJMPYIOIIUX IPOLECC BHYTPUIN30COMHOTO THAPOJIN3a MAKPOMOJIEKYI.



1. Kparkas mHpopmanus no 3a00/1¢BaHNI0 HJIH COCTOSHHIO (TpyIe

3a00J1eBaHUIl UJIM COCTOSIHUIA)

1.1 Omnpenesenue 3a00JeBAHUS MJIM  COCTOSHUSA (rpynnbl 3a00JeBAHUN WU

COCTOSIHMA)

Myxkononucaxapuno3z VI Tuma (Cungpom Mapoto-Jlamn) — HacneacTBeHHas

JU30COMHasi 0OJ€3Hb HAKOIUIEHUS, HpPH KOTOPOHM HEJAOCTaTOYHOCTh (¢epMmeHta N-
aleTUITaNakTo3aMuH-4-cynedarazsl  (apwicynbdaTtazsl  B)  OpUBOAUT K HapYIIECHUIO
pacmerienns riuuko3amuHornukana (I'AlY) nepmartancynbdara.

Cunapom Mapoto-Jlamu, mykononucaxapumo3 VI tuma (MIIC VI) xapakrepusyercs
OTCTaBaHUEM B POCTE, OrPyOCHHUEM UEPT JINLA, CHUKEHUEM CIIyXa, TyTOIIOJIBUKHOCTBHIO CYyCTaBOB,
MHOECTBEHHBIM JIM30CTO30M, I'€NaTOCIUIEHOMEralnel, MOCTENEHHbIM Pa3BUTHEM CEpACYHO-
COCYJIMICTOM U JIIXaTeIbHON HEJ0CTaTOYHOCTH. Bee BhlmenepeunciieHHbIe MPU3HAKHA MPUBOIAT K

HMHBAJIMIU3AIMH, a IPH TSHKEJIOM TeYeHUH 00JIe3HH — K JIeTaabHOMY ucxoay [1, 2].

1.2 ITHOJOTHS ¥ IATOreHe3 3200J1eBaAHU MJIH COCTOAHNSA (rPynnbI 3200J1eBAHUH WU

COCTOSIHM)

Henocratounocts ¢pepmenta N-anerunranakrozaMuH-4-cynbdatassl (apuicyibgarasbl

B) nmpuBoaut Kk HapyuieHuio Aerpajganuu aepmataHcyibgarta. ['AlT HakamimBaercs BHYTpHU
JU30COM M 00YCJIOBIMBAET KIMHUYECKYIO KAPTUHY TSAXKEIOr0 XPOHHUECKOTO POrPECCUPYIOIIEro
3aboneBanus. Hemocrarounocts apuicynbdarassl B oOHapyxuBaeTcst BO Bcex TKaHsx [1,2].

I'en ARSB, xomupyromuii apuicyibdaraszy B, kaptupoBan B xpoMocoMHo obnactu 5914.
MIIC VI nacnemnyercs o ayToCOMHO-perieccuBHoMy tuny [1, 2].

W3-3a cHUKEHUsl aKTUBHOCTH (pepMeHTa MPOUCXOIUT HAKOIIEHHE pa3InyHbIX TUIIOB AT
U pa3BUBaeTCs comaThyeckas MaHM@ecTauuss B  BHUJE JIMIEBOr0  JUCMOpPQU3Ma,
renaToCIUICHOMETAINH, IOPAXEHUS CEpALA, IbIXaTCIIbHOM CHCTEMBbl, U3MEHEHHMH CKEJeTa,
HEBPOJIOTUYECKON CHMIITOMAaTHKH, T'€MAaTOJOTHYECKHE U O(TaIbMOJIOTHYECKHE H3MEHEHHUSI.
Bapua6ensnocts MIIC ompenensercss TUIIOM HAaKalJIMBaeMOro cyocTpara Mpu HEJI0CTaTOYHOM

nerpagauuu AL mpu MIIC VI Tina nporcxo Ut HaKOIUICHHE AepMaTaHCyIbdara.

1.3 DnuaeMuoJiorusi 3a00JeBaHusl WJIH COCTOSHMS (rpynnbl 3a00J1eBaHUM WM

COCTOSIHMA)

MIIC VI tuna peakoe HacaeACTBEHHOE 3a001€BaHNE, CPEAHSSA YaCTOTa B MUPE COCTABIISIET

1:300 000-1:400 000 xuBBIX HOBOPOKIACHHBIX. B oTnenbHbIx cTpanax yacrora MIIC VI moxer

OBITh BBIIIIE, YTO CBSI3AHO C TCHETHYECKUMHU OCOOCHHOCTAMH momysistuuu [3-5].



1.4 Oco0eHHOCTH KOAMPOBAHNS 32001eBAHUS MJIH COCTOAHUSA (TPYIIbI 32001eBaAHM I

HJIN  COCTOSIHMIT) mo MeXKIVHAPOIHOH CTATHCTHYECKON Kiaaccupuranuu O0oJe3Held Hu

npoodJIeM, CBS3aHHbBIX CO 3I0POBbLEM

Cornacno MKB-10, 3aboneBanne otHocuTcs K kimaccy IV, Gone3HsM 3HIOKPUHHOMN
CHUCTEMBI, PACCTPOWCTBY NWTAaHWUS | HapylmieHWro oOMmeHa BemecTtB, E76.2 — npyrue

MYKOIIOJIMCAXAPUAO3BL.

1.5 Kuaccudbukanus 3a00JeBaHUS WJINH COCTOSIHMS (Tpynnbl 3a00J1eBaHUl WU

COCTOSIHMA)

Beinemsitor 11 tumos MIIC B 3aBUCHMMOCTH OT NMEPBUYHOTO OMOXUMHUYECKOTO AedeKTa

(ITpunosxenue I'1).

Beigemsitor 3 knumaudeckue ¢Gopmer MIIC VI B 3aBuUcHMMOcTH OT Bo3pacTa Je0roTa,
CKOPOCTH MPOTPECCUPOBAHUS U CTENICHHU OPAKEHUS PA3TUIHBIX OPTAaHOB U CUCTEM: TIPH TSHKEION
dbopme nedroT 3aboneBanuss — B Bo3pacTe 1-3 JieT, mpu CpeaHETsHKEN0 — ¢ 6 JIeT, mpu JIETKOU
— nocne 20 neT. 3To pazaeneHue 10BoibHO yernoBHO. MIIC VI mpencraBisietr ckopee KOHTUHYYM
KIMHAYECKNX (PEHOTHIIOB OT JIETKOTO N0 TsDKENOro. OTIUYHATENBHON XapaKTePUCTUKOW ITOTO

tuna MIIC sBisieTcst OTCYTCTBHE HHTEIUICKTYalbHBIX HapyleHuii [1, 6].

1.6 Knunnueckasi KApTHHA 3200/1€BAHNA WJIH COCTOSIHMS (TPYyINbI 3200J1eBAHNA WJIN

COCTOSIHUH

MIIC VI — pa3Hoo0pa3HOe 1O CBOMM KIMHHYECKHM MPOSBICHUSAM 3a00JIeBaHHE U Y
HAlMEHTOB MOTYT HAaOJIOAATHCS Pa3IMYHbIE 10 CTEIIEHU TSKECTU U CKOPOCTH MPOrPECCUPOBAHUS
MOPAKEHUSI OPTaHOB U CUCTEM.

bone3np xapakrepusyercs OTCTaBaHMEM B POCTE, MU3MEHEHHSIMH CO CTOPOHBI OpPraHOB
3peHusi, OrpyOJeHHeM dYepT JIMIA, CHUKEHHEM CllyXa, TYTONOABM)KHOCTBIO B CyCTaBax,
IIOCTENEHHO Iporpeccupyrolei qepopmariueii H03BOHOUHUKA, T'PYTHON KIETKH, U KOHEYHOCTEH;
renaTroCIUIEHOMETaINe, MOCTENEHHBIM pa3BUTHEM CEPJAEYHO-COCYAUCTOM M JIbIXaTEeIbHON
HemocratouHocTH [1, 6].

OCHOBHBIMU TIpU3HAKaMH OOJIE3HH SIBIISIOTCS HHU3KHUH pOCT, JHIIEBBIE TU3MOPHUH
(orpyOsenue depT smia), AedopMalius MO3BOHOYHUKA U O0UKo0oOpa3Has aedopMaius rpyaHON
KJIETKH, MHOXKECTBEHHbIE KOHTPAKTyphl CYCTaBOB pAa3JIM4YHON CTENEHH BBIPAXKEHHOCTH,
MOpaXEHHE CEepJICYHO-COCYAUCTON CUCTEMBI, MOMyTHeHHe poroBullsl. Ilpu stom tume MIIC
MHTEJUIEKT He cTpajaeT. Buemnuii Bua nanuenta npu tsoxenoi popme MIIC VI xapakrepusyercs
orcraBanueM B pocte (90-100 cM mpu ObICTPOM MTPOrPECCUPOBAHNN; MAaKCUMaIbHBIA — 150 cm),

AUCTIPONTOPUHUOHAJIBHBIM  TCJIOCIIOKCHUCM — KApPJIMKOBOCTBKHO C YKOPOYUCHUCM TYJIOBHUIIIA.



OtmedaeTcss U3MEHEHHE YepT JIMIa — KPYMHBIM HOC C 3amaBIIeidl mepeHoculleH, IK30(TalbM,
nyxible TyObl, Makporjoccus. IIpu nerkoit ¢opme 3aboneBaHust orpyOneHue dYepT JuIla,
negopMmaluu cKeileTa M 3aJep’KKa pPOCTa BBIPAXKEHbI B MEHBIIEH CTEMeHH. XapaKTepHBI

YIJIOTHEHUE U YTOJIICHUE KOXKH, XKECTKUE BOJIOCHI, YMEPEHHBII rupcytusm [1, 6, 7].

Kocmnasa cucmema:. HaOMONAIOTCS HU3KUH POCT, TYTOMOJABMIKHOCTh CYCTAaBOB
KOHEUHOCTEH, BaibrycHas Jaedopmanusi TOJCHEH pa3HOM  CTENEHH  BBIPAXKEHHOCTH;
MHOKECTBEHHBIN JAM30CTO3: cKadouedanusi, runoriasus 3yooBuaHoro orpocrka C2-1mo3BoHKa,
TUIOIJIA3UU  TIO3BOHKOB, JOPCOJMIOMOapHbI  Kupo3 B  pe3yibTare OpaxUCHOHIWINU,
IUTATUCTIOHAMIIMH, MHOTIa CKOJIMO03, TOSCHUYHBINA Tunepiaopro3. OnpeaenstoTcs Mupokue pedpa,
KOPOTKHE H30THYThI€ KITFOUHUIIBI, THITOTUIA3HS TOJIOBOK TUIEYEBHIX KOCTEH U BapycHas aedopMarius
IUIEYEBBIX KOCTEH B IMPOKCUMAIIBHBIX OTJENIaX, JAWCTalbHBIE 3MU(U3bI KOCTEH Mpearuiedbs
CKOIICHBI IPYT K JAPYTYy. 3aiepKka GOpMHUPOBaHUS siiep OKOCTeHEHUs. [IsCTHBIE KOCTH KUCTEH
YKOPOUEHBI U CYKEHbI — «3a0CTPEHBD» B IPOKCUMAJIBHBIX OTIEJIAX, XapaKTEPHA «CKOIIEHHOCTD)
BEPTIYKHBIX BMaIuH, Ae()OPMHUPOBAHHBIC, YIUIOIIEHHBIE TOJOBKH OCIPEHHBIX KOCTEH W

BasbrycHas aedopmanus ieek oeapennsix kocrei [1, 8-10].

Opzanbst Obixanus. 9acThie pecriupaTopHble HHGEKIUH (PUHUTHI, OTUTHI). [ uneprpodus
MUHJAIWH U aJCHOUOB, YBETUYCHUE SI3bIKA, YTOIIICHUE HAATOPTAHHUKA U TOJIOCOBBIX CBS30K,
00yCIIOBJIIMBAIOT PA3BUTHE JAbIXATEIbHBIX HApPYLUICHUN pa3HOM CTENEHU TSKECTHU, BKIIOYAs
oOCTpykTHBHOE amHOd cHAa. OcoOeHHOCTH Aedopmamuu TPYIHOW KIETKH (KeCTKas TpyaHas
KJIETKa B COYETAaHUU C KU(OCKOIMO30M M MOSICHUYHBIM JIOPAO30M) CIHOCOOCTBYET Pa3BUTHUIO

PECTPUKTHBHBIX AbIXAaTCIbHBIX HapyuleHPIfI.

Opzan 3peHus. OTMEUACTCS MOMYTHEHHE POTOBUIbI, CBA3AHHOE C €€ YTOJILEHUEM U
yBEIUYCHUEM (MErajoKOopHea), PpETUHOIATUS, W3MEHEHUs JUCKa 3pUTEIBLHOTO HEpBa,
BHYTpUIJIa3Hasl TUIEPTEH3Us, Iyaykoma. llopakeHue 3pUTETBHOTO HEpBa MOXKET OBITh
00yCIIOBJICHO OTJIOKEHUEM TTTUKO3aMHUHOTIIMKAHOB B TAHTIIMO3HBIX KIIETKAX 3pUTEIHLHOTO HEPBA,
KOMITpECCHEH 3pUTENBHOIO HEepBa YTONIIEHHOW TBEPAOH MO3TOBOM 000JIOUKOW WM CY>KEHUEM
KOCTHBIX CTPYKTYP BIOJIb TPAKTa 3PUTEIBHOTO HEPBA, a TAKKE NOBBILIEHHBIM BHYTPUYEPENTHBIM
JTABJICHUEM.

Llenmpanvuas nepenasa cucmema:. UHTEIUIEKT U MTOBEICHUYECKUE PEAKIIMHU Y MTALIUEHTOB C
nanHoi (dopmoit MIIC oObiYHO HE CTpamaroT, OJHAKO BBICOK PHUCK PA3BUTHUSI MUEIOMATHH
LIEWHOTr0 OT/IEJIa MO3BOHOYHMKA. BO3MOXKHO pa3BUTHE KOMIIPECCUU CIIMHHOTO MO3T'a BCIEACTBUE

CONYTCTBYIOIIMX HApYIICHUH OMOPHO-ABUTATENbHOrO ammnaparta. OnucaHbl Clydad CHABJICHUSA



CIIMHHOTO MO3ra, BBI3BAHHOIO YTOJIIEHHMEM €ro o000JIoUeK WM HecTaOUIbHOCTHIO
aTIIAHTOAKCHAJILHOTO CyCcTaBa (COMPOBOKAAIOTCS HAPYIIEHUEM TTOXOIKH, MBIIIEYHOH CIab0CThIO,
HEYKITIO)KECTBIO TIPH COXPAHHBIX MOTOPHBIX HaBBIKaX W MUCHYHKIMEH MoueBoro my3bips) [1, 6,
11].

Tsoxenas popma 00JI€3HU COMTPOBOKIACTCS OTKPBITOH (CooOIIaroneics) ruiporedatmei,
HapyIIEHUSMH Pe30pOIIuN CIMHHOMO3T0BOM kuakoctu (CMIK), KOTopbIe TakKe BHOCST BKJIA[ B
pa3BUTHE HEBPOJIOTMYECKUX HapylleHui. [IpusHaku ruzponedanuu 3a4acTyro MOSBIAIOTCA
MEIJIEHHO M HE3aMETHO, M MOTYT 3aKJII0uaThCsli B M3MEHEHUU IOBEJCHMS, BO3HUKHOBEHUU
TOJIOBHOM 0OJTH, HAPYIIICHUH 3pEHUS.

KpannoBeprebpanbHblii cTeHO3 pa3BuBaercs y mnauueHToB ¢ MIICVI BcneactBue
rumnoruiazuu  3yooBuaHoro orpoctka C2 T103BOHKA, AaTJIAHTOAKCHAJIBHOW HECTaOUIIbHOCTH,
ornoxenuss ['AI' B TBepmoil Mo3roBoil 000yiouke M 3aaHEHl NPOJOJIBHONW CBs3KE, YTO B
JalbHENIIIeM NMPUBOAUT K KOMIIPECCHOHHOW MHUENONAaTHU Ha 3TOM YPOBHE, M KakK CJE/ICTBUE,
pa3BUTHIO OyJIbOApHBIX HApYIIEHUH, IEHTPAIbHON JbIXaTeIbHOW HEJ0CTaTOUHOCTH. CHUMITOMBI
MOTYT BKJIIOUaTh HapyLIEHUE MOXOAKH, MBIIIEYHYIO CIa00CTh, HEYKIIIOKECTh MPU COXPaHHBIX
MOTOPHBIX HaBBIKaX M AUC(YHKIUIO MOYeBOro my3bips [1, 6, 8].

KaprianbHbIi TOHHENBHBI CHHIPOM — HEUPONATUS CHABICHUS Yy MALMEHTOB C
pasznmuuabiMu BugamMu MIIC. Ilpu OTCyTCTBMM Jl€deHHs MOXKET NPUBECTH K HeoOpaTHMOi
KOHTPAKType IUCTAJIBHBIX MEXK(aJaHTOBBIX CyCTaBOB, a TaKXKe K HApPYIICHUIO WM TOTepe
YyBCTBUTEJIBHOCTH MEPBBIX 3 MalbLEB U K N1ape3y MBIIIL TEHapA.

Juzocto3 npu MIIC VI tuna npuBOJsT K CHM)KEHUIO MOABM)KHOCTH HMYKHEH UYEIIOCTH,
YTO OrpaHUYMBAET CIIOCOOHOCTh OTKPBIBATh POT U KeBaTb. HapyleHus riotaHus BCTpedaroTCs
pPEeAKO, OTMEUAIOTCS MPU CPETHETSDKEIOM M TSDKEJIOM TEUEHUHM 3a00JI€BaHUS M, B OCHOBHOM,
CBsI3aHbI C HapylIeHueM (QYHKIIMOHUPOBAHUS CTBOJIOBBIX OT/IEJIOB I'OJIOBHOr0 Mo3ra. OTcyTcTBUE
MPAaBUIBHON PETYISIUHM aKTa TJIOTAaHHs NPUBOAMUT K 3a0pocy NHINHM, CIIOHBI B Tpaxew H
OpOHXMAJIbHOE JAEPEBO U PA3BUTHIO BTOPUYHOW HHQPEKIUMM B BUIEC PELUAUBHPYIOLIUX
aclMpalMOHHBIX OpPOHXMTOB M MHEBMOHUH. JTO YyCyryOuseT JpIXaTellbHble HapyLICHHUS,
SBJISOIIMECS ClIeACTBHEM OTa0XeHust ' Al' B BEpXHHUX U HIKHUX JAbIXaTelbHbIX myTax [9, 10, 13].

Cepoeuno-cocyoucmaa cucmema (CCC): oTmedaercs YTOJIIEHHE CTEHOK Cepua,
W3MEHEHHs CO CTOPOHBI KIJIAMlaHHOTO amnmapaTta (yIUIOTHEHHE CTBOPOK M XOpJ KJIallaHOB),
pa3BUTHS CEPAECYHOM HENOCTaTOYHOCTH, KaK C COXPAaHEHHOM, Tak M CO CHW)KEHHOHN
COKpAaTUTENIbHON CHOCOOHOCThIO MHUOKapna. IIposiBieHus cepledHO-COCYyAUCThIX HapyLIEHH
OTMEYAIOTCSl C PAHHEr0 BO3pacTa. BONBIIMHCTBO MALMEHTOB HMMEIOT, MO KpaliHEeW Mepe, OJuH

MPU3HAK KO BTOPOMY jAecsTuieTro xu3uu [1, 6, 12]. XapakrepHbIMH pU3HAKAMHU TOPAKEHHSI



CCC npu MIIC sBnsroTcs AUCHYHKIIMN KIIAllaHOB (B OCHOBHOM, MHUTPAJIbHOTO, aOPTaIbHOTO
KJIaraHoB), TUIIEPTPOQHsT MHOKapia, HApyIIEHHEe PUTMa U MPOBOAUMOCTH. DYyHKIUS KIIAIIaHOB,
HECMOTpsI Ha MX YTOJIIEHUE B pe3yipTaTe oTiioxkeHus ['Al, MoxeT HEKOTOpoe BpeMmsi He
Hapymartbcsa. B mocnenyromeM NOSBISETCd  IIyMbl, XapaKTEpHbIE IS  MUTPaJIbHOU
(cucTonmuyecknii) M aopTAJbHOW (IIMACTOJIMYECKHI) HEJOCTaTOYHOCTH, pPa3BHBAIOIIHUECS B
pe3yabTaTe HECOCTOATENBHOCTH KIIanaHoB. B nanpHeimem ykopouenue xopa u ¢pudpo3 j1eBoro
aTPUOBEHTPUKYJIIPHOTO KOJIbLIA NPHUBOAAT K CTEHO3HMPOBAHUK) MHTPAIBHOTO OTBEPCTHS.
HenoctaToyHOCTh TPUKYCHUAAIBHOTO M IYJbMOHAIBHOTO KJAmaHa OOBIYHO KIMHUYECKH HE
auarHoctupyores [1, 6, 12].

CaMoil yacTOll NPUYMHON pa3BUTHSA CEPIEYHOM HENOCTATOYHOCTH C COXPaHEHHOMN
(dpaxiueil BbIOpoca JIEBOr0 JKEIyJO4YKa y 3TUX HAIMEHTOB SIBJISETCS MOBBILIEHUE >KECTKOCTH
MHUOKapJa B pe3ysbrare omoxeHus ['Al' (o ThIy pecCTpUKTUBHON KapaAuoMHOINaTum). B penknx
CIly4asiX MOXET HaOJ0JaThCs CHHM)KEHHE COKPATHUTENbHOM CIOCOOHOCTH 3a CYET AuJaTalluu
nosioctel. Kpome toro, cepednast HEAOCTaTOYHOCTh MOKET Pa3BUBATHCA C IOPAKEHUEM ITPABBIX
OTJIEJIOB Cep/lia, 0 TUILy XPOHUYECKOTO JIEFOYHOTO CEp/Ilia, B pe3yibTare Aeopmanuu rpyaHon
KJIETKHU, TOPAKEHUS JIETKUX U3-3a 0TIoXkeHUus ['Al" ()kecTKue JIerkue), HapyIeHus JPeHUPOBaHUS
OpPOHXHMAJBLHOTO JepeBa W3-3a CY)KEHHsI OPOHXOB M Pa3BUBAIOIICHCS TPAXCOMAISIIH, Pa3BUTHS
XPOHUYECKON TUIIOKCHUU.

Kenyoouno-kumeunotii mpakm: CHUHIPOM pa3IpakeHHOr 0 KHILIEYHUKA,

remarociuienomeranus. [1, 6].

2. IlmardocTrka 3a00JieBaHUs WM COCTOSIHUS (TPyNbI 32a00/1eBAHUIA N
COCTOSTHMIA), MeTUIIUHCKHE OKA3AHUS M NPOTUBONOKA3aHUSA K NPUMEHEHHUIO

METOA0B ITUATHOCTUKH
Huaenos MIIC V| ycmanasnueaemcs Ha OCHOBAHUU COBOKYNHOCMU AHAMHECTNUYECKUX
OAHHBIX, KTUHUYECKUX OAHHBIX, Pe3YIbmamos 1a00pamopHo20 UcCie008anust (OUOXUMUYECKO20 U
MONEKYNIAPHO-2EHEMUYECKO20 AHANU3A).
Huppepenyuanvnas ouacnocmuxa nposooumcs ¢ opyeumu munamu MIIC, anvgha-
MAHHO3UOO30M, NO3OHUMU GOpMaAMU  2AH2IUOZUAO308, MYKOIUNUOO30M, HEUHPEKYUOHHBIMU

noauapmpumamu, dsnugpuzapuvimu oucniazusimu [1].

2.1 ’Kaao00bI 1 aHAMHE3

HpI/I c60pe aHaMHe3a M Kajuo0 PECKOMCHIOBAHO O6paTI/IT]5 BHHMMAHHEC Ha CIICAYIOIIHUC

JKAJI00BI 1 aHAMHECTUUYECKUE COOBITHS
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— OTSATOILEHHBIN ceMEHbII aHaMHe3 (ClTyuau 1aHHOTO 3a00JI€BaHUs B CEMbE,
OJIM3KOPOJICTBEHHBIN Opak)

—  «rpyOBbIe» Y4epTHI UL

— YacThle PeCHHpaTOpHBIC 3a00IeBaHUS

— HHU3KHH pOCT

— CHIDKCHHE ciryXa

— CHW)XCHUE 3pEHUs

—  peuHMIUBUpPYIOMINE TPHKH (0COOEHHO IBYCTOPOHHHE)

— TOMYTHEHHE POTOBHUIIBI

— MHOKECTBEHHBIA U30CTO3 (AedopManiy ueperna, TpyIHOW KIETKH, O3BOHOYHHUKA,
KOHEUYHOCTEH )

— HapyureHue ocanku (Kugo3, CKOJIN03)

—  yXyAlLIeHHE NePEeHOCUMOCTH (PU3NYECKUX HArPy30K

— ¢y1aboCTh B KOHEUHOCTSIX

— TYTONOJBHMXHOCTB B CYCTaBax

— M3MEHEHHE MOXOJKU

— HEJOBKOCTb MEJIKON MOTOPUKH

— HapyLICHUE KOHTPOJIA 32 PYHKIMSIMH Ta30BbIX OPraHOB

— aIHod BO CHE

JKaoOwl 1 aHaMHE3 TaK)Ke OIMKMCAHEI B pasaciic «KKIIMHUYECKass KapTUuHa».

2.2 Du3zuKaJbLHOE 00CJIe10BAHNE

IIpu ocMoTpe HE0OX0IMMO 00pPaTUTh BHUMAaHNE HA OCHOBHBIE KIIMHHYECKHE MTPOSBICHUS

MIIC VI:

rpyOble UepThl JInLa

— HM3KOPOCJIOCTb

— TYTONOABUXHOCThH CYCTaBOB

— IIOMYTHEHHE POTOBUIIbI

— rematoMeraaus

— CIUICHOMerayus

— I1aXOBO-MOILIIOHOYHBIE U MYNOYHbIE TPHLKU

BolpaskeHHOCTh KIMHUYECKHUX MPOSBICHHM B 3aBUCUMOCTH OT Bo3pacTa nedrora MIIC VI

MoskeT BapbupoBath (IIpunoxenue I'2).
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Obpawaem sHumanue, 4mo, cO2NACHO MPebOBAHUAM K pa3padomke KIUHUYECKUX PeKOMEeHOAYUll,
K Kaxcoomy me3ucy-pekomMeHoayuu HeooXoouMo YKA3bleamb CUNLY PEeKOMEHOayuli U
ookazamenvHylo 0643y 6 COOMEEeMCmeuU Cco WKAIAMU OYEHKU YPOBHA O00CMOBEPHOCMU
ookazamenvcme (Y/[/]) u ypoeus ybeoumenvnocmu pexomenoayuil (YVP). [na mnozux mesucos
YVP u V][]l 6yoem Huzkum no npuduHe OmMCYmMCmeusi NOCEAWEHHbIX UM KIUHUYECKUX
uccnedosanuli  vicokoeo ouzauna. Heezupas na >mo, onu AenAOMcA HEOOXOOUMbIMU
anemeHmamu 00Cc1e0068anuss nayuenma OJisk YCMAaHo81eHUsl OUA2HO3A U 6blOOPA MAKMUKU JIe4eHUsL.

2.3 JIa0opaToOpHbIe TUATHOCTHYECKHE HCCISTOBAHUS

OcnosHuvle nabopamopmnvle memoowvl noomeepcoenuss ouasrnosa MIIC VI exnouarom
onpeodeneHue akmusHocmu epmenma apuicyibghamasvl B, Konuuecmeenubvlll u Ka4ecmeeHHblll
ananuz TAI' mouu u monexynapHo-eenemuueckue uccieoosanuss ecena ARSB. Jannvie

uccneoos8anus npoeodﬂmc;z 6 Cneyualu3upoOBaHHblXx ceHemudeCKux Jza6opam0puﬂx.

Pexomenayercsi onpeziencHue YPOBHS TTMKO3aMHHOTIJIMKAHOB MOYM U 3JIEKTPOPOPETHUECKOE
HCCIIEIOBAaHUE TJIMKO3AMHUHOTJIMKAaHOB MOYM BCEM MAllMEHTaM C KIMHUYECKUMM IpU3HAKaMU
MYKOIOJIUCaXapuI030B C IENbI0 TOATBEP K AeHUs quarnosa [1, 2, 14, 37].

YpoBeHb yOeTuTEJILHOCTH peKoMeHAanuii B (YpoBeHb 10CTOBEPHOCTH 10KA3aTEJIHLCTB — 2)

KomMmeHnTapuu: snekmpogopemuueckoe ucciedoganue 2iuKO3aMUHOTUKAHO8 MOYU ABTISAENICS
OOHUM U3 Nepevlx noomeepoicoarwux ouoxumuveckux mecmoe 011 MIIC VI muna. Ilpu
KOIUYeCM8eHHOM ananuse (Ucciedo8anue ChneKkmpa 2IUKO3aAMUHOTUKAHO8 8 Moye MemoOooM
cnekmpogomomempuu) viasnAom nogviuienue konyenmpayuu I'AI" ¢ mouotil, npu nposedenuu
anekmpoghopeza I'Al" (uccnedosanue cnexmpa 2IUKO3AMUHORIUKAHOE 6 MOYe MemoooM
nekmpoghopesa) — NOBLIUEHHYIO DKCKPEeYUuro 0epMamancyivgpama ¢ Mouou, nosviuleHue
depmamancynvbgama xapakmeprno moiavko 0as smoeo muna MIIC. Vposenv ['Al" aensemcs
go3pacm-3agucumovim napamempom. Taxoce npu neekoii hopme MIIC VI konyenmpayus I'Al” 6
Moye modxcem Obimb AUUb HE3HAYUMENbHO NOBbIULEHA.

Pexomenayercss B Ipolecce MYJIBTUIUIEKCHOIO OIPENETIECHHUsS] AKTUBHOCTH JIM30COMHBIX
(dbepMeHTOB (unyponarcynbdarasa, N-aneruin-anbga-D-rarokozamunnasa, N-
alleTHITalakTo3aMUuH-6-cynbhar-Cynbdarasza, apuncynsdaraza B, tpunentunui-nentugasa 1) B
MATHAX BBICYHIEHHONW KPOBH METOJIOM TaHAEMHOMN MacC-CIIEKTPOMETPUH OIPENENIATh aKTUBHOCTh
apuncynbarassl B (komiieke uccneqoBanuii A IMarHOCTUKUA MyKoronucaxapuaosa Tiun V1)
BCEM MMALIMEHTaM C KIIMHUYECKUMU MTPU3HAKaMU MyKOIOJIMCAaXapUA030B C IIENbI0 IOATBEPKICHUS
nuardosa [1, 6, 14, 38].

YpoBenb yoenuTeabHoCcTH pekoMeHaanmii C (YypoBeHb 10CTOBEPHOCTH JI0KA3aTeNbLCTB — 4)

12



KommenTapuu. y nayuenmose ¢ MIIC VI axkmusnocmv apuincyivgpamaser B chudicena.
Heobxooumo usmepenue axmusnocmu Opyeux cyivghamas Oisi UCKIIOUEHUST MHONCeCMBEeHHOU
CyIbhamasHoll HedOCMAamoyHOCHU.

PexoMengoBaHo ompenenenue myrtanuii B rene ARSB B KpoBU METOZOM CEKBEHHPOBAHUS TI0
Cenrepy BceM MallMe€HTaM CO CHM>KEHHOM aKTUBHOCTBIO (pepMeHTa apuicyibdaTasbl B ¢ 1enbio
MOJTBEPIKACHHS MarHo3a Ha MOJICKYJISIPHO-TeHEeTHYeCKoM ypoBHe [6, 14, 38].

YpoBeHb yoeauTeIbHOCTH 10Ka3aTeJIbeTB C (YPOBEHD IOCTOBEPHOCTH peKoMeHIauu — 4)
KomMeHTapuu: sviasieHue namoeHHblx U 8epoamuo NAMO2eHHbIX 6APUAHINOE HYKIeOMUOHOTU
nocneoosamenvrocmu (BHII) 6 cene ARSB oernaem 603modncHbim obciedosanue poocmeeHHUKos8
npobanoa, npogederue NPeHamarbHol U NPeuMniaHmayuoHHOU 2eHemuyeckou OUazHOCMUKU.
bonvwuncmeo BHII y nayuenmos ¢ MIIC N1 mocym Ovimb 6bis6leHbl ¢ NOMOWDBIO
cexeenupoganus no Cenzepy 6cex 5K30H08 U NPUNE2AIOWUX K HUM YUACTNKO8 UHMPOHOB 2eHd, HO 8
HeOONbUWOM NpoyeHme Cay4aes CmManoapmHblX Memooo8 OUa2HOCMUKY Modcem Oblmb
HeooCmamouHo 011 OUA2HOCMuKU. B peOkux ciyuasx npuuurol Oone3nu A61a0mcs 8apuaHmol
271y60KO 6 UHMPOHAX UNU KPYNHblE NePecmpouKU 2eHd, YUMo MoXcenm nompebdosams NpUMeHeHus
OONOIHUMENbHBIX, 00ee CILONCHBIX MOLEKYVIsAPHO-2enemuyeckux mecmos [1, 15, 38].
PexomeHayeTcss TpOBEICHWE aHaIM3a KpPOBH OHOXMMHYECKOTO OOMIETEPaneBTHICCKOTO
nanueHTam ¢ knuaudeckumu npusHakamu MIIC VI B mpornecce mocTaHOBKY UarHosa C IeNbio
onpeaeneHus (PYHKIIMOHAIBHOTO COCTOSIHHS TEYCHH, KOTOpasl SIBIISETCS OJHUM W3 OPraHOB-
mumened npu MIIC [39, 40].

YpoBeHb yoeauTeIbHOCTH A0Ka3aTeabcTB C (YPOBEHb J0CTOBEPHOCTH peKOMeH1auu — 4).
KommeHnTapuu: nposoosm onpeodenerue aKmMusHOCMU  ACHAPMAMAMUHOMPAHCHepasvl,
ANAHUHAMUHOMPAHCPEPAasvl,  1AKMamoe2uopo2enassl,  WelouHol  gocgamasvl,  camma-
nIOMamuimpancgepasvl 8 Kposu, ucciedoganue yposHs obueco oOunupyoura, ourupyouHa
CBA3AHH020 (KOHBIOSUPOBAHHO20), XOJIeCMepUHd, MPUIuyepuoos, aibOyMuHa, 2uoKo3bl,
KpeamuHuHa, obwe2o benka, Hampus, Kauus, 0ouje2o Kauivyus 6 Kposu.

Pexomennyercst mpoBeneHHEe o0mero (KIMHUYECKOrO) aHalu3a KpPOBU TMAalMEHTaM ¢
kimHndeckumMu npuzHakamu MIIC VI B mpoliecce MOCTaHOBKH JMAarHo3a ¢ IETbI0 OIEHKH
OCHOBHBIX MapaMETPOB KPOBETBOPEHHUS M BBHISBICHHS BO3MOXKHBIX MH(EKIIMOHHBIX MPOIECCOB
[16, 39, 40].

YpoBeHb yoenuTeabHOCTH 10Ka3aTeJbCTB C (YPOBEHDb 10CTOBEPHOCTH PeKOMeHIauu — 4).
KomMenTapuu: nposoosm ucciedosanue YpoHs 00we20 2emMo2100UuHa, 3pUmpoyumos,
JIetKOYUmo8, mpomooyumos 8 Kpogu, OYeHKy 2eMamokpuma, Uccie008anue CKOpoCmu 0Ceo0anusl

apumpoyumos, ouhgepeHyuposantblil noocuem Jeukoyumos (neuxoyumapuas gopmyna). B
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CBA3U C 8bICOKUM PUCKOM PA38UMUS UHIMEPKYPPEHMHBIX UHGDeKYuUll, aCRUpayUOHHOU NHe8MOHUU

y nayuenmos ¢ MIIC pexomenodyemcsi npogedenue 0aHH020 Ucciedosanus He pedice 1-2 paz 6 200.

2.4 HNHCTpYMEHTAJIbHBIE JHATHOCTHYECKHE MCCAET0BAHNA

PexoMenayeTcsi TIpOBEICHUE YIbTPA3BYKOBOTO HCCIICAOBAHMS OPTaHOB OPIONIHON MOJOCTH
(KOMIUJICKCHOTO) M/WJIM MarHUTHO-PE30HAHCHOW ToMorpaduy OpraHoB OPIOITHOM IMOJOCTH WU/UITH
KOMITBIOTEPHOI ToMoOrpaduu OpraHoB OpIONIHOM TOJOCTH MAaIMeHTaM C KIWHUYECKUMHU
npusHakamu MIIC VI B mpoliecce MOCTaHOBKHM UArHoO3a ¢ LENbI0 OLEHKHU Pa3MEepoB MEUYECHU U
cenesenku [17].

YpoBenb yoeaureabHocTH pekoMeHaanuii C (ypoBeHb 10CTOBEPHOCTH JI0KA3aTEIbCTB — 4)

KomMmenTapuu: guiagnsaiomes ymepennas cenamome2anus uiu eenamocnienomezanus. Ha ¢gone
mepanuu pasmepvl NeYeHU U celle3eHKU YMEeHbULAIOMCSL.

PexoMenayercsi peHTreHorpagus MeHHOro, TpyIHOrO U MOSCHUYHOTO OT/eNa MO3BOHOYHHUKA,
BEpXHUX W HIDKHUX KOHEYHOCTEH MaleHTaM ¢ kimandeckumu npusHakamu MIIC VI B mporecce
MIOCTAHOBKH JIMAarHO3a C IeJIbIO BBISBJICHUS MHOKECTBEHHOT'O IM30CT03a U KOHTPOJISI COCTOSIHUS
[6, 11, 16, 33].

YpoBensb yoenureabHocTH pekoMeHaanmii C (YypoBeHb 10CTOBEPHOCTH JI0KA3aTeIbCTB — 5)

Kommentapuu: swiaenaiomes MHodxcecmeenHble OU30CmMo3vl — cKagoyeanus, 2unoniasus
3y606uonozo  ompocmka  C2-nozeomnka,  Oopconiombapuwili  Kugos 6  pe3yrvmame
NAAGMUCNOHOUIUY, NOACHUYHBLU 2unepiopoos. Onpedensaomcs wupoxue pebpa, Kopomkue
U302Hymble KI0uUYbl, 2UNONIA3USA 20I0680K NIe4esblX KOCmell U 8apyCcHas 0epopmayus nieyeguix
Kocmeli 8 NPOKCUMAIbHBIX 0MOenax, OUCmanbHvle SNUQu3vl Kocmell npeoniedbs CKOUeHbl Opye K
opyey. 3adepoicka gopmupoganus sioep oxocmenenus. Ilacmuvie Kocmu Kucmetl yKOpoyeHvl U
CYIHCEHbL — «3A0CMPEHBLY 8 NPOKCUMANILHLIX OMOENAX, «CKOUEHHOCMbY GEPMILYIHCHBIX GNAOUH,
oeghopmuposannwvie, YnioujenHvle 20108KU OEOPEeHHbIX KOCmell U 8a1b2YCHASL 0ehopmayus uieex
beopeHnbIx Kocmell.

Pexomenayercss TpoBeNEHHE PEHTICHOACHCUTOMETPUHM TMAallMeHTaM C  KIMHUYECKUMHU
npusHakamMu MIIC VI B mporecce nocTaHOBKM JUarHo3a ¢ LEJIbI0 ONPEIEICHNUs MUHEPAIbHOM
TUTOTHOCTH TKaHU M JMArHOCTUKHU ocTeornopo3a [36].

YpoBeHb yoenuteabHocTH pekoMenaanuii C (YypoBeHb 10CTOBEPHOCTH 0KA3aTeNbCTB — 4)

Pexomenayercst mpoBeleHHUE AIIEKTPOHEHpoMHOrpaguu CTUMYISLUOHHOW OJHOrO HEpBa U
UTroJbYaTON OAHOrO HEpBa MHalMeHTaM C kKiumHudeckumu npusHakamu MIIC VI B mpouecce
MOCTAaHOBKU JMAarHo3a C LENbI0 OLIEHKH (PYHKIIMOHAIBHOIO COCTOSHUS MBIIICYHBIX TKAaHEH,
HEPBOB U HEPBHO-MbIIIEYHOH nepenaun [11, 16, 33].

YpoBenb yoeaureabHocTH pekoMeHaanuii C (YypoBeHb 10CTOBEPHOCTH JI0KA3aTeIbLCTB — 4)
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KommenTapuu: cmumynayuonnas JHMI noseonsem onpedenumsv coasnenue cpeOuHHo2o Hepéa
00 NOABNEHUS CUMIIMOMOS U OOANCHA NPOBOOUMBCSL eX4Ce200H0, HaUUuHas ¢ eospacma 4-5 nem
Pexomenayercsi mpoBefeHHE TOHAIBHOM ayJUOMETPHUH BCEM MallMeHTaM C KIMHUYECKHUMHU
npusznakamMu MIIC VI B nporiecce MOCTaHOBKH JHarHO3a C HENbIO BISBICHHS Tyroyxoctu [16,
17].

YpoBensb yoenuteabHocTH pekomMeHaanmii C (YypoBeHb 10CTOBEPHOCTH JI0KA3aTeNbLCTB — 4)
KomMmeHTapuu: npu Heobxooumocmu, 803MONCHO npogedeHue mumnanomempuu. Ty2oyxocmo
PA3HOU CMeneHu BblpadCeHHOCMU XapakmepHa O O0aHHo2o 3abonesanus. OHa Modcem
KOHOYKMUBHOU UNU HeUPOCEeHCOPHOU UM HOCUMb CMewlanHblll xapakmep. Paunee evisignenue
MYy20yXOCMU NO3608em YAVUUWUMb KAYecmeo JNCU3HU NAYUeHmOos, obecneuums UM Jyduiee
obweHue u odbyyeHue.

PexkomeHnayercsi poBeACHUE UCCIIEOBAHMS HECIPOBOIIMPOBAHHBIX JIBIXAaTEIbHBIX 00BEMOB U
MOTOKOB TMaIueHTaM ¢ kimandeckumu npusnakamu MIIC VI B mporiecce moCTaHOBKHU IMAarHo3a ¢
IeJIBI0 OIIEHKH COCTOSIHUS OpOHXOJIerovYHoM cucrem [17, 19, 22].

YpoBeHb Y0eAUTEJIHLHOCTH PeKOMeHAanuii A (YPOBeHb J0CTOBEPHOCTH JI0KA3aTeJIbCTB — 2)
Kommenrapuu: nposooam cnupomempuio, ¢hiyomempuio CHOKOUHO20 ObIXAHUS, UCCIe008aHUe
@DyHKYUU 8HewHe20 ObIXAHUAL.

Pexomenayercsi TMpoBeleHHE TMPUIEIBHON pEHTTeHOrpaQuu OpraHoOB TPYAHOM KIETKU
narueHTam ¢ kinandeckumu npuznakamu MIIC VI npu Hamn4amm aycKyJIbTaTUBHBIX U3MEHEHUN
B JIETKUX B IPOLIECCE MOCTAHOBKHM JMAarHo3a C LEJbI0 BBISIBICHUS MATOJOTHUHM JbIXaTeIbHOM
cucremsl [6, 11, 16].

YpoBenb yoeaureabHocTH pekoMeHaanuii C (YypoBeHb 10CTOBEPHOCTH JI0KA3aTEIbCTB — 4)
Pexomenayercss TpoBeICHHE SJIEKTpodHIehaorpaduu BCeM NAIMEHTaM C KIMHUYECKHUMH
npusHakamu MIIC VI B mpoliecce mocTaHOBKHM AHarHo3a C 1eJIbi0 CBOEBPEMEHHON JUAarHOCTUKH
snunerncun [16, 41, 42].

YpoBenb yoeaureabHocTH pekoMeHaanmii C (YypoBeHb 10CTOBEPHOCTH JI0KA3aTEIbLCTB — 4)
PexkomeHnayercs mpoBeieHUE dNIeKTpodHIIeanorpaduu ¢ BUACOMOHUTOPUHTOM BCEM IMAllUEHTaM
¢ xiuHuueckumu npuszHakamu MIIC VI, y KOTOpbIX OBLTM SMHUIEOTHYECKUE MPUCTYNHI B
aHaMHe3e, B MPOIECCe YCTAaHOBKHM JUArHo3a C LENbI0 MOATBEPXKICHUS JMArHO3a, YTOUHEHHS
¢bopMbl dnmiienicud W npoBeneHuss auddepeHIaNbHON  AMATHOCTUKHM SISO THYECKUX
npuctymnos [16, 41, 42].

YpoBenb yoeaureabHocTH pekoMeHaanuii C (YypoBeHb 10CTOBEPHOCTH JI0KA3aTeIbLCTB — 4)
Pexomenayercss TpOBEIEHUE KapAUOPECIIUPATOPHOTO MOHUTOPUHTA (ITYyJIBCOKCUMETPUS H

MOHHUTOPHHT 3JIEKTPOKapAUOorpaduyecKux AAHHBIX) MAallMeHTaM C KIMHUYECKUMHU MpU3HAKAMU
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MIIC VI B mporecce YCTaHOBKU JMArHO3a C METb0 TUATHOCTUKH OOCTPYKTUBHOTO alHO? CHA,
3a00JICBaHUI OPTaHOB CEPJICUHO-COCYAUCTON CHCTEMBI U IbIxanus [6, 16, 43].

YpoBenb yoeaureabHocTH pekoMeHaanuii C (ypoBeHb 10CTOBEPHOCTH JI0KA3ATEIbCTB — 4)
KommenTapuu: 011 ouaznocmuku 06CmpykmuHo20 anHod CHA NPOBOOUMCs NOAUCOMHOZpadus/
KapOuopecnupamopHulil. ~ MOHUMOPUH2, — KOMOpasi — NO360Jislem  ONpeoelums — Xapakmep
ObIXAMENbHBIX HAPYULeHUU (UCKTIOYUMb YeHMPATIbHbII 2eHe3, C8:3b ¢ cunepmpodghuell a0eHoUuoo0s,
CcepOeuHol HedOCMAamoyHOCMbI0 Ul KOMNJIEKC NPUYUH), NAMOJIO2UI0 CePOeYHO-COCYOUCON
cucmemvl. Hccnedosanue nposooumcs ne pedxce 1 pasa 6 200. B coomseemcmeuu ¢ Ilpukazom
Munzopasa Poccuu 13 oxmsaopa 2017 2 Ne 804u om «O6 ymeepoicOeHuU HOMEHKIAMYpbl
MeOuyuHcKux ycuye» Hem ycayau «llonucommocpagusy, 6 céa3u ¢ uem 603MONACHO UCNONb308AHUE
Habopa yciye: s1ekmposnyepanocpagus ¢ 8UOCOMOHUMOPUHESOM, CYMOYHOE MOHUMOPUPOBAHUEe
apmepuanrbHo20  0AGIeHUs,  PecUCpayus  dNeKMPOKAPOUOSPAMMYL,  MOHUMOPUPOBAHUE
INEKMPOKAPOUOZPAPUUECKUX OAHHBIX, XOIMEPOBCKOe MOHUMOPUPOBAHUE CEPOSUHO20 PUMMA,
pacuugposka,  onucanue U  UHMeEPRpemayus  ANeKMpoKapouocpaPuuUecKux — OaHHbIX,
INEKMPOMUOSPAPUS  HAKONHCHASL  (0OOHA — AHAMOMUYECKAs  30HA),  JIEeKMpOOKyL0epaghus,
onpeoeienue napyuaIbHO20 OAGIEHUsL KUCIOPOoOa 6 Ms2Kux mrkansx (okcumempust)) [43].
PexomeHayeTcsl pEerucTpaivs dSJICKTPOKAPAMOTPAMMEI, MPOBEACHUE dXOKapauorpauu BcemM
naruenTam ¢ knuHudeckumu npusHakamu MIIC VI B mporiecce ycTaHOBKH UarHo3a ¢ IeIbIo
OLIEHKHU COCTOsIHUS cepana [16, 17, 22, 24, 26].

YpoBeHb yoenuTeibHOCTH pekoMeHaanuii C (YypoBeHb 10CTOBEPHOCTH J10KA3aTEJIbCTB — 4)
KomMmenTapumu: uccrnedosanusi nposoosm pe2ynaprno, He pexce 1 paza 6 12 mecayes, mak Kaxk y
NAYUeHmos8 ¢ panHe2o 803pacma OMMeUaomces CepoedHO-coCyOUCmble HapyUleHUs.
PexkomeHnayeTcst TPOBEACHHUE XOJITEPOBCKOTO MOHUTOPHUPOBAHUS CEPJCYHOTO PUTMA BCEM
naruenTam ¢ knmuHudeckumu npusHakamu MIIC VI B mporiecce ycTaHOBKH UarHo3a ¢ IelbIo
OLICHKH COCTOsTHMS cepaua [16, 44].

YpoBenb yoeaureabHocTH pekomernaanuii C (YypoBeHb 10CTOBEPHOCTH JI0KA3aTEIbLCTB — 4)
KomMmeHnTapuu: cymounoe monumopuposanue apmepuaibHo20 OdeleHUs Npo8ooam npu
Heobxooumocmu. Uccnedosanust npogoosm pe2ynapHo, ve pexce 1 paza 6 12 mecsayes.
PexkomeHyeTcss MAarHUTHO-PE30HAHCHAS TOMOTpadus MO3BOHOYHHKA (OJIUH OT/EN) MaldeHTaM
¢ ximmHnYeckumu npusHakamu MIIC VI B mporecce mocTaHOBKH JAMArHo3a ¢ eI BBISBICHHS
KOMIIPECCUHU CITMHHOTO Mo3ra [16, 25, 33].

YpoBenb yoeauTeabHoCTH pekoMeHaanuii C (ypoBeHb 10CTOBEPHOCTH JI0KA3aTeIbLCTB — 4)
KomMeHTapuu: MacHumuo-pe30HaHCHYI0  MOMOSpAuio  NO360HOYHUKA NPOBOOAM, NpU

H606XOOMMOCWIM, C NpUMeHerUuem KOM6uHup0661HH020 UHSATAIYUOHHO20 HAPKO3A. Hccneodosanue
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Heobx00uMo nposooums He pesice 1 pasa 6 24 mecsya. Hecmabunvrocmos amianmoakcuaibHo2o
couneHeHus Modcem ObiMb BbIAGIEHA NPU PEHMEeHO2PADUU WeliH020 Omoeld NO360HOYHUKA C
@DYHKYUOHANbHBIMU NPOOAMU, OOHAKO 0Nl NOOMBEPIHCOEHUS KOMNPECCuu CRUHHO20 MOo32d
gcrneocmeue YmoaujeHus e2o 000104eK U HOpMUpyIOWUXCs AHOMAIULL NO360HKO8 mpebyemcs
nposedernue MPT.

PexoMeHyeTcsi MarHWTHO-PE30HAHCHAash ToMorpadusi TOJIOBHOIO MO3ra TMalUeHTaM ¢
wimHnYeckumu npusHakamu MIIC VI B mpornecce MoCTaHOBKH JIMArHo3a C IEIbI0 BBISIBICHUS
ruapouedaliy U Ipyrux aHOMaJIui rojioBHOro Mo3ra [11, 16, 33].

YpoBenb yoeaureabHocTH pekoMeHaanuii C (YypoBeHb 10CTOBEPHOCTH I0KA3ATEIbLCTB — 4)
KomMmeHnTapuu: 603mooicho npogedenue MasHumuo-pe30HaHCHOU MoMo2papuu 20108H020 MO32d
C NpumMeHeHuem KOMOUHUPOBAHHO2O UHZANAYUOHHO20 HAPKO3d — NPU HEobX0OUMOCMU.

Hccneoosanue neobxooumo npogooums ne pedce 1 paza 6 24 mecaya.

Jughghepenyuanvuas ouaenocmuxa nposooumcs ¢ Opyeumu munamu MIIC, anvgha-
MAHHO3UOO30M, HNO30OHUMU HOPMAMU 2AH2IUOZUO0308, MYKOJIUNUOO30M, HEUHMEKYUOHHBIMU

noauapmpumamu, snugpuzapuvimu oucniazusimu [1, 2, 6, 16].

2.5. Unble JAUATHOCTHYECCKHUE UCCIICAOBAHUA

Pexomenayerest npuem (0OCMOTp, KOHCYJIbTAIIMS) Bpaya-TeHETHKA IEPBUYHBIN BCEM IMallMEHTaM
¢ knuHuueckuMu npuszHakamu MIIC VI ¢ nensio mnpoBenenus auddepeHunaibHo-
JTMArHOCTHYECKOTO TIOMCKA CpeAd JPYTHX HACJIEICTBEHHBIX OOJE3HEH ©  OIpeleneHHs
ONTUMAJILHOTO 00beMa TeHETHYCCKUX UcCieaoBanuii [6, 16, 45].

YpoBenb yoenuteabHoCTH pekoMenaanuii C (YpoBeHb I0CTOBEPHOCTH 0KA3aTEJbCTB — 5)

PexomMenayercsi mpueM (OCMOTp, KOHCYJbTallMsi) Bpada-TepareBTa/Bpada OOIIEH MpPaKTHKU
(cemeitHOr0 Bpaya) NEpBUYHBINA BCEM MallMEHTaM C kKinHudeckumu npuznakamu MIIC VI ¢ nensio
JMAarHOCTHKH M JICYCHHS COMyTCTBYIOIIEH TeparneBTuIecKoi matosgoruu [16, 29, 45].

YpoBenb yoenuteabHoCTH pekoMenaanuii C (YpoBeHb I0CTOBEPHOCTH 0KA3aTEJbCTB — 5)

Pexomenayercsi npuem (OCMOTp, KOHCYJbTAllMs) Bpaya-TpPaBMAaTOJIOra-opTolea MEepPBUYHBIN
BCEM maleHTam ¢ kinmHudeckumu npuzHakamu MIIC VI B mpoliecce mOCTaHOBKM JUarHosa ¢
EJTBIO TUATHOCTUKU M JICYCHHUS OPTONEANICCKUX HapyeHuii [45].

YpoBeHb yoenuteabHoCTH pekoMenaanuii C (YpoBeHb 10CTOBEPHOCTH 10KA3aTEJIbCTB — 5)

KomMmenTapuii: opmoneouueckas Koppekyus HapyuileHus OCAHKU, KOHMPAKmMyp CYCMAagos C
UCNONb308AHUEM — HEXUPYP2UYECKUX Memo0o8 6Kauaem @Guuonpoyeoypvl u aevyedHyIo
Guzkynemypy, ucnoawvsyrom opmoneoudeckue ycmpoticmea. Ilo nokazaumusm ocywecmensiom

xupypcuieckoe JiedeHue CuH()pOMCl KapnalbHO20 KaHdja, npoeodumc;z 3H00np0me3up06aHue
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mazo0e0peHHo20 U KOJeHHO20 CYCMAsa, Koppusupyoujue ocmeomomuy 0isi UCHPA8IeHUs 0cu
KOHeyHocmel.

Pexomenayercss mpueM (OCMOTp, KOHCYJbTallMsl) Bpaua-CTOMATOJOra TMEPBUYHBIA BCEM
ManueHTam ¢ KmHndeckumu npusHakamu MIIC VI B mporecce mocTaHOBKH JUArHo3a ¢ Ielibio
JIMAarHOCTUKH MATOJIOTHYECKUX COCTOSTHUM YETFOCTHO-JIUICBOM o0acTu [2, 45].

YpoBenb yoeauTeabHOCTH pekoMenaanuii C (YpoBeHb J0CTOBEPHOCTH J10KA3aTEIbCTB — 5)
KomMmeHnTapuu: oonoanumenvno mozcym nompebo8amvcs npuem (ocmomp, KOHCYIbMAayus)
8PAYA-CMOMAMON02A-0PMONne0a NepeUYHbLI/NOBMOPHBIL,  Npuem (0CMOmp, KOHCYIbMAayus)
8PAYA-CMOMAMON02A-XUPYP2A NEePBUHHBLU/NOBMOPHBLIU, Npuem (0CMomp, KOHCYIbmayus) 8pada-
YeIIOCMHO-TUYeB020 Xupypaa nepsudnvlii/noemopnuiil [2, 45].

Pexomenayercsi mpueM (OCMOTp, KOHCYJbTallMs) Bpava-o(TaabMoOJIOra IEPBUYHBIA BCEM
ManueHTam ¢ KmHndYeckumu npusHakamu MIIC VI B mporecce mocTaHOBKHM JUArHo3a ¢ 1elibio
BBISIBJICHUS [JIAYKOMBI, U3MEHEHHS IPO3PAYHOCTH TJIA3HBIX CPEJl U COCTOSTHHS ceT4yaTku [ 16, 45].
YpoBenb yoenuteabHocTH pekoMeHaanmii C (YpoBeHb J10CTOBEPHOCTH J0KA3aTEJILCTB — 5)
KomMmeHTapuu: #eob6xooumo nposooums oghmanbMoCKonuio, 20HUOCKONUIO, OUOMUKPOCKONUIO
nepeone2o omoena 21asa, 2nasHo20 OHA, Kepamonaxumempuio, MOHOMEempuro 21a3a y NayueHmos
¢ MIIC VI MoryT svis61sams nomMymueHue po2osuysl. Y HeKOmopvix NayueHmos pa3susdenics
2NayKoma, nueMeHmuas oucmpous cemuamru. Peoxo — omex oucka spumenvroeo nepsa.
Pexomenayercst npuem (TECTUPOBAHUE, KOHCYJbTAIMS) MEUIIMHCKOTO TICUXO0JI0Tra MEPBUYHBIN
BCEM MalnueHTaMm ¢ kinHudeckumu npusznakamu MIIC VI B mporiecce mocTaHOBKH JMAarHo3a C
LEJIbI0 OKa3aHMsI KITMHUKO-TICHXOJIOTHYeCKOoM momoinu [6, 16, 45].

YpoBeHnb yoenurteabHocTH pekoMenaanuii C (ypoBeHb 10CTOBEPHOCTH 0KA3aTeIbCTB — 5)
Pexomenayercss mpueM (OCMOTp, KOHCYJbTAllMs) Bpaya-cyploJiora-oTOPUHOIAPUHTOJIOTa
MIEPBUYHBIN BCEM MalMeHTaM ¢ KiauHuueckuMu npusHakamu MIIC VI B mpouecce mocraHOBKU
JIMarHo3a ¢ ejabl CBOCBPEMEHHOM auarHocTuku nopaxenus JIOP-opraunos [2, 6, 16, 45].
YpoBenb yoenuTeabHOCTH pekoMenaanuii C (YpoBeHb I0OCTOBEPHOCTH 10KA3aTeJbCTB — 5)

KommenTapuu: nopascenue JIOP-opeanos sensemcss 0OHOU U3 4ACmMoU CONYymMcmeyowell
namonoeuetl. /lebom socnaiumenbHulx 3a001e8aHUll yXa, eopaa u Hoca u y nayuenmos ¢ MIIC
npuxooumcs Ha paHuui demckuti gospacm. Ommeuaiom yacmole COYemaHHble NOPaANCeHUs —
CHUDICEHUe CyXd, peyuousupyrowjue ocmpvle cpeoHue Oomumvl, OCMAHOSKU ObIXAHUS 60 CHe,
NOCMOSIHHOE 3ampyOHeHue Hoc08020 ovixanus, punumvl. I[layuenmam c¢ MIIC mooxcem
nompebosamuvcs nposedeHue YuoOPoOIAPUHSOCKONUU 8 CE:A3U C NAMONIOSUYECKUMU USMEHEHUAMU
eopmanu (ymoaueHue 2010CO8bIX CE530K, Y8eAUYEHUE U OMEYHOCMb YePRALOSUOHBIX XPAUYE.

Pexomenayercss mpuem (OCMOTp, KOHCYJIbTALMsI) Bpaya-HEMpOXUPYpra IEpPBUYHBIA BCEM

ManueHTam ¢ kinaundeckumu npusHakamu MIIC VI B mporecce mocTaHOBKM AMArHO3a C LEIbI0
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JMArHOCTUKH HEHPOXUPYPTUUECKON MaTOJIOTUH, PEIICHHUs BOIIPOCOB O HEOOXOIMMOCTH U 00beMe
HEWPOXUPYyprudeckoro BMemarenbeTsa [16, 29, 45].

YpoBenb yoeauTeabHoCcTH pekoMenaanuii C (ypoBeHb 10CTOBEPHOCTH JI0KA3aTEIbLCTB — D)
Pexomenayercss MPOBOMUTH O-MHUHYTHBIM TECT C XOIbOOW Yy TAIMEHTOB C KIWHUYCCKHUMH
npusHakamu MIIC VI ¢ coxpaHeHHBIM HaBBIKOM CaMOCTOSITENIbHOM X0b0bI (€CITU HE MPOBOIUICS
TOCJIeIHUEe 6 MECSIeB) B MPOIECCE IMOCTAHOBKU JMArHo3a C LENbI0 TEPBUYHON OLCHKH
seiHociuBoct (Ilpunokenne I'4) [19, 21, 22].

YpoBeHb yOeTuTEIbHOCTH PeKOMeH1alil A (YPOBeHb 10CTOBEPHOCTH 10KA3aTEJILCTB — 2)

3. .JqueHne, BKJIIO4Yad MCIUKAMCHTO3HYIO H HEMECIUKAMCHTO3HYIO TEpaluu,
AUETOTEPAIINIO, 066360.]1HB3HI/16, MECAUINHCKHEC NTIOKA3aHUA U

NMPOTUBOIIOKA3aHUSA K IPUMCHCHUIO METO/10B JICUHCHUSA
Jleuenue MIIC mun V1 sxniouaem xax namozenemuueckoe neyenue — nasnadenue O37T,
mak u nposedeHue cumnmomamuveckou mepanuu. Beoenue nayuenmos ¢ MIIC mun VI
npeononazaem MyTbMUOUCYUNTIUHAPHBIL NOOX00 C 00513amMenbHblM  yuacmuem epaveli-
HEeB8pOJI0208,  8pAYEU-2eHEMUKOS, — 8PAYEU-KAPOUON0208,  8pAYeli-NYIbMOHON0208,  8payeli-
2aCmMpoIHmMepoI0208, 8pavel-ghusuomepanesmos u pavel Opy2ux cneyudibHOCmel, UMerujux
ONbIM 8 IeUeHUU IM0o20 PeOK020 3a001e8aAHUSL.

3.1 IlaToreHeTu4eckKoe JeueHue

Pexomenayercs mpueM (OCMOTpP, KOHCYJIbTAIMSI) Bpaya-TeHETHKA (MU JPYTOTO CICIUAIHCTA,
uMeromero onelT JedeHus mamueHToB ¢ MIIC VI) mnepBuuHbBIdi M TOBTOpHBIN (NIpH
HeoOxoauMocTH) BeeM nanmenTaM ¢ MIIC VI ¢ nienbio Ha3HaueHUs TaTOreHETHYEeCKOr0 JICUCHUS
¥ KOHTpOJIS ero 3G dekTuBHOCTH U Oe3omacHocTH [6, 16, 45].

YpoBeHnb yoenuteabHocTH pekoMeHaanuii C (YpoBeHb 10CTOBEPHOCTH /I0KA3aTEIbCTB — 5)

PexoMeHnayercsi  Ha3HAYCHUE/KOPPEKTUPOBKA  (PEPMEHTHOW  3aMECTHTENBHON  Tepanuu
npemnaparoM raicyibdaza** mamuenram ¢ MIIC VI ¢ menpio 3aMemieHUs] MPOTPECCUPOBAHUS
3a00JIeBaHUs, YMEHBIICHUS pa3MEpOB TEUYEHU W CEIIe3eHKH, yIydlieHus (QyHKIMH cepala,
CHIKCHUS ypOBHS dKckpetupyembix ['AT" [18-22].

YpoBeHb yoeauTeIbHOCTH 10KA3aTeJILCTB A (YPOBEHD I0CTOBEPHOCTH PEKOMEH AU — 2)

Kommenrapuu: @37 nposodumcs npenapamom 2ancyivghaza** (ko0 ATX A16AB08) npenapam
8600umcst 6 0oze Ime/ke 00UH paz 6 Heoeno 6 Gude BHYMPUBEHHOU UHDY3UU 6 meueHue 4 Y &
yenosusx ewebHo2o yupexcoenus. Ilpenapam neped ungyzueii HeobXoOoumo pazeecmu 6
pacmeope nampus xaopuoa 9 me/mn (0,9%,). Obwuii 06vem unghysuu onpeoensaemcs Ha OCHO8AHUU

unousuoyanvrnoeo eeca nayuenma. On cocmasasiem 100 mn ungysuonnozo pacmeopa nampus
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xnopuoa 9 me/ ma (0,9%,), ecniu éec nayuenma menvuie unu pasen 20 ke uiu 250 ma, ecau eec
nayuenma ooavute 20 ke. 2,5% pacmeopa 8800sm 6 meueHue nepeo2o 4acd, OCMaibHOU 00bEM
(npumepno 97,5%) 6 meuenue nocnedyowux 3 4. @31 6 6ude GHympuseHHbvIX UHDY3Uli NPOBOOAMm
edHCeHe0eNbHO NONCUZHEHHO. HM3-3a pucka 603HUKHOBEHUS ANNepeUdecKux peakyul 8 omeem Ha
unghysuro, nayueHmam  HA3HAYAIOMCA  AHMUSUCMAMUHHbIE Npenapamel 6 COYemaHuu
HCAPONOHUINCATOUWUMU HENOCPEOCMBEHHO neped ungyzueu. IIpu 603HUKHOBEHUT HedceNameNbHOl
peaxkyuu uH@Y3ui0 Hy*CHO OCMAHOBUMb, 00 PA3PEUEHUS CUMNIMOMO8 U 3ameM NpPOoOOINCUMb

UH@DY3UI0 CO CKOPOCBIO HA NOJOBUHY MEHblLe MO C KOMOPOU OHA NPOBOOUNAC.

3. 2 CuMnToMaTH4YeCcKoe JJedeHue

Jleuenue xponuueckux 3abonesanuil (n0gedeHYecKUX HapyuleHutl, 0QmanbMoI0SU4eCKUx
HapyuieHutl, — OpMoneoudecKkol Nnamoaocul, CyOOPONCHO20 —CUHOPOMA, — aApPMePUAIbHOU
eUnepmensuU,  cepoeyHoll  HeOOCMAMOYHOCMU,  PeYyuoOUSUPYIOWUX  OMumos,  4acmolx
pecnupamopubix 3a6o1eeanuti u 0p.) y nayuenmog ¢ MIIC V| neobxooumo nposooums ¢ yuemom
0eticmeyrowWux KIUHUYECKUX PEKOMEHOAYUL, NPUHUMASL 80 BHUMAHUE Pe3VIbMambl KOMNJLEKCHOU
OYEHKU CO CIOPOHbL 8CeX OP2AHO8 U CUCMEM U NEPCOHATUIUPOBAHHbLE Yellu NAYUeHmA.

Jleuenue nosedeHueckux HapyuleHui NpoBOOUMCs BPAYOM-HE8POL02OM, OObIYHO
UCNONBL3YIOMCA ce0amueHvle CpeoCcmsd, MPAaHKEUIU3AMOopbl, KOPPeKmopsvl nogedenus. Bvioop
npenapama, 003UposKa, OJNUMETIbHOCMb Kypca Onpeoleisitomcs unousuoyarvio. Hauunarom
npuem OAHHBIX NPenapamos Hnoo MuamenbHbiM 6PAYeOHbIM KOHMPOLEM 6 VCIOBUSX
KpY2locymouHo2o / OHeBHO20 CMAaYUOHApa.

Ilpu ogpmanvmonocuueckux HapyuleHusx npoeooOUmcs jedenue no NOKA3aHUaM, noobop
mepanuu oCywecmeisiemcss Ha OCHOBAHUU DPEKOMEHOAYUll NO JIeYeHUr) COOMBEEmMCmEYIouux
HO307102U.

Opmoneduyeckas KoppeKyus HAPYUleHUuss OCAHKU, KOHMPAKMYp  CYCMAago8 ¢
UCNONb308AHUEM — HEXUPYP2UYECKUX Memo0o8 6Kayaem Gusuonpoyedypvl u Je4eOHyI0
QUKYIbMYPY, UCNOAB3VIOM Opmoneduyeckue ycmpoucmea. Ilo noxazanusm ocyujecmensiom
Xupypeuieckoe JnedeHue CUHOpOMA KAPNAIbHO20 KAHANA, NPOBOOUMCS IHOONPOMe3uposaHue
Mazo06e0peHHo20 Ul KOJEeHHO20 CYCMAsd, Koppusupyrouue ocmeomomuu 0ist UCNPAGIeHUsl OCU
KOHeYHOCmell.

Peyuousupyrowue  omumsi, uacmvle  pecnupamopuvie  3a001€6aAHUL  BEPXHUX
ObIXAMeNbHbIX nymeti  mpedyiom NposedeHus CUMNMOMAMUYECKOU, aHMUOAKmMepuaibHoll
mepanuu [2, 6].

Y nayuenmoes ¢ MIIC npu nanuuuu snunenmuyeckux npucmynos nokasano UCHOIb3068anue

npenapamoe u cxem jle€4eHus, Ha OCHO6aHUU pekomeﬂdaum? 10 1e4eHUr0 SNUIencul.

20



OueHv 8adCHLIM A8IAeMCA  yyacmue MYTbMUOUCYUNTUHAPHOLU KOMAHObI 8 Ge0eHUU
cepoeunou Hedocmamoynocmu Yy nayuenmos c¢ MIIC VI. Ilpu neuenuu apmepuanvhoi
eunepmonuu y nayuermog ¢ MIIC VI neobxooumo naznauenue anmueunepmeH3u8HoU mepanuu 6
cooOmeemcmeul ¢ KIUHUYeCKUMU PeKOMeHOayuamu « Apmepuanvhas 2unepmonusi y 63pOCivlXy.

Tonosxxcumenvroeo sghghexkma gpapmaxomepanuu xpornuuecxotii boau y nayueumos ¢ MIIC
MOMNCHO 000UMbCA Npu  yuéme NPUHUMAEMBIX NAYUEHMOM NPenapamos u pecyisapHoM
MoHumopunze bezonacnocmu nedenus. Ilpu nevenuu 601e6020 cunopoma y nayueHma cieoyem
UCNONb306aMb HAUMEHee UHBA3UBHbIU Cnocob. MHozue npenapamul, Heobxooumble 01 mepanuu
bonesoco cuHOpoma 6 3apyOedcHbIX KIUHUYECKUX PEeKOMEHOAYUAX, HNPUMEHAIOMCA «8He
NOKA3AHULLY U MO2Ym ObIMb HAZHAYEHbL NO peuteHuto epaqednol komuccuu [2, 23, 22].
PexoMeHnayercsi mpoBeneHHWE MEIWKAMEHTO3HOW TMpeMeAauKanuu (Tpynmoil mpemnaparoB
AHTUTUCTAMUHHBIC CPEJICTBA CHUCTEMHOTO NEHCTBUS W/WIM TPYNIOW JIpPYrHe aHATBICTHKH U
aHTunupernkamu) Bcem mnarmeHTam ¢ MIIC VI npu mosiBieHHH MOOOYHBIX aJUIEPrHYSCKUX
peaxiuii Bo BpeMs npoBeaenust napysun O3T ¢ menbio KynupoBanus coctosaus. [19, 23, 31].
YpoBeHDb yOeTUTEIHLHOCTH 10KA3aTeJILCTB A (YPOBEHb 10CTOBEPHOCTH PEKOMEHIAUH — 2)
Kommentapuu: y nayuenmos ¢ MIIC, nonyuarowux @31, xak u npu 6/6 6eedenuu 1106020
Opy2020 0enKo8020 npenapama, Mo2ym passumscs nodounvie peakyuu (Iuxopaoxa, 03HoO,
peoma, KpanueHuya, msdiceivie PeaKyuil 2UnepuyscmeumeibHOCmu aiiepeudecko2o munda),
npoucxooaujue uiu 8 npoyecce UHGy3uu uiu 6 meuenue OHa npogedenus un@ysuu. Ilpu pazeumuu
anepaudeckux peakyuii Mo2ym NpUMEHAmbCs Npenapamvl 2pynnbl  KOPMUKOCMEPOUObl
cucmemHo2o oOeticmsusi (Hanpumep, npeonu3onon™**). Ilpu nosaerenuu noOOuHbIX peakyuil 8
npoyecce/nocie UHQY3uu HA3HAYAencs COOmeemcmayrujee iedenue, npu Komopom Heodxooumo
C1ed08ams COBPEMEHHbIM CIMAHOAPMAM OKA3AHUS MEOUYUHCKOU NOMOWU (NpOMUBOPEOmMHble
npenapamul, AHMUSUCTNAMUHHbIE CPEOCMBad CUCMEMHO20 O0elcmaus, Opyeue aHANbeeMUKU U
AHMURUPEeMmuKU, KOPMUKOCmMepoudbl CUCIEMHO20 OelCmaEUsl).

Pexomenayercst paccMOTpPETh BOMPOC O HEOOXOIUMOCTH MpUMeHeHUs npenapatoB rpymmsl NO3
npoTuBodNMIenTHYeckue npenaparel nauueHtam ¢ MIIC VI, crpaparomuMm ot snunencuu, ¢
EJIBbI0 KYIHUPOBAHKS U MPO(GHUIAKTHKH BOZHUKHOBEHHUS Oy mymux npuctymnos [41, 42].

YpoBeHb yoenuTeabHocTH pekoMenaanuii C (ypoBeHb I0CTOBEPHOCTH J0KA3aTeNbCTB — 4)
KomMmeHnTapuu: oobwas pacnpocmpaHenHOCmb  SNULENCUU  NPU  MYKONOIUCAXAPUOO3AX
cocmasnsiem oxono 30%, xoms noxazamenu pasuvlx uccieoogameneti MO2ym 8apbupO8aAmbCsl.
Beposmno, omcymcmeyem paswuya Mmexcoy JleueHuem dNUlencuu 'y NAyueHmos C
MYKONOAUCAXAPUOOZOM U  OpYeUMU NAYUEHMAMU, NOIMOMY Cledyem NpuoepIHCU8amvCs

cmam)apmﬂblx peKOMeH()aum? no Jle4eHUur0 snujiencuu. ﬂﬂ}l HA3HAYeHUs U/uiu KoppekmupoeKu
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mepanuu HeooXo0um npuem (0CMoOmp, KOHCYIbMayus) 6paiva-Hegpoioza.

e Pexomenayercsi pacCMOTPETh BOIPOC O HEOOXOAMMOCTH NPUMEHEHHUS MPENnapaTroB IPYIIIbI
NO3AX npyrue npotuosnmientuyeckue mnpemnapatsl nauentam ¢ MIIC VI npu xponnyeckoit
HEHpONaTH4YeCKOM 00N C IIeNIbI0 KYyNHMpPOBaHMS OOJIEBOIO CHHIpPOMA, YIYyYIIEHUs KauecTBa
xu3Hu [46].

YpoBeHb yoenurtesibHOCTH pekoMenaanuii C (YypoBeHb 10CTOBEPHOCTH /I0KA3aTEIbCTB — 5)

KomMMmeHTapuu: 05 HasHawenus u/unu KOppeKmuposku mepanuu Heooxooum npuem (0cmomp,
KOHCYIbmayus) epava-responoea. Ilonodxcumenvnozo sgppexma ghapmaxomepanuu XxpoHu1eckou
oonu y nayuenmos ¢ MI1C mooaicHo 0obumscs npu y4éme npuUHUMaeMulx RayueHmom npenapamos
U  pecynapHOM — MOHUMOpUHee  6Ge3onachocmu  jeyeHus. Dghgexmusnvl  npenapameoi,
8030eticm8yIouull Ha YeHmpaibHble MeXaHusMovl Popmuposanus xponuueckot oonu. Ilpu nevenuu
bone6o2o cunopoma y nayuenma ciedyem uUcnoib308ams HaumeHee UH8A3UBHbIU CNOCOD

e Pexomenayercss mpueM (OCMOTp, KOHCYINbTallusl) Bpaya-TepareBTa/Bpaya oOmIeld NpPaKTHKU
(cemeliHOTO Bpaua) MEPBUYHBIA U MOBTOPHBIN (P HEOOXOAMMOCTH) BceM manueHtam ¢ MIIC
VI, npu HaTMYMK IoKa3aHUH, C LEIbI0 Ha3HAYSHHS] CUMITOMATHYECKOT O JICYEHUS U KOHTPOJIS €ro
s dexruBHOCTH U Oe3omacHocTH [16, 29, 45].

YpoBenb yoeaureabHocTH pekoMenaanuii C (ypoBeHb 10CTOBEPHOCTH 10KA3aTEJbCTB — D)

e Pexomenayercsi mpueM (OCMOTp, KOHCYJbTalMs) Bpada-oTanmbMoyiora TEPBUYHBIA U

MOBTOPHBIN (1pu HeoOxoaumocTn) nanuentam ¢ MIIC VI, npu Hamuuuu 1oka3aHui, ¢ 1EIbI0
HA3HAYCHUS] CHMIITOMATUYECKOTO JICUCHUS ¥ KOHTPOJIS ero addexkruBHOCTH M 6e30macHocT [29,
45].
YpoBeHnb yoenuteabHocTH pekoMenaanuii C (ypoBeHb 10CTOBEPHOCTH /10KA3aTEJIbCTB — 5)
KommenTapmii: npu ogpmanvmonocuueckux napyuieHusx npo8ooumcs nedenue no noKa3aHusm,
noobop  mepanuu - OCYWecmenaemcss HA — OCHOBAHUU  PEKOMEHOayuti no  Je4eHuro
COOmMBemcmayIouux Ho30J102Ull.

e Pexomenayercss mnpuem (OCMOTp, KOHCYJbTalUsl) Bpauda-Cypaosiora-oTOPUHOJIAPUHIOJIOra

MePBUYHBIN M TOBTOPHBIN (mpu HeoOxomumocTtu) Bcem mamueHTam ¢ MIIC VI, nmpu nHanmuuuun
MOKA3aHMM, C IeTbI0 HA3HAYCHHUS CUMIITOMATUYECKOTO JICYEHUSI U KOHTPOJIS ero 3(pPeKTuBHOCTH
u Oe3omacHocTH [2, 6, 16, 45].
YpoBeHb yoenuteabHocTH pekoMenaanuii C (YpoBeHb 10CTOBEPHOCTH 10KA3aTEJIbCTB — 5)
KommenTapuii: peyuousupyrowue omumul, yacmole pecnupamopHvle 3a001e8aHUS BEPXHUX
ObIXamenbHblX nymel mpebylom npoeedeHus CUMAMOMAMUYECKOU, aHMUOAKMePUAIbHOL
mepanuu.

e PexoMenayercsi npueM (OCMOTpP, KOHCYJIbTAlMsl) Bpada-HEBPOJIOTa MEPBUYHBIA U MOBTOPHBII
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(mpu HEoOXomumocTH) BceM marueHtam ¢ MIIC VI, mpum Hamuumy TOKa3aHWH, C IEJbIO
Ha3HAYCHHS CUMITTOMATHYECKOTO JICUCHHSI U KOHTPOJIS ero 3G GeKTUBHOCTH U Oe3omacHocTH [16,
29, 45].

YpoBeHb yoenuresibHOCTH pekoMeHaanuii C (YpoBeHb 10CTOBEPHOCTH /10KA3aTEIbCTB — 5)

KommenTapmii: y nayuenmos ¢ MIIC npu nanuuuu snurenmuueckux npucmynos Heobxooumo
UCNONIL306aAHUE NPEenapamos U cxem Je4yeHus, HAd OCHOBAHUU DPEeKOMEHOAYUl No JeYeHUIO
snunencuu. Jleuenue nogedeHuecKux HApYWEHUll NPOBOOUMCS — HE8POJI020M,  OOBIYHO
UCNONBL3YIOMCA Npenapamvl 2pynnvl CHOMBOPHblE U CeOamusHbvle Cpeocmed, AHKCUOTUMUKU,
opyaue anmuncuxomuyeckue cpeocmea. Bvibop npenapama, 003uposka, onumenbHOCmy Kypcd
onpeoensaomcs unousuoyarvHo. Hauunaiom npuem OanHulX npenapamog noo muyameibHulM
8PAUEOHBIM KOHMPOAEM 8 YCI0BUAX KPY2TIOCYMOUHO20/OHEBHO20 CIAYUOHADA.

PexoMenayercsi mpueM (0OCMOTp, KOHCYJIbTAIlMs) Bpaya-TPaBMaTOJIOTa-OPTOIE1a IEPBUYHBINA U
MOBTOPHBINA (TIpr HeoOXxoaumocTH) BeceM manueHtam ¢ MIIC VI, npu Hanuumu mokazaHui,
LENbI0 HAa3HAYEHUS CHUMITOMATHYECKOTO JIEYCHHS U KOHTPOJIs ero 3(PQPeKTUBHOCTH U
Oesomacuoctu [16, 29, 45].

YpoBeHnb yoenuteabHoCcTH pekoMenaanuii C (ypoBeHb 10CTOBEPHOCTH /10KA3aTEJIbCTB — 5)

Kommenrtapuii: opmoneduueckas xoppexkyusi HapyuleHus OCauKu, KOHMPAKmMyp Cycmasos ¢
UCNONL30BAHUEM — HEXUPYPeUUeCKUX Memooos eKadaem uuonpoyedypvl u JedeOHyio
@u3zKynLmMyYpy, UCHONBL3YIOM Opmoneouyeckue ycmpoticmea. Ilo nokasanusm ocywecmensiom
Xupypeuieckoe JleyeHue CUHOPOMA KAPNAIbHO20 KAHAAd, NPOBOOUMCS IHOONPOME3UPOSaHUe
mazo00e0penHo20 Ul KOJeHHO20 CYCMAsa, Koppusupylouue ocmeomomuy 0 UCHPA8IeHUs OCU
KOHeuHocmel.

Pexomenayercs npueM (0OCMOTpP, KOHCYJIbTAIMs) Bpaya-KapH0JIora MepBUYHbIA U MOBTOPHBIH
(mpu HeoOxomammocTH) Bcem marueHTam ¢ MIIC VI, mpu Hanwuumu moka3aHHWii, ¢ IIENbBIO
HA3HAYEHUS CAMITTOMATHYIECKOTO JICYSHHUS ¥ KOHTPOJIS ero 3 dexkruBHoCTH 1 6e30macHocTH. [16,
29, 45].

YpoBeHb yoenuTebHOCTH pekoMenaanuii C (YypoBeHb 10CTOBEPHOCTH 10KA3aTEJIbCTB — 5)

KommMmenTapuii: neo6xooumo yuacmue mMynomuoucyuniuHapHol KOManobl 8 6e0eHUU cepOeyHOll
Heoocmamounocmu y nayuenmog ¢ MIIC V. Ilpu newenuu apmepuanvhoi eunepmoHuu y
nayuenmos ¢ MIIC V| noxazano nasnauenue anmueunepmen3u8HoOU mepanuu 8 COOmeemcmasuu
¢ KIUHUYECKUMU PEKOMEHOaYUAMU «Apmepuanvras 2unepmonust y 63poCibixy.

Pexomenayercst mpuem (OCMOTp, KOHCYJIBTAIINS) Bpaya-XUpypra nepBUYHBINA 1 MOBTOPHBIN (TIpU
HeoOxoaumoctu) BceM mamueHTam ¢ MIIC VI, umeromum mnaTtosoruro, TpeOYIOIIyIO

XUPYPIrU4ICCKOro BMCHIATCIIBCTBA, C LEJIbIO PCHICHHA BOIIPOCOB O HeO6XO,I[I/IMOCTI/I n 00beEME
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XUPYPTru4ecKoro BMEIIATENbCTBA, HA3HAUYEHUS CHUMIITOMATHYECKOTO JI€UYEHHUs, KOHTPOJS €ro
s dexruBHOCTH U Oe3omacHocTH [16, 29, 45].

YpoBenb yoeaureabHocTH pekoMeHaanuii C (ypoBeHb 10CTOBEPHOCTH JI0KA3aTEIbLCTB — D)
Pexomenayercss mnpueMm (OcMOTp, KOHCYJIbTallMsl) Bpada-HEHpPOXUpPypra NEpBUYHBIM H
noBTOpHBIN (mpu HeoOxoaumoctn) naruerntam ¢ MIIC VI, npu Hanuuuu noka3aHui, ¢ LETbI0
pelieHusi BOMPOCOB O HEOOXOJMMOCTH M OObeMe HEHPOXHPYPrUYecKOrO BMEIIATENbCTBA,
Ha3HAYCHUS] CUMIITOMATHYECKOTO JICYEHUSI, KOHTPOJIs ero 3 deKTuBHOCTH U Oe3omacHocTH [16,
29, 45].

YpoBenb yoeauTeabHoCcTH pekoMenaanuii C (ypoBeHb 10CTOBEPHOCTH JI0KA3aTEIbLCTB — D)
Pexomenayercst 1mpuem (OCMOTp, KOHCYJbTalUs) Bpada-NyJbMOHOJIOTa MEPBUYHBIN U
MOBTOPHBINA (TTpu HeoOXxoaumocTH) BceM mareHtam ¢ MIIC VI, npu Hamuyuu NoOKa3aHWH, C
LENbI0 HAa3HAYCHUS CHUMITOMATHYECKOrO JIEYeHHs W KOHTpoJist ero sddexkruBHOCTH U
6ezomacuoctu [16, 29, 45].

YpoBeHb yoenuTeabHOCTH pekoMenaanuii C (YpoBeHb 10CTOBEPHOCTH /10KA3aTEJIbCTB — 5)
KomMmeHnTapuu: uacmoie 3a60ne8anusi 8epXHUX U HUNCHUX ObIXAMENbHBIX nymel mpeoyom

npoeedesz CI/ann’IOMClmu'{eCKOZZ, aHmu6al<mepua/sz0ﬁ mepanuu.

3. 3 Xupypruyeckoe JeyeHue

Xupypeuueckoe neuenue nayuenmos c¢ MIIC V| credyem npoeodums npu yuacmuu
MYTOMUOUCYUNTUHAPHOU  KOMAHObL 8 COOMBEMCMEUU ¢  OelCmEYIOWUMY  KIUHUYECKUMU

peKOMeHaaL!M}lMM.

PexoMeHayeTcsi IpOBEICHNE OTIEPAIIMK HEBPOJIM3 U JieKoMIIpeccust HepBa nanueraTam ¢ MIIC VI
C COXpaHHBIM MHTEJUIEKTOM W HapylleHHeM (QYHKIMH KUCTEH WU C HapyIIeHUEM HEpBHOM
MPOBOAUMOCTH 110 pe3yiabTataM DHMI' ¢ 1enpio JoCTHXKEeHHsST OBICTPOTO0 CTOMKOTO YITYUIICHUS
¢byHKIMI BepXHUX KOHEeuHOCcTel [16, 25, 26, 30].

YpoBenb yoenureabHocTH pekoMenaanun C (YpoBeHb I0CTOBEPHOCTH 10KA3aTeJbCTB — 4)
Kommenrapuu: vacmoma peyuougos kapnaivbHo2o0 MOHHENIbHO20 CUHOPOMA Y NAYUEHMO8 C
paznuunvimu munamu MIIC neuzsecmua. I1ockonvbKy nogmopHas Komnpeccus MeOUaHH020 Hepea
scneocmeue pyoyesanusi Ui OMIAONCEHUs. 2IUKOZAMUHOSIUKAHO8 BO3MOMNCHA, He0OX00UMO
npooonicams Hadwoenue. Heobxooum npuem (ocmomp, KOHCYIbmayus) epava-xupypea u/uiu
8PAYA-HEUPOXUPYP2A C Yelbl0 PeuleHuss 8ONPoOca 0 HeoOXOOUMOCMU U 00beMe B03MOICHO2O
XUPYP2UHECKO20 BMeUamenbCmed.

PexoMeHayercsi TpOBEICHHEC BEHTPUKYJIO-TIEPUTOHEATLHOTO IIYHTUPOBAHMS, MAIUCHTaM C

MIIC VI tuma npu coobmaroreiics ruaponedaruu ¢ MPOrpecCUPYIONUM  YBEITUICHUEM

24



KeMynoukoB 1o gaHHbiIM  MPT  w/umu  TMOATBEp)KAEHHBIM — TMOBBIIMICHHEM  JIABIICHUS
nepedpocnuHanbHON kuaKocTH Oonee 250-300 cM BogHOTO cTON0a € IETBIO KYNHPOBAaHUS
aToJIOTHYecKoro cocrosaus [16, 33].

YpoBeHb yoenuTeabHOCTH pekoMeHaanuii C (YpoBeHb 10CTOBEPHOCTH /I0KA3aTEIbCTB — 5)
KomMmeHTapuii: #eo6xooum npuem (0cmMomp, KOHCYIbMAYUs) 8paya-HeupoxXupypeda ¢ yeivio

PeuteHus eonpoca o He0OX00uUMoCmu u 0Oveme 803MONCHO20 Xupypcuiveckoeco emeuiamelbCmed .

Pexomenayercss ~ mpoBeNeHHE ~— OMEpallMd  JIGKOMIIpEccHs ~ IMO3BOHOYHOIO  KaHaja
Mukpoxupypruueckas nanuertam ¢ MIIC VI ¢ quarnoctupoBaHHBIM CTEHO30M HIEHHOTO OT/EINA
MMO3BOHOYHHUKA C [IEJIbI0 yeTpaHeHus crenosa [10, 16, 25, 29, 30].

YpoBeHnb yoenuteabHocTH pexoMenaanuii C (ypoBeHb 10CTOBEPHOCTH 10KA3aTEJIbCTB — 4)

KomMmeHnTapuu: neobxooum npuem (ocmomp, KOHCYIbmMayus) epaia-Heupoxupypea ¢ yeivto
pewenuss BOnpoca o0 HeodX0OUMOCMU U 00beMe BO3IMONACHO2O XUPYPSULECKO20 BMEUAmenbCmed.
Coasnenue  cnuHmo2o  Mo32a — Npugooum K HeoOpamumvlM — HeBPON0SUYEeCKUM
HapyuweHusM, onepayuro ciedyem paccmampusams 0adxce y NayueHmos 0e3 HegpolocUdecKoll
CUMNMOMAMUKY, eClU CASUMMANbHbll OUamMemp NO360HOYHO20 KAHANA CYyCeH Oolee uyeM Ha
50%. Xupypeuueckoe  emewlamenbcmeo  OONNCHO — BLINOJHAMBCA — PAHbULE — PA3GUMILUSL
HeB8pOI02U4ecKUX NPOos6IeHU.

Pexomenayercss »HAONPOTE3UPOBAHME OPTOMEAUYECKOE Ta300eIpeHHOro CycTaBa H/WIU
SHJIOMPOTE3UPOBAHUE OPTOIEINYECKOE KOeHHOro cycTaBa nanuentam ¢ MIIC VI npu Hanuaun
NnoKa3aHuM M OTCyTCcTBUM 3¢ (deKkTa OT KOHCEPBATHBHOW TEpanuu C IEJIbI0 BOCCTAHOBIICHUS
byHKIWiA, ycTpaneHus nedopmanuii u yiydiieHus kadectsa xusnu [10, 16, 34].

YpoBenb yoeaureabHocTH pekoMeHaanuii C (ypoBeHb 10CTOBEPHOCTH I0KA3aTEIbLCTB — D).
Kommenmapuii: neobxooum npuem (ocmomp, KOHCYTbMayus) 6paia-mpasmamono2a-opmoneod
C Yenblo peuwleHuss 8onpoca O HeoOXOOUMOCMU U 00beMe B03MOINCHO20 XUPYPSUUECKO20

emeuiamesnbcmed.

4. MeauuMHCKAas peadWIuTALNS U CAHATOPHO-KYPOPTHOE JIeYeHne,
MeJIMINHCKHE MOKA3AHNS M MPOTUBONOKA3AHUS K IPUMEHEHHI0 METO/10B
peadWIMTALIMH, B TOM YHCJIe OCHOBAHHBIX HA MCINOJIb30BAHNH NPUPOAHBIX

Je4eOHbIX GaKTOpOB
Cneyugpuueckoii peabunumayuu nayuenmam c MIIC VI ne mpebyemca. B kpye
peabunumayuonvlx meponpusmutl nayuenmam ¢ MIIC VI mocym 6vimv 8KoueHbl 3aHAMUSL C
NCUXOTI020M, OMObIX 8 CNEYUANUSUPOBAHHBIX CAHAMOPUSX, A MAKI’Ce COYUATbHASA A0anmayus ¢

ywacmuem cneyuaiucmos u CoyuaibHvlx pa6OMHMK06, Kypcol maccaaica. Cneuudmueczcue
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Memoobl pea6wluma14uu npu Haauduu OCTIOJNCHEHUT YKA3dHbl 6 cOoomeemcmeyrouux pa3deﬂax.

5. IpopuniaakTuka u 1UcNaHCEPHOe HAOII0IeHHe, MeIMUIMHCKUE MIOKA3aHUA 1

NPOTHBONOKA3aHUS K NPUMEHEHNI0 MeTO0/10B NPOPUIAKTHKHI

o Pexomenayercs rpuem (0OCMOTp, KOHCYJIbTALIMS) Bpada-reHETHKA IEPBUYHBIN 1 TOBTOPHBIH (IpU
HEO0OXOMMOCTH )/ TUCTIAHCEPHBIM TIPHEM Bpada-reHeThKa Bcem mnanueHtam ¢ MIIC VI ¢
YCTAHOBJICHHBIM JTMarHO30M H/WJIH €ro O(QHUIMaIbHBIM MPEICTABUTENSM, C IETbI0 pa3bsCHEHUH
TeHETUYECKOTO PHUCKa, OOCYXKIACHHS BO3MOXKHOCTEH MNpeHaTalbHOW M MPEeUMIUIAHTAlMOHHON
TCHEeTUYECKOW AuarHocTuk [6, 16, 45].

YpoBenb yoeauTeabHOCTH pekoMeHaanuii C (ypoBeHb J0CTOBEPHOCTH 0KA3aTEJIbCTB — 5)

5.1 llpenarajbHasi AMATHOCTHKA

o PexomeHayercsi TMpOBENCHUS NPEHATAJIbHOW W NPEUMIUIAHTAMOHHOW  T'€HETUYECKOU
JTUATHOCTUKU BCEM CEMBSM, OTATOIICHHBIM XOTs Obl omgumM ciydaeM MIIC VI, mnsa xaxnoun
MocJeIyomIei 0epeMEHHOCTH, C LIEIbI0 MPO(UIAKTHKY HACIICACTBEHHOM naroyoruu [2, 6, 16].
YpoBenb yoeaureabHocTH pekoMeHaanuii C (ypoBeHb 10CTOBEPHOCTH JI0KA3aTeIbLCTB — D)
KommMmenTapuii:  npeumnianmayuounylo  eememuyeckylo  OUASHOCMUKY — IMOPUOHA U
NPEeHamanbHyl0 OUACHOCMUKY NPOBOOAM NymeM UsMepeHUs akmusHocmu apuicyivgpamasvi B 6
KIeMKax 80OPCUH XOPUOHA, A MAKHCe Memooamu npamotl uiu koceenunou JJTHK-ouaznocmuxu ons
cemell ¢ U36eCMHbIM 2eHOMUNOM.

5.2 lucnancepHoe HA0II0AeHHTE.

3abonesanue umeem MynbmucUCMeMHyI0 HPUPOOy U Heobpamumble, NPoOSpeccupyroujue
KIUHUYecKue npossieHus, 4mo 00yciosiusaem Heobxooumocms HAOI00eHUs He MOIbKO Y3KUMU
cneyuanucmamu (6pauamu-omopuHoIaApUH20I02aMU, 8padamu-xupyp2amu, epadamu-
ogmanvmonozamu, 8pAUAMU-KAPOUON02AMU, BPAYAMU-NYTIbMOHOI02AMU, BPAYAMU-HEBPOI02AMU,
8PAYAMU-CINOMAMONI02AMUY), HO U BPAYAMU-DUIUOMEPANeSMAMU, MEOUYUHCKUMU TI020Ne0aMU,
MEOUYUHCKUMU NCUXOT02AMU U PAOOMHUKAMU NATLIUAMUBHBIX CTLYHCO.

Hayuenmot ¢ MIIC VI 0onvicHbl nOCMOSHHO HAX00UmMbcsl noo Habawoenuem,; 1 pasz ¢ 6-12
Mecayes (6 COOMBEMCMBUU C MANCECMbIO COCMOSIHUSL) NOKA3AHO KOMNIEKCHOe 00cnedosanue 8
MHO2ONPOPUIbHBIX CMAYUOHApax. JIMumenbHOCmb HAXOXHCOeHUs 8 CMAYUOHAPe/OHe8HOM
cmayuonape 10-14 onueil.

Habnwooenue nayuenmoe no mecmy dxcumenscmea (8 amOy1amopHO-nOIUKIUHUYECKUX
VCI0BUAX) OONHCHO OCYWECMBIAMbCS NOCMOAHHO. JlabopamopHvle U UHCMPYMeHmMAalbHble

006c1e008anUs U pEKOMEHOYeMas Yacmoma ux npogedeHus npeocmasnena 8 Ilpunoscenuu I3.
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o Pexomenayercsi onpejeieHUe YPOBHS TJIMKO3aMHHOTIIMKAHOB MOYHM U 3JIEKTPOPOPETUIECKOE
UCCIIeIOBAaHNE TJIMKO3aMHUHOTJIMKAHOB MOYM He pexe | paza B 6 MecsleB B Tmpoliecce
nucnancepHoro HaomoaeHus BceM nanueHtam ¢ MIIC VI ¢ nenbro koHTpodist 3 deKkTuBHOCTH
naroreHeTuyeckoi Tepanuu [1, 2, 14, 16, 37].

YpoBeHb yoeauTeIbHOCTH peKoMeHaaluii B (YpoBeHb 10CTOBEPHOCTH 10KA3aTEIbCTB — 3)

e PexoMeHayeTcsi TPOBOIUTH O-MUHYTHBIH TecT ¢ XompOoit y mamumentoB ¢ MIIC VI c
COXPaHEHHBIM HABBIKOM CaMOCTOSTEIbHOM X0Ab0bI (€CIIH HE MTPOBOIMIICS MTOCIEIHIE 6 MECSIIER)
B TIpOIECCe UCIIAHCEPHOTO HAONIOJCHUS C IENBI0 OLEHKA BBIHOCIMBOCTH M KOHTPOIS
s dpexruBnoctr 3T (Tpunokenue '4) [19, 21, 22].

YpoBeHb yOeTuTeIbHOCTH PeKOMeH1aluil A (YPOBeHb 10CTOBEPHOCTH 10KA3aTEJILCTB — 2)

e PexomeHayercsi MpoBeecHUE 00IIero (KIMHUYECKOro) aHanu3a KposH nanuentam ¢ MIIC VI B
npoIiecce QUCIaHCePHOTo HAaOII0IeH s (4acTOTa — I10 MMOKa3aHHsIM) C IIETTbI0 OIIEHKH OCHOBHBIX
apaMeTpOB KPOBETBOPEHHS U BBISIBIICHHS BO3MOKHBIX HH(EKIIMOHHBIX mporeccos [16, 39, 40].
YpoBenb yoenuTeabHOCTH pekoMeHaanmii C (ypoBeHb 10CTOBEPHOCTH JI0KA3aTeIbCTB — 4)
KoMmMeHTapum: nposodsm ucciedosanue YposHs 00uje2o 2eMmo2iobuna, 3pumpoyumos,
JIetKOYUmo8, mpomooyumos 8 Kpogu, OYeHKy 2eMamoKpuma, Uccie008anue CKOpoCmu 0CeOansl
apumpoyumos, oughghepeHyuposantbill noocuem Jneukoyumos (neuxoyumapras gopmyia). B
CBA3U C 8bICOKUM PUCKOM pA3GUMUSA UHMEPKYPPEHMHBIX UHDEKYUl, ACNUPAYUOHHOU NHEBMOHUU
v nayuenmos ¢ MIIC pexomendyemcs nposederue 0aHH020 ucciedosanus ne pexce 1-2 paz é 200.

e Pexomenayercsi MpOBEIECHUE aHAM3a KPOBU OMOXMMHYECKOTO OOIIETEParieBTHYECKOTO BCEM

narmentam ¢ MIIC VI kaxneie 6 MecsleB B MpoIEcce MUCIIaHCEPHOTO HAOIOJICHHS C LETbIO
onpeaencHus (PYHKIIMOHATBHOTO COCTOSIHHS MEYSHH, KOTOpasl sIBISETCS OJHUM M3 OPTraHOB-
mutrenei mpu MIIC [1, 16, 39, 40].
YpoBeHb yoeauTeJbHOCTH pekoMeHaanmii C (ypoBeHb 10CTOBEPHOCTH J0KA3aTeJIbCTB — 4)
KomMmeHTapum: npogoosm  onpedeiienue aKMUBHOCMU — ACHAPMAMAMUHOMpPanchepassl,
AAHUHAMUHOMPAHChepasvl,  1aKmamoecuopocenassl, wWeilouHou  gocghamasvl, eamma-
NOMaAmMuImpancgepasvl 8 Kposu, ucciedoganue yposHs obujeco Ounupyouna, ourupyoumna
CBA3AHHO20 (KOHBIOSUPOBAHHO20), XOJleCMepuHd, Mpueiuyepuoos, aibOyMuna, 2uoKo3bl,
KpeamuHuna, oouje2o beika, Hampusi, Kauus, 00ue2o Kaibyus 6 Kposu.

e Pexomenayercss TMpPOBEACHHUE YIBTPA3BYKOBOTO HCCIEAOBAHUS OPraHOB OPIONTHOW MOJIOCTH
(KOMIUTIEKCHOTO0) W/HIIH MarHUTHO-PE30HAHCHON TOMOrpad)uu OPraHoB OPIOIIHOM IMOJIOCTH H/HITH
KOMIIBIOTEPHOU TOMOTpaduu opraHoB OpromHON mosioctu BceM mamueHtam ¢ MIIC VI B
poIecce TUCIIAHCEPHOTO HAOIIOIeH!s (4acTOTa — IO MOKA3aHMSIM) C TIEITbI0 OI[CHKH JHHAMUKI

pa3MepoB IeveHu U cenesenku [17].
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YpoBenb yoeaureabHocTH pekomenaanuii C (ypoBeHb 10CTOBEPHOCTH I0KA3aATEIbLCTB — 4)
KomMmenTapuu: guLasnsaiomes ymepennas cenamome2anus uiu eenamocnienomezanus. Ha gone
mepanuu pasmepuvl NeUeHU U Cele3eHKU YMEHbULAMCSL

PexoMenayercsi peHTreHorpadusi MEHHOro, TPYIHOTO U MOSCHUYHOTO OT/ENa MO3BOHOYHHUKA,
BEPXHHUX M HWKHUX KOHeuHOcTel BceM marnuentam ¢ MIIC VI He pexe 1 paza B 12 mecsues B
mporecce IUCIaHCEPHOTO HAONMIOZCHUS C LENbI0 BBISIBICHUS MHOXKECTBEHHOTO TH30CTO3a U
KOHTpOJIs 3a coctostaueM [6, 11, 16, 33].

YpoBeHb yoenurtebHocTH pekoMenaanuii C (ypoBeHb 10CTOBEPHOCTH /10KA3aTEJIbCTB — 5)
KoMmMmeHnTapuu: 6 psoe ciyuaes HeobXo0umo nposedeHue peHmeeHocpaguu uetiHo2o, epyoHo2o
u NOSACHUYHO20 omaoena NO360HOYHUKA c @DYHKYUOHATLHBIMU npobamu.
Ilpu  HedocmamouHou — UHPOPMAMUBHOCMU — UCCIEO08AHUL,  BO3MONCHO  NPOBEOCHUE
KOMNbIOMEPHOU momozpaguu  welnoeo, 2pyoHoeo U NOACHUYHO20 OMOeN08 NO380HOUHUKA.
Buisgnaromes  muodcecmeenHvle Ousocmosvl — ckagoyeghanus, eunonnasus 3y008U0HO20
ompocmka C2-no3eonka, oOopconomoapuvlil  Kugos 6 pesyibmame  NAAMUCHOHOUTUU,
NOSACHUYHBLI 2unepiop0o3. Onpedensiomes wupoxue pedpa, KOpomkue uzocHymoie Kiouuybl,
2UNONNA3UA  20]I060K NJIe4esblx Kocmel U 8apycHas oOeghopmayus niedesvix Kocmeu 6
NPOKCUMAIbHBIX OMOeNax, OUCMAbHble dNUPU3bI KOCHel npeoniedbs CKOuleHbl opye K Opyey.
3aoepoicka popmuposanus si0ep okocmernenus. Ilacmuvie Kocmu Kucmeti YKOPOUeHbvl U CYHCEeHbl
—  «3a0Cmpenvly 6 NPOKCUMANIbHBIX OMOeNax, «CKOUWEHHOCMbY GEePMIIYICHBIX NAOUH,
oeghopmuposanHvle, ynioujeHHvle 201068KU 6eOPeHHbIX KOCmell U 8alb2YCHAs Oedhopmayus ueex
bOeopeHHbLX Kocmell.

Pexkomenayercss MarHUTHO-pE30HAHCHAsI TOMOrpadusi MO3BOHOYHUKA (OJUH OTHEN) He pexe 1
paza B 1-3 roma mammentam ¢ MIIC VI B mporecce nucrmancepHOTO HAOMIOACHUS C IIENBIO
BBISIBJICHUS] KOMITPECCHH CTUHHOTO Mo3ra [33].

YpoBeHb yoenuTebHOCTH pekoMenaanuii C (YypoBeHb 10CTOBEPHOCTH 10KA3aTEJIbCTB — 5)
KomMmeHnTapuu: npu Heobxooumocmu npogoosm MAacHUMHO-PE30HAHCHYIO MOoMo2paghuio
N0360HOYHUKA (0OUH OmOoeN) ¢ NpuUMeHeHueM KOMOUHUPOBAHHO2O UHSANAYUOHHO2O HAPKO3d.
Hecmabunohocms — amianmoakcuanbHo2o — COUleHeHUus Modicem — Oblmb  6blsGIeHA  Npu
peHmeeHo2pauu wetHo2o omoeid NO360HOYHUKA C (PYHKYUOHATLHBIMU NPOOAMU, OOHAKO Ol
HOOMEEPIAHCOeHUSI KOMAPECCUU CRUHHO20 MO32a 6Ce0Cmeue YmoaujeHus: €20 000104eK U
Gopmupyrowuxca anomanui no3eonkos mpebyemcs nposeoerue MPT.

PexoMeHayeTcst MpoBeICHUE PEHTIeHOIeHCuTOMeTprH BeceM narrenTam ¢ MIIC VI B mpornecce
JIMCTIAHCEPHOTO HAOIOACHUS (4aCTOTa — IO TIOKa3aHUsIM) C TEITBI0 OTIPEICIICHUs] MUHEPATbHON

TNIOTHOCTU TKAaHH, BBISIBJICHUSA OCTCOIIOPO34a, KOHTPOJIA 3a COCTOAHUEM ITallTUCHTA [36]
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YpoBenb yoeaureabHocTH pekoMenaanuii C (ypoBeHb J0CTOBEPHOCTH 10KA3aTEJbCTB — 4)
PexoMeHayeTcsi TIPOBEICHHUE AIIEKTPOHEHpOMUOTpA()UU CTUMYJSIIUOHHOW (OJMH HEPB) M
uroipdaroit (oguH Hep) Bcem nanuentam ¢ MIIC VI B npouecce nucnancepHoro HaOIIOASHUS
(4acToTa — 1O MOKa3aHUsIM) C IEJIbIO OLIEHKU (PYHKIITMOHATBHOTO COCTOSIHUS MBIIIICYHBIX TKAHEH,
HEPBOB M HEPBHO-MEIIIIEYHOM repeaayu [6, 11, 16, 33].

YpoBeHb yoenuTeabHOCTH pekoMenaanuii C (ypoBeHb 10CTOBEPHOCTH 10KA3aTEJIbCTB — 5)
Kommentapuu: cmumynayuonnas IJHMI noseonsiem onpedenums coasnenue cpeOuHHo20 Hepea
oadxce 00 NOAGNEHUS CUMNMOMOS8 U OOJHCHA NPOBOOUMDbBCA, HAUUHAs ¢ eospacma 4-5 nem
eaHce200HO.

PexoMeH10BaHO MpOBE/ICHNE HCCIIEIOBAHUS HECITPOBOLIUPOBAHHBIX JBIXATEIbHBIX 00bEMOB U
notokoB marentam ¢ MIIC VI B mpomecce nucnancepHoro HaOmioaeHus (4acTora — IO
MIOKAa3aHUsIM) C IEIBI0 OIEHKH Y((HEKTUBHOCTH IPOBOUMON TEPAITHH, KOHTPOJIS 32 COCTOSTHHEM
oponxoserounoi cucremsl [11, 16, 17, 19, 22].

YpoBeHb yOeTuTeIbHOCTH PeKOMeH1aluil A (YPOBeHb 10CTOBEPHOCTH 10KA3aTEJILCTB — 2)
KomMmeHnTapuu: nposoodam cnupomempuio, (uyomempuro cHOKOUHO20 ObIXAHUS, UCCLe008aHUe
@yHKYUU BHewHe20 ObIXaAHUSL.

Pexomenayercst peructpaius 3JIEKTPOKapAUOTPAMMBI, MPOBEAEHUE HXOKapAHOorpaduu BCeM
nanpentam ¢ MIIC VI B nporecce qucnancepHoro HaOMOAeHUs (4aCTOTa — I10 MOKAa3aHUSIM) C
IICIIBIO OLIEHKH COCTOsHUSA cepaua [16, 17, 22, 24, 26].

YpoBeHb yoenurteabHocTH pekoMenaanuii C (YypoBeHb 10CTOBEPHOCTH /10KA3aTEJIbCTB — 4)
KommenTapuu: pezynsaprnoe nposedenue IKI, Oxo-KI', xonmeposckozo monumopuposanus IKI’
U CYMOYHO20 MOHUMOPUPOBAHUS APMEPUATLHO20 0ABIeHUs HeOOX00UMO NnayueHmam ¢ OaHHOU
namoinoauetl, maxK KAk C pAHHE20 B803pACMA ) HUX OMMEYAIOMcs CepoeyHOo-cocyoucmole
HapyuweHusl.

Pexomenayercst IpoBeeHHE XOITEPOBCKOIO MOHUTOPUPOBAHUS CEPIICUHOTO pUTMA MallHeHTaM
¢ MIIC VI B mpouecce aucrnaHcepHOro HaOMrOAeHUs (4acToTa — IO TMOKA3aHUsAM) C IIEeIbIO
OLIEHKH COCTOsHUS cepaua [16, 44].

YpoBenb yoenuTeabHoCTH pekoMeHaanmii C (YypoBeHb 10CTOBEPHOCTH JI0KA3aTeIbLCTB — 4)
KomMeHTapuu: cymounoe MoHumopuposanue apmepuaibHo20 O0deleHus npogoosim no
HeoOX00UMOCHU.

Pexomenayercst npuem (OCMOTp, KOHCYJIbTAIIUS) Bpaya-TPaBMaTOJIOra-opTore/1a NepBUYHbINA U
MOBTOPHBIN/TUCTIAHCEPHBI MPUEM Bpada-TpaBMaroliora-opromnena namuenram ¢ MIIC VI B
mpolecce TUCIaHCepHOro HaOIroAeHus He pexke 1 pasa B 6 MecsAlleB WU 4Yallle, MPU HATUYUU

HOKaSaHHﬁ, C M[CJIbIKO KOHTPOJIA COCTOAHHA, HA3HAYCHHUA CHUMIITOMATUYCCKOrO JICUCHUA U
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KOHTPOJIS ero 3G PeKTUBHOCTH U Oe3omacHoctu [16, 29, 45].

YpoBeHb yoenuTeabHoCTH pekoMenaanuii C (YpoBeHb 10CTOBEPHOCTH 10KA3aTEJIbCTB — 5)
KomMmeHnTapmii: opmoneduueckas Koppexyus HapyuileHus OCAHKU, KOHMPAKmMyp CYCMAagos C
UCNONb308AHUEM — HEXUPYP2UYECKUX Memo0o8 eKauaem @Gu3uonpoyeoypvl U aeyedOHyIo
@usKkynemypy, ucnoawvyrom opmoneoudeckue ycmpoticmea. Ilo nokazanusm ocyujecmensiom
Xupypeuieckoe JnedeHue CUHOpOMA KAPNAabHO20 KAHANA, NPOBOOUMCS IHOONPOMe3uposaHue
mazo00e0penHo20 U KOJeHHO20 CYCMAsa, Koppusupyoujue ocmeomomuy 0isi UCHPAsieHus ocu
KOHeyHocmel.

Pexomenayercss mpueM (OCMOTp, KOHCYJbTAlMs) Bpaya-cyploJiora-oTOPUHOIAPUHTOJIOTa
MIEPBUYHBIA ¥ TIOBTOPHBINA/AMCIIAHCEPHBIN MPUEM Bpada-CypaoJiora-OTOPHHOIAPHHTOJIOTa BCEM
nanuertam ¢ MIIC VI B mporiecce nucriancepHoro Ha0moieHus He pexe 1 pa3a B 12 mecses ¢
I[EThI0 KOHTPOJISI COCTOSTHUS, CBOEBPEMEHHOMN JMATHOCTUKHU U jieueHus nmaronoruu JIOP-opranos
[2, 6, 16, 45].

YpoBensb yoenuTeabHoOCTH pekoMenaanuii C (YpoBeHb I0CTOBEPHOCTH 0KA3aTEJbCTB — 5)
KommenrTapuu: nopascenue JIOP-opeanog ssnsiemcsi 0OHOU U3 YACMOU CORYMCMEYIouel
namonozuetl. /lebom gocnaiumenbHulx 3a001e6anull yxa, eopaa u noca u y nayuenmos ¢ MIIC
npuxooumcs Ha panHuil oemckuti eospacm. Ommeuarom yacmoele COYemMaHnHvle NOPANCEeHUs —
CHUDICEHUe CIYXa, peyuousupyrowue ocmpvie CpeoHue Omumovl, OCMAHOBKU ObIXAHUS 80 CHe,
NOCMOSIHHOE 3ampyOHeHue Hoco8020 ovixanus, punumvl. Ilayuenmam c¢ MIIC mooxcem
nompebosamuvcs nposederue PuoOPOIAPUHSOCKONUU 8 C8A3U C NAMOIOCUYECKUMU USMEHEHUIMU
2opmanu (ymoaweHue 2010C08bIX C8530K, Y8eIUYeHUe U OMEYHOCb YePnalo8UOHbIX Xpaujell).
Pexomenayercs mprieM (OCMOTp, KOHCYJIBTAIUs) Bpadya-CTOMATOJIOTa MEPBUYHBINA U TOBTOPHBIN
(npu HeobxoaumocTH) BeceM manuentam ¢ MIIC VI B mpouecce nucnancepHOro HaOIIOIEHUS C
IEJIbIO IMAaTHOCTUKHU U JICYCHUS TATOJIOTMYCCKUX COCTOSIHUH YEITFOCTHO-JIUIIeBON 00acTH [2, 45].
YpoBeHb yoenuTeabHocTH pekomenaanuii C (ypoBeHb J10CTOBEPHOCTH 10KA3aTeJbCTB — 5)
Kommenrapuu: oonoinumenvho mozym nompeboeamvcsi npuem (0cMomp, KOHCYIbmayus)
8PAUA-CIMOMAMONI02a-0PMONedd NepeudHbIl/NOBMOPHBLLL,  npuem (0CMOmp, KOHCYIbmayus)
8PAUA-CIMOMAMONI02A-XUPYP2a NePEULHbII/NOSMOPHDBLLL, npuem (0cMomp, KOHCYyIbmayus) epada-
YEeNIOCMHO-TUYEB020 XUPYP2a nepsudnblil/nosmophuiil [2, 45]

Pexomenayercss tmpueMm (OCMOTp, KOHCYJbTAIUs) Bpada-HEUPOXUPYpra MEPBUYHBIA U
NOBTOPHBINA (TIpu HeoOxomumoctu) BceM mamnuentam ¢ MIIC VI B mpouecce AucmnaHcepHOTo
HAOJIOJICHUS, MPU HAIWYUHU TIOKA3aHHWH, C IENbI0 HA3HAYCHHS] CHMIITOMATHYECKOTO JICUYCHHUS,
pEIICHHsT BOMPOCOB O HEOOXOAMMOCTH W O0BbEME HEHPOXHPYPrHYEeCKOTO BMEIIATEIIbCTBA,
KOHTpOJIs ero 3 dekTuBHOCTH U Oe3onacHocTH [16, 29, 45].

YpoBeHb yoenuresibHOCTH pekoMeHaanuii C (YpoBeHb 10CTOBEPHOCTH J0KA3aTEIbCTB — 5)
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6. Opranmaunﬂ OKa3aHusd MeIll/IIIHHCKOi/'I NnNOMOIIIH

6.1. Opranu3anusi NapeHTePaIbHOr0 BBeICHUS

B nannom pa3znene o0CHOBHOE BHUMAHHE yACSETCS OpraHn3alliu TN TEIbHON MaTOT€HETHYECKOM
(hepMeHT3aMeCTUTENHHON TEpaluu B JIEKAPCTBEHHON (hOpME «KOHIIEHTPAT ISl PUTOTOBJICHUS
pactBopa i1 HHPY3Hil», JOCTaBISIEMbIM ITyTeM BHYTPUBEHHON HH(Y3HUH:

1) mpoBeneHue nHGY3H yepe3 MOCTOSTHHBIA BEHO3HBIN JOCTYII, €CJIM 3TO BO3MOXKHO [47];

2) BEHO3HBIN JIOCTYN MOXET OBITh OOecreueH HEeOOJIBIIMMHU KaTeTepaMH, YCTaHOBJICHHBIMHU B
nepudeprudecKue BEHBI, B IICHTPAIBHBIC BEHBI, U IOJYIOCTOSIHHBIC IICHTPAIBHBIC BEHO3HBIC
JIOCTYIIBI C TIOJKOXHBIMH pe3epByapamu [47];

3) DpUMEHEHUE LEHTPAIbHBIX BEHO3HBIX JIOCTYIOB  SBJISETCA  MPEANOYTUTEIbHBIM:
nepudepuyeckue BEHbl CO CpPAaBHUTEIBHO MEAJIEHHBIM KpPOBOTOKOM OyayT pasapaxarbes
BBICOKOM OCMOTMYECKOW Harpy3koi, KpalHMMH 3HadeHussMH pH M Xumu4ecko Npupoaoin
HEKOTOpPBIX AaKTUBHBIX M BCIOMOTaTelbHbIX BemectB. @unedbut, TpomOodredutr wumu
MHOWIBTpAaLUs TKaHEW MOryT MpPHUBOJUTH K IOTEPE BEHbI MJS JIEYEHUS U, BO3MOXKHO,
MOBPEXIEHUIO TKaHeld. CKOpOCTh KpPOBOTOKAa B IIEHTPAJbHBIX BEHaX 00ecnedynBacT OBICTPOE
pa30aBieHHE BBOJMMBIX BELIECTB, YTO M30aBISET OT HEOOXOJUMOCTH >KECTKOTO KOHTPOJIS
KOHLEHTPALUX BBOJUMBIX BELIECTB IIPU UCIIOJIB30BAHUH JUISl BBECHMS LEHTPAIbHBIX BEHO3HBIX
noctyrnoB. [Ipu OBICTpOM eCTECTBEHHOM pa30aBIICHUMH KPOBOTOKOM HET HEOOXOIMMOCTH B
JIONIOJTHUTEBHBIX 00beMaxX MH(Y3MOHHBIX CpPeJl, YTO MOXKET MMETh 3HaYCHHE JJIsl OTIECNIbHBIX
marueHToB [47];

4) mpu uH(QY3UHU Yepe3 [EHTPATLHBIE BEHO3HBIE JOCTYIIHI CIeAyeT 00paliaT BHUMaHUE Ha BHIOOD
CKOPOCTH BBEICHUS M YUUTHIBATH BEPOSATHOCTH MOBBIIIEHUS! TOKCHYHOCTH, TOOOYHBIX 3P (PEKTOB
IIpH ee yBenuueHuu [47].

6.2. Opranumsanusi MapmIpyTH3alMHd NANMEHTA M JIBHJKCHHUSI JIEKAPCTBEHHOIO
npenapara JJis NaToreHeTHYecKoi (pepMeHT3aMeCTUTEILHON Tepanuu

B nmaHHOM pasjene OCHOBHOE BHHMAaHHE YACIACTCS OpPraHU3aIllMM CXEMbI MapIIpyTH3AIMH
MAIMEHTOB, a TAK)KE BKIIOYCHHE B CXEMbI MapIIPYTH3AINUN BCEX MyHHIUIAIBHBIX 00pa30BaHUi
cyonekTa PO.

1) mis kaxmoro cyobekta PD cnemyer pa3paboraTth W yTBEPAUTH CXEMbI MapIIPyTH3AIMH
nanueHToB ¢ MIIC, yTBepAuTh MpuKa3oM pyKoBoIUTENs TeppUTOpHATEHOTO OpraHa yrpaBIeHHs
3MIPaBOOXPAaHEHHUEM.

2) TpuUMEHEHWEe JIEKapCTBEHHOIO TMperapara IaTOreHEeTHYeCKOH (epMeHT3aMeCTUTEIhHOM
Teparuu, 3aKyIJICHHOTO B PaMKaX JIbIOTHOTO JICKApCTBEHHOTO 00ECTeUeHHUs B JICKAPCTBEHHOM
(dhopMe «KOHIIEHTpaT Uil MPUTOTOBJICHHS pacTBopa A WH(Qy3uil» cielyeT OpraHu3oBaTh B
METUITMHCKOW OpraHU3aIi, UMEIOIIEH JIMIICH3UI0 HA METUIIMHCKYIO JIeATeILHOCTH 110 JTI000MY
npouit0 B YCIOBUSAX CTAllMOHApPA JHEBHOTO MPEOBIBAHMS WM B YCIOBHSIX KPYTJIOCYTOYHOTO
cranuoHapa [48].

3 ) Inpu  YTBCPKACHHUHU CXCM  MApHIpyTHU3allMK  TMAIUCHTOB, CICAYCT IIPEAYCMOTPECTH
MapapyTHu3aiouilo CaMOoro JICKAPpCTBEHHOI'O IpfriapaTta ¢ MIPUMEHCHUEM TEPMOHNHIUKATOPOB IJIAd
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KOHTPOJII ~TEMIIEPaTypHOTO pPEXHMMa XpaHEHUS W  TPAHCHOPTUPOBAHUS  MEIUIIMHCKHX
MMMYHOOHOJIOTHYECKUX IpenapaToB B cucteme "xononoBoil nenu" [49], HeoOXxoaumoro amis
o0ecrieyeHns: HENpPEephHIBHOCTH NAaTOT€HETHYECKOM (epMEHT3aMeCTUTEIbHOW Tepanmuu B
JIEKapCTBEHHOW (OPMBI «KOHLIEHTPAT Ul NMPHUTOTOBICHUS pacTBOpa M MHQY3Ui» 10 MecTa
BBITIOJTHEHUST JIGKAPCTBEHHOT'O HA3HAYEHUS HEMOCPEICTBCHHO IMAlMEHTY B MEIUIIMHCKON
OpraHu3aluy.

Tlokazanug ai1s N1aHOBOM TOCIIMTAIM3AINHN

— TPOBEJCHHME MArHOCTHUKU W JIEUYEHHUs, TpeOyrolue KpyrioCyTOYHOTO MEIHUIIMHCKOIO
HaOJIIOICHU

— CcocCTosiHMe, TpeOylollee aKTUBHOTO JIEYEHHUS M KPYIJIOCYTOYHOIO MEIUIIUHCKOTO
HaOmroieHust  (TphDKECEYCHHE, ONEepaTHMBHOE  JICYEHHE  IOpPAaXEHUS  CYCTaBOB,
MO3BOHOYHUKA, CKOJHO3, aJICHOIKTOMHS, TOH3WUIDKTOMUS, HEHpOXUpyprudeckas
JNEKOMIIPECCUS] CHUHApPOMAa 3alsiCTHOTO KaHajla, YCTaHOBKAa TPaHCTUMIAHHMYECKOIO
JpeHaxka Ipu CpeHEM OTHUTE, XUpyprudeckas koppekuus naronorun CCC u apyrue);

— COCTOsIHME, TpeOyrollee MPOBeIeHUsI BRICOKOTEXHOJIOTUYHBIX METOJIOB JIeUeHUs (B TOM
yucie KoHTpoJib dpdexruBHocTr TI'CK);

—  OTCYTCTBHE BO3MOKHOCTH o0ecrieueHus O3T B amMOyJIaTOPHBIX u
CTallMOHAPO3aMEUIAIOIINX YCIOBUSIX;

— He0oOXOAMMOCTb TPOBEJICHMS PA3IUYHBIX BHJOB O3KCIEPTU3 WM O0O0CIEIOBaHUS B
MEIULUHCKONW OpraHu3alMd MpU HEBO3MOXKHOCTU MPOBEACHUS UX B amOyJaTOPHBIX
YCIOBHAX, TpeOyOImuX IUHAMUYECKOTo HaOmroneHuss (B TOM uucie odopmIIeHHE
3aKIII0YEHUs (eiepaaIbHOr0 KOHCUINYMA).

[Tokazanus 151 SKCTPEHHON TOCHUTATU3AIUN

—  OCTpbIe 3a00JICBaHUS;

— 000CTpeHUsI XpOHUYECKUX O0JIe3HEH;

— OTpaBJICHUS U TPaBMbI, COCTOSHMS, TpeOyIOIIMe MHTCHCUBHOW TepanmuM W IepeBojia B
peaHNMalMOHHbIE OTIENIEHUs] WM OTAENEHUS HMHTEHCUBHOM Tepamuu (B TOM 4HCIIE
NOOOYHBIE PEAKIMH, MPOUCXOJAIINE BO Mpolecce HHPY3MH WIM B TEYCHHE JHSA
npoBeaeHus nHpy3un O3T, nepBUKAIBHBIN CTEHO3 C KOMIIpECCHEN CIMHHOIO MO3ra u
JIpyTHe YrpoXKalollhe JKU3HU OCTPbIe COCTOSIHUSI), a TaKXke KpPYIrJIOCYTOUYHOTO
MEIUIIMTHCKOTO HAONMIOACHWH W TPOBEICHUS CIEIHATbHBIX BHUIOB OOCIEIOBaHUS U
JIEYEHUS.

[Toka3aHus K BBITUCKE MAIEHTa U3 CTaI[MOHApa!

— OTCYTCTBHE YIPO3bl ’KU3HU MAIlUEHTA,

— OTCYTCTBHE YIPO3bI Pa3BUTHS OCIOKHEHHUH, TPEOYIOIIHMX HEOTIONKHOTO JICUCHNS,

— cradwim3anus COCTOSHHSI M OCHOBHBIX  KIIMHHKO-Ta0OpaTOpPHBIX  TOKa3aTelen
MaTOJIOTUYECKOTO MPOIIecca 0 OCHOBHOMY 3a00JIEBAHHUIO;

— OTCYTCTBHE HEOOXOJMMOCTH B TOCTOSSHHOM BpaueOHOM U KPYTIIOCYTOYHOM MEJIUIIMHCKOM
HaOIIOJICHUU TI0 OCHOBHOMY 3a00JIEBAHHIO;

— HEOOXOAMMOCTH TMepeBOJa MaIlMeHTa B JAPYTYI0 MEIUIMHCKYIO OPTraHM3aIdi0 WIIH
YUpEXKICHUE COITUAIILHOTO 00eCTIeueHUs
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7. lonostHuTeaAbHAS HHPOPMALKS (B TOM YucJIe (PAKTOPHI, BJAUSIOIINE HA

HUCXO0/1 3200/1eBAHUSA UJIH COCTOSTHM )

IIpy npoBeneHNMM Hapko3a M HMHTYOalMM HEOOXOAMMO TMOMHHUTH O BBICOKOM pHCKE
KOMIIPDECCHH CIMHHOTO MO3ra BCJIEICTBHE HECTAOMIBHOCTH AaTJIaHTOAKCHAIBHOIO CyCTaBa.
Koportkas mes, orpanndeHue NOBIKHOCTH HIDKHEW YEITIOCTH, YBEIMUYECHHE S3bIKa, BRIPAKEHHAS
runeprpodus  aneHOMAOB W MHHIAIMH  CO3JAIOT  MPOOJIEeMBl  NPH  MPOBEICHHUU
AHECTE3MOJIOTHYECKOTO MOCOOHS, TO3TOMY MPEINOYTEHUE CIEAYeT OTAaBaTh MECTHOMY WIIU
pernoHanbHOMY 00e300nmBaHMi0. [lalMeHT TpeABapUTENbHO KOHCYJIBTHUPYETCS BpauoOM-
KapAHOJIOTOM, OTOPHHOJIAPUHIOJIOTOM, aHECTE3HMOJIOroM, HeBpomaTtosoroM. O0s3aTenbHO
MIPOBEACHUE TOJHOTO KapHOJIOTMYECKOro 00CIeA0BaHus, MOIMCcOMHOrpadun (sl BHISIBICHUS
CTENEHN JBIXAaTeNbHBIX HapyIICHWi), MpH HEOOXOAWMOCTH — 3HIOCKONHHM HOCOTJIOTKH |
KOMITBIOTEPHO# ToMorpaduu nerkux. OnepaTuBHOE BMEIIATEIbCTBO C aHECTE3UEH HE0OX0AUMO
NPOBOAWTH B KPYHHBIX MEIUIMHCKUX L[EHTPaxX, HMCIONMX OTJCJICHUE peaHHMaluu |
unTeHcuBHOW Tepanuu (OPUT), Tak xak MHTyOamus W TOCIEAyIOLIas SKCTyOauus y TaKuX

MAIMEHTOB MOKET BbI3BATh 3aTpyAHeHus [2, 14, 19].

Kpurepuu oneHKku KayecTBa NEPBUYHON MEAUKO-CAHUTAPHON NOMOIIH

Ne Ornenka

i Kpurepun kauectBa BBIOHCHIS

1. BrimonHen mnpuem (OCMOTp, KOHCYJIBTAIMS) Bpada-TepareBTa/Bpaya Ta/er
o0I111eii MPaKTUKHU (CEMEMHOT0 Bpayua) NepBUYHBIM

2. BoinosiHeH npueM (0cMOTp, KOHCYJIbTallMsl) Bpaya-TeHeTHKa IePBUYHBIH Ja/uer

3. BrimonHeHo omnpezaeneHne YpPOBHSA TNIMKO3aMHHOIVIMKAHOB MOYM U Ta/mer
ANIEKTPO(OpPETHYECKOE MCCIEI0BaHUE TTIMKO3aMHHOTIIMKAHOB MOYH

4. BoinonHeHo ompeneneHre ypoBHS TUIMKO3aMHHOTJIMKAHOB MOYHM U

3NEKTPO(OPETUYECKOE HCCIIEJIOBAHUE TIMKO3aMUHOTIMKAHOB MOYHM HE Ha/uer
pexe 1 pa3a B 6 MecsIieB

5. BrimonHeHo B mpoliecce MyJIbTHILUIEKCHOTO OIpPENeiIeHUs] aKTUBHOCTHU
JTM30COMHBIX (epMeHTOB (uaypoHarcyibdaraza, N-amermr-anbda-D-
TJIFOKO3aMHHU1a3a, N-areTmiranakro3aMuH-6-cybdar-Cynsarasa,
apwicynbdaraza B, Tpunentuania-nentuaaza 1) B mATHAX BBICYIICHHON Ha/uer
KPOBH METOJIOM TaHJAEMHOH MAacC-CIIEKTPOMETPUU  ONpeieieHHUe
aKTUBHOCTH apwicyibdaTtazbl B (KOoMIUIeKC UCCleIOBaHUM st
JMAarHOCTUKHU MyKomoJimcaxapuo3a tum VI)

6. Brmonneno onpeznenenue myranmii B reHe ARSB B kpoBu Metomom
cekBeHHpoBaHUsi 10 CeHrepy BCeM TalMEHTaM CO CHHIKCHHOM Ha/ver
aKTUBHOCTbHIO (hepMeHTa apusicyibbaTasbl B

7. BrimonHena MarHUTHO-pe30HAHCHAs TOMOTrpadus MO3BOHOYHMKA (OAMH
otnen) He pexe | pasa B 24 mecsna

Jla/uer
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BrimonHena penTreHorpadus meiHoro, rpyAHOTO U MOSICHUYHOTO OT/IeNa
[I03BOHOYHUKA, BEPXHUX M HUKHHMX KOHEYHOCTEW He pexe 1 paza B 12
MecsIIIeB

JNa/uer

Haznauena/ckoppektupoBaHa (epMEHTHasi 3aMECTHTEIbHAs Teparusl
pernapaToM rajcyibhasza**

JNla/uer

10.

BrimonHeH 6-MUHYTHBIA TECT C XOAb00M Y MAIUEHTOB C COXPaHECHHBIM
HABBIKOM CaMOCTOSITENILHON XOb0bI (€CIIM HEe MTPOBOAUIICS MOCIETHUE 6
MECSIIICB)

Jla/uet
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KpnTepIm OIICHKHU Ka4YeCTBa ClIeIII/IaJII/I?.I/IpOBaHHOﬁ MeI[I/IIII/IHCKOﬁ oMo

Ne Onenka
Kputepuu kauectBa

/I BBITIOJTHEHUS

1. |BpmonHen mnpueM (OCMOTp, KOHCYJbTalMs) Bpaya-TepareBTa/Bpaya /
0011el MpaKTUKH (CEMEIHOT0 Bpaya) MepBUYHBIN Jlajuer

2. | BeimmonHeH npuem (0CMOTp, KOHCYJIBTAIlNs) Bpada-reHeTHKA MEPBUYHBIN Ha/mer

3. |BomonHern mpueM (OCMOTp, KOHCYJbTAIMsl) Bpada-TPaBMaTOJIOTa- Ta/ser
opTore/ia MepPBUYHBIH

4. | BobmmonHen mnpueM (OCMOTp, KOHCYJIbTallusl) Bpada-HEWpOXUpypra Ta/mer
TIePBUYHBII

5. | BemmonHeHa peHTreHorpadus meHHoro, rpyJHOro U MOSCHUYHOIO OT/IeNa
MI03BOHOYHUKA, BEPXHUX W HIXKHUX KOHEYHOCTell He pexe 1 paza B 12 Ha/ver
MecCSIIEB

6. | BoimoiHeHa MarHUTHO-pE30HAaHCHas TOMOrpadus MO3BOHOYHUKA (OAMH /
oTzen) He pexe | pasza B 24 mecsa Hla/mer

7. | Haznauena/ckoppekTtupoBaHa (epMeHTHas 3aMecTUTeNbHas Tepanus Ta/uer
mpernapaToM rajcyibgaza**

8. | BeimomHeH 6-MHUHYTHBIA TECT C XOJAH0OM y TMAIMEHTOB C COXPAHCHHBIM
HaBBIKOM CaMOCTOSITENIbHOW XOJb0ObI (€CIM He MPOBOAMICS IMOCieaHue 6 Ha/net

MECSIIICB)
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Bamakmanze Haro JIikym0epoBHa — 1.M.H.,  JOUEHT Kadeapsl (akyIbTeTCKon
neguatpuu [1® OI'bOY BO PHUMY umenn H.U. Iluporosa, MHcTUTYT neauarpun u
oxpanbl 300poBbs neteil LIKb PAH, wien Coro3a neauarpos Poccun
BockoooeBa Esena FOpbeBHA — K.M.H., B.H.C. 1a00paTOpUHU HACIICICTBEHHBIX 00JIe3HEH
oomena ®I'bHY "Menuko-reHeTn4eckuii Hay4Hblid HEeHTp"
3axapoBa Exarepmna IOpseBHa — j.M.H.,, 3aBexaytomas Jjaboparopueit
HacelCcTBeHHbIX Oone3nelt oOmena PI'BHY "Menuko-reHeTH4eCKUi Hay4HBIH LIEHTP
nM. akagemuka H.I1. boukoBa", uwien Poccuiickoro oOiecTBa MEIUIIMHCKUX T'€HETUKOB,
YJIeH eBPONEICKOro 00IIecTBa MO U3yUYEHUIO HACTIEICTBEHHBIX 00JIe3HEel 0OMEeHa BEIIECTB
(SSIEM)
Ky3enkoBa Jlwoamuiaa MuxailioBHa — JAM.H., 3aBelyrouias OTIEICHUEM
TICUXOHEBPOJIOTUU U TicuxocoMmartuueckor matojoruun GI'AY "HayuHbplii MeIUIIMHCKUN
HCCIeI0BATENbCKUM IIEHTP 3/10poBba JieTeil" M3 PO, unien Coro3a neauarpoB Poccuun
Kyue Cepreit UBanoBuu — akagemuk PAH, n.m.H., qupekrop ®I'BHY "Menuko-
TreHEeTUYECKU Hay4dHbIA IeHTp uM. akaaemuka H.I1. boukosa ", IIpe3uaent Accoumnamuu
MEIUIMHCKIX reHeTHKOB (AMI)
JlapponoBa  Bagsewtmna  HWabunamuyna —  aMmH., OIBHY  "Uucruryr
SKCIEPUMEHTANIbHON MeTULIMHBI", uieH Poccuiickoro o0miecTBa MeIUIIMHCKUX T€HETUKOB
Jlo0:xkanun3e Tuna BukTopoBHa — K.M.H., 3aBEAylOlllas THEBHBIM CTAallMOHAPOM U
otaenenueM nammuatuBHor MeauuHbl ['BY3 "I'Kb Ne 64 JI3M"

Muxaiisioa Jlrogamuiaa KoHCTAHTHHOBHA — J.M.H., TIpodeccop, YUEHBIH CeKpeTaphb
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12.

13.

14.

15.

16.

17.

18.

19.

20.

21.

OI'bY "HauvoHalbHBI MEIUIIMHCKUN MCCIIEIOBATEIBCKUN LIEHTP TPaBMATOJOTHU U
opronenuu umenn H.H. Ilpuoposa" M3 PO

MuxaiiiioBa CBer/iana BurajnbeBHa — J1.M.H., 3aBeyIOIAst OTJACICHUEM MEIUIIMHCKON
renetuku PJIKb ®I'AOY BO PHUMY um. H.U. ITuporosa Munsnpasa Poccuu
MomuceeB Cepreii BajeHTHHOBHY — .M.H., 3aBeAyrONuil Kadeapoll BHYTPECHHHX,
npodeccuoHanbHbIX 0ose3Hel u pesmaronorun ®I'AOY BO Ilepssiit MIMY um. .M.
Ceuenona (CeuenoBckuii yausepcuter) M3 PO

HamazoBa-bapanoBa Jleiisia CeiimypoBna — akanemuk PAH, mpodeccop, a.M.H.,

[Ipencenarens Mcnonkoma Coro3a neauatpoB Poccun

Huxurun Cepreii CepreeBuu — a.M.H., npodeccop, mnpeacenarens «OOmecTBa
CIEIMAJIUCTOB IO HEPBHO-MBIIICUHBIM 3200JIEBAHUSIM

MoakinernoBa TarbaHa BaaguMupoBHAa- K.M.H., C.H.C. JIaDOpaTOPUU PEIKUX
HacJIe[ICTBEHHbIX Oone3Hel y nereit ®I'AY "HayuHblii METUIIMHCKUIN NCCIIE0BATENbCKUN
HEeHTp 310poBbs Aeteil”" M3 PO, unen Coroza neauatpoB Poccun

MonsikoBa Ouabra AsexkcaHapoBHa — jeTckuil opronen, Tpasmarosnor @OI'BY
«HanunoHanbHbINM MEAUIIMHCKUIN UCCIIEN0BATENbCKHUI [IEHTP TPABMATOJIOTUHU U OPTONIEAUN
nmenu H.H. [Ipuoposa" M3 P®

Cevmauxknna Ayia HukojlaeBHA — JI.M.H., T.H.C. OTJACJICHUSA KINMHHYCCKOM T'€HETUKH
OI'bY «Mockosckuit HUW nenuarpuu u nerckon xupypruu Munsapasa Poccun», wien
Acconuanuu MeTUIMHCKUX TeHETHKOB (AMI)

CMmupnosa Ouibra SIkoBeBHa — Bpau-Te€HETUK, CTAPLINI HAYYHBI COTPYIHUK OTAEIA
CTaHJIapTU3allMd U H3Yy4YEHUSI OCHOB JoKazaresnbHoM meauuuubl HUM nemmatpum u
oxpanbl 310poBbs aereit [IKb PAH

Cy00orun Imutpuii MuxaininoBuu — Bpad-reHeTUK @I'BHY «Mennko-reHeTnueckui
Hay4yHbIM LEeHTp uM. akagemuka H.I1. boukosa»

YnanoBa Ousbra BacuabeBHa — kK.MH., OOO «MeauKo-reHETUUECKUNH LEHTP
«I"enom»», npencenarens Huxeropoackoro ornenenuss POMI, pykoBoautens LlenTpa
menunnackoi reHetukn PI'BOY BO «IIMMVY» MunsapaBa Poccuun, r. Huxauit

Hosropon

ABTOPBI MOATBEPKIAIOT OTCYTCTBUE (PHUHAHCOBOM MOAEPHKKU/KOH(DIUKTA UHTEPECOB,

KOTOPBIM HE00X0AUMO 0OHAPOIOBATb.
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IHpuiaoxenue A2. Metroa0J10rust pa3padOoTKU KIMHHYECKUX PEKOMeH AUl

HaCTOSIHII/Ie PEKOMCHOAaIun npeaHa3HA4YCHbI JUJISL MPUMCHCHUA MCOUIITMHCKUMHN
OpraHru3alHsAMU U YUPCIKACHUAMU (beI[CpaJ'IBHBIX, TCPPUTOPHATIBHBIX U MYHUIIUITIAJIbHBIX OPTaHOB
yIpaBJICHUSI 3PaBOOXPAHCHHEM, CHCTEM O00S3aTeNbHOTO0 U JOOPOBOJBHOTO MEIUITUHCKOTO
CTpaxoBaHUsd, APYTUMU MEAUIIMHCKNMHU OPraHu3alusaMi Pa3IMYHbIX OpTraHU3allMOHHO-IIPaBOBBIX
(hopM AeaTeNn HOCTH, HATIPABIICHHOW HAa OKa3aHUE MEIUITUHCKOMN MTOMOIIIH.

HaCTOHH_[I/IC PECKOMCHAAIIMU YCTAHABJIMBAKOT BHU/IBI, 00beM H HMHAUKATOPBI Ka4CCTBa
MeaumuHCcKor romoru narueratam npu MIIC VI u 6sumu pacemotpens! 1-2 utons 2018 roma B
pamkax Hayuno-npaktuueckoro koHrpecca «Opdanusie 0osie3Hn» B MOCKBe.

Knunanueckue PEKOMEHAAIMU CO3AaHbl HAa OCHOBAHHU CHCTCMATHUYCCKOI'O 0630pa
muteparypsl 1992-2018 rr. Medline (Pubmed version), Embase (Dialog version) u Cochrane
Library databases, ¢ ucnonb3oBanuem co3manubix nporokosos Giugliani R, Harmatz P, Wraith
JE., Management guidelines for mucopolysaccharidosis V1., Pediatrics. 2007 Aug;120(2):405-18;
R.Giugliani; A.Federhen; M.V.M.Rojas Mucopolysaccharidosis I, Il, and VI: brief review and
guidelines for treatment, Genet. Mol. Biol. vol.33 no.4 Nov 12, 2010; Harmatz P, Shediac R;
Front Biosci (Landmark Ed). Mucopolysaccharidosis VI: pathophysiology, diagnosis and
treatment, 2017 Jan 1; 22:385-406 u apyrux COBPEMEHHBIX MEXKIYHAPOIHBIX KIMHUYECKUX
peKOMeHI{aHI/Iﬁ 110 JUAar"HoCTHUKE, JICUHCHHUIO KW BCACHHUIO IMAllUCHTOB C MeTa00InYeCKUMU
0OJIe3HSAMH.

MIIC otHOCATCST K pE€AKUM HACJICACTBCHHBIM Sa6OJIeBaHI/I}IM, YTO HCKJIKOYaAcCT
BO3MOXHOCTb ITPOBCACHHA 0O0JIBIIINX KOIOpTHBIX W PaHAOMHU3HUPOBAHHBIX KOHTPOJHMPOBAHHBIX
I/ICCJ'IGI[OBaHI/Iﬁ U A CO3JaHHA IMPOTOKOJIOB AWMATHOCTHKH MW TCPpAIlMKU MCIIOJB3YIOTCS JIMIIb
TECMATHYCCKUC UCCIICAOBAHNA SKCIICPTOB, 0Hy6JII/IKOBaHHI>IC B IIOCJICAHUEC ABAa JCCATUIICTUA.

OHCHKa KadyeCTBa AOOKa3aTCJIbCTB MW CHIIBI peKOMeH,Z[aI_[I/Iﬁ INPpUMCHCHHUA MCIHUIIMHCKHX
TEXHOJIOTHH TPOBOJMIIACH B COOTBETCTBHHM C YHU(DUIMPOBAHHON NIKAaIOW, NMPUBEICHHOW B
tabiuiax 1-3.

IleneBasi ayIUTOPHUSA JAHHBIX KJIMHHYECKHX PEKOMEHIAIIMIA:

Bpauu obmieli BpaueOHOM MPaKTUKH (CEMEHHBIE Bpaun);
Bpauu-neguarpsr;

Bpaun-tepaneBThl;

Bpauu-renerukuy;

Bpauu-naboparopHbie reHETHKH;

o o b~ w N E

Bpauu-xapauonoru;
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7. Bpaum-HEeBpoOJOTH;

8. Bpauu-pentrenosnoru;

9. Bpaum GpyHKIMOHATBLHON AUArHOCTHKH;
10. Bpa4un-oTOpUHOIAPHUHTOJIOTH;

11. MeaunuHCKHE IICUXOIOTH;

12. Cryaentbl MmenuiuHCKUX BY30B;

13. Obyuaromuecs: B OpIMHATYPE U HHTEPHATYPE.

Ta6auna 1. [lIkana oneHkn ypoBHeii moctoBepHOCTH AoKazatenseTs (Y /1) ams meTomoB

JUAarHOCTUKH (ILI/Ial"HOCTI/IquKI/IX BMCIJ.I&TC.IIBCTB) .

Y Pacumdposka

1 Cucremaruueckue 0030pbl UCCIIEAOBAHHUI C KOHTPOJIEM peepeHCHBIM METOJAOM HIIH
CHUCTEMaTH4YEeCKUil 0030p paHJAOMH3UPOBAHHBIX KIWHUYECKHX WCCIEIOBAHUNA C
MIPUMEHEHHEM MeTa-aHaln3a

2 OTmenbHBIC UCCIIEOBAHUS C KOHTPOJIEM PePEepPeHCHBIM METOJOM WIIH OT/ACIbHBIC
pPaHJIOMU3MPOBAHHBIE KIMHUYECKUE WCCIEAOBaHUS U CHCTeMaTH4ecKue 0030pbl
UCCIIEIOBAaHUM  JI000TO  JAM3aifHa, 3a  HCKIIOYEHHEM  PaHIOMHM3UPOBAaHHBIX
KIIMHUYECKUX HCCHCﬂOBaHHﬁ, C MPUMCHCHUEM METa-aHaJIM3a

3 Hccnenoanust 0e3 MOCIENOBATENLHOTO KOHTPOJS pPePepeHCHBIM METOJIOM HIIN
UCCIIEIOBaHUSI C pPEePEpeHCHBIM METOAO0M, HE SIBISIOIMIMMCA HE3aBHCUMBIM OT
HCCIICTyeMOT0 METO/1a WIIH HepaHAOMU3HPOBAHHBIC CPABHUTEIILHBIC HCCIICIOBAHUS, B
TOM YHUCJIC KOTOPTHBIC UCCICAOBAHUA

4 HecpaBHuTensHbIC UCCIIEIOBAHMS, OMUCAHNE KIMHUYECKOTO CITydast

5 Nmeetcs nunib 000CHOBaHNE MEXaHU3Ma JICUCTBUS UM MHEHHE SKCIIEPTOB

Taoauua 2. 1llkana oleHKH ypoBHE# 10ocTOBepHOCTH T0Ka3atenbeTs (Y 1) mist MeTonoB

MpOoUITAKTUKY, JICYCHUS U peadrmuTannu (popuIaKTHIECKuX, JIe4eOHBIX, PeadHINTAIIMOHHBIX

BMEIIIATEILCTB).
Y Pacummgposka

1 Cucremarnueckuit 0030p PKHU ¢ mpuMmeHeHneM MeTa-aHaIm3a

2 | Ormensubie PKU u cucremarnyeckue 0030pbl HCCIENOBaHUM Jr000ro am3aiiHa, 3a
nckioueHrneM PKH, ¢ npumenenneM Mera-aHanusa

3 | HepannomMu3upoBaHHbIE  CpPaBHMUTENIbHBIE  HCCIEAOBAaHUS, B T.4. KOTOPTHBIE
UCCIIEZIOBAHUS

4 | HecpaBHUTENBHBIE UCCIIEAOBAHMS, ONTMCAHUE KIMHUYECKOTO CITy4as UM CEpUU CIIydaesB,
VICCIIEZIOBAHUS «CIIy4ali-KOHTPOJIb)»

5 | Imeercs numib 000OCHOBaHHE MEXaHU3Ma JEHCTBUS BMEUIATEIbCTBA (JIOKIMHUYECKUE
UCCIIEIOBaHMsI) WJIM MHEHHE SKCIIEPTOB
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Ta6auna 3. Illkana omeHkn ypoBHeW ybOemautenbHocTH pexkomenmanuii (YYP) mus
METOJIOB TPOQUIAKTUKH, IUATHOCTHKH, JIEYCHUs] ¥ peadmmmranuu (mpodrIakTHIeCKuX,
JTUArHOCTUYECKHX, JIeUeOHBIX, PEaOMIIMTAIIMOHHBIX BMEIIATEICTB)

YYP Pacuimdposka

A CunpHast pekoMeHIalus (Bce paccMaTpuBaeMble KpUTEepHUH 3(PHEKTUBHOCTH
(MCXOIbI) SIBJSIFOTCS. B@XKHBIMH, BCE HKCCICAOBAHUS HUMEIOT BBICOKOE WIIH
VIOBJICTBOPUTEIILHOE  METOJOJIOTHYECKOe  Ka4ecTBO, WX  BBIBOABI  TIO
MHTEPECYIOIIMM UCX0JIaM SIBJISIOTCS COTINIACOBAHHBIMHU )
B YcnoBHas pekoMeHaalus (He Bce paccMaTpuBaeMble KpuTepuu d(hpekTuBHOCTH
(MCXOJBI) SIBIISIFOTCS BaKHBIMH, HE BCE WCCICIOBAHUS HMMEIOT BBICOKOC WU
YIOBJIETBOPUTEIILHOE METOJOJOTUYECKOE KAayeCTBO W/MJIM HMX BBIBOABI IO
HMHTEPECYIOIIMM MCX0JIaM He SIBISIIOTCS COTJIaCOBAHHBIMH)
C Crnabas pekomeHAanus (OTCyTCTBUE J0KA3aTEIbCTB HAUISKAIIETO KauecTBa (Bce
paccMarpuBaembie Kputepuu 3G(HEeKTUBHOCTH (MCXO/IbI) SIBISIFOTCSI HEBAXKHBIMU,
BCE MCCIIEZIOBAHUS UMEIOT HU3KOE METOA0JIOTHYECKOe Ka4eCTBO U MX BBIBOJIBI 110
WHTEPECYIOIIMM MCX0JIaM HE SIBIISTIOTCS COTJIACOBAHHBIMH)

Iopsiiok 00HOBIEHUS KIMHUYECKHUX PeKOMeH A,

MexaHn3M  OOHOBICHHS ~ KIMHWYECKMX  PEKOMEHJAaWil  MpeaycMaTphBaeT  HX
CHCTEMAaTUYECKYIO aKTyaIN3allii0 — HE peXXe YeM OJIMH pa3 B TPU T0/1a, a TAKKe MPH MOSBICHUU
HOBBIX JIAaHHBIX C MO3WIHMHU JOKA3aTeJbHONW MEJWIMHBI IO BONPOCAM JAWATHOCTUKH, JICUCHHS,
npoUIaKTUKA W peadWIMTali KOHKPETHBIX 3a00JieBaHMM, HaIMuMM OOOCHOBAaHHBIX

JIOTIOJIHEHU/3aMeuanmii k panee yrBepk1€HHbIM KP, HO He yarmie 1 pasa B 6 Mecs1ieB.
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HpI/IJIO)KeHI/Ie A3. Cl'[paBO‘lHl:.Ie MaTepualbl, BRKJIKYasd COOTBETCTBUE
NMoKa3aHMii K NPUMEHEHUIO N HpOTHBOHOKﬁI&ﬂHHﬁ, Ccnoco0oB NMPpUMEHECHUSA U
03 JICKAPCTBCHHLIX NPpEmapaToB, HHCTPYKIMUA IO NIPUMECHCHHUTO

JEKAPCTBCHHOTO IpenmaparTa

1. ®epepanbHeblii 3akoH "OO6 ocHOBaxX 0XpaHbI 310pOBbs TpaxkaH B Poccuiickoit ®enepammn”
(N 323-®3 o1 21.11.2011).

2. Tlocranonenue [IpaBurensctBa P® ot 30 urons 1994 r. N 890 "O rocynapcTBeHHOM
HOJIEPKKE PA3BUTHS MEUIIUMHCKON IIPOMBIIIJIEHHOCTU U YJIy4LIEHUH 00ecTIedeHus
HACEJICHUS U YUPEKICHUN 3[paBOOXPAaHEHUS JIEKAPCTBEHHBIMU CPECTBAMU U
W3JIeTUSIMA MEUITMHCKOTO Ha3HaueHus" (C M3MEHEHUSIMU U JTOTIOJTHEHUSIMH )

3. Tlopsaok okazaHUs MEAULIMHCKONW MOMOIIM OOJILHBIM C BPOXKACHHBIMU M (MIIH)
HacnenctBeHHbIMU 3a0oneBanusiMu (Ilpukas M3 PO ot 15.11.2012 roga N 9171 ¢
M3MEHEHMSIMU U JtonosiHeHusimu ot 21.02.2020 1.).

4. Tlocranosnenue [IpaButennpctBa Ne403 ot 26.04 20121 "O nopsiake BeAeHUS
®denepanbHOr0 perucTpa Jul, CTPaAAINX YIPOKAOIUMUA U XPOHUYECKU
MIPOrPECCUPYIOLIUMU PEIKUMHU OphaHHBIMU 3a00JI€BAHUSIMHU, TPUBOIAIIMMH K
COKpALICHHIO MPOAOJIKUTENBHOCTH KU3HH IPAKIAAH UM UX UHBAIMIHOCTH U €70
PErMOHANBHOIO CerMeHTa".

5. Kpurepuu onienku kadectsa MmeguuuHckoil momoru (Ilpukaz M3 PO ot 10 mast 2017 .
Ne 2031 «O0 yTBepk A€HUN KPUTEPUEB OIIEHKU KaueCTBAa MEAUIIMHCKON TOMOIIIH )».

6. Ilpukaz MunucrepcTBa 3apaBooxpanenus Poccuiickoit denepanuu ot 15 nexabps 2014
r. N 8341 "O6 yTBepkaeHIHN YHU(DUIUPOBAHHBIX (HOPM MEIULIMHCKON JOKYMEHTAIIUH,
HCIIOJIb3YEMBIX B MEIULIMHCKUX OPraHU3alMAX, OKa3bIBAIOIINX MEAULUHCKYIO TIOMOLIb B
aMOyJIaTOPHBIX YCIIOBUSX, U MOPSAJKOB IO UX 3aMOJHEHHIO".

7. Ilpuka3 MunucrepctBa 3apaBooxpanenus Poccuiickoit @enepanuu ot 20 nexadps 2012
r. N 11771 "O06 yTBepX)AeHUH TOPsIKA Ta4l HHPOPMHUPOBAHHOTO TOOPOBOIBHOTO
coryacus Ha MEIMLMHCKOE BMEIIATENbCTBO U OTKa3a OT MEAULIMHCKOIO BMEUIATEIbCTBA
B OTHOLIEHUH ONPEEIIEHHBIX BUJOB METUIIMHCKUX BMEILIATENbCTB, (hOpM
MH(GOPMHUPOBAHHOTO TOOPOBOJIBHOIO COTIacHs HAa MEAMLIMHCKOE BMEIIATENLCTBO U
(hopm 0TKa3a OT METMIIMHCKOTO BMEIIATEIHCTBA" .

8. Ilpuka3 Munucrepctsa 31paBooxpanenus Poccuiickoit @eneparuu ot 14 suBaps 2019 r.
N 41 "O06 yTBepKICHIYU TOPsJIKA Ha3HAYCHUS JICKAPCTBEHHBIX MTpenaparos, Gpopm
peLenTypHbIX OJIAaHKOB Ha JIEKAPCTBEHHBIE NMpenapaTsl, MOpsIka 0hopMICHUs
yKa3aHHBIX OJJAaHKOB, UX y4eTa U XpaHeHus"

9. [Ilpuka3 MunucrepctBa 3apaBooxpanenus Poccuiickoit @eneparuu ot 16 masg 2019 r. N
302n1 "OO6 yTBepxaennn [lopsiaka mpoxoXkIeHHs] HECOBEPIIEHHOJICTHUMHI
JMCIIAHCEPHOT0 HAOII0IEHHS], B TOM YHCIIE B IEpUO] OOYUYECHHUSI U BOCIUTAHUS B
o0Opa3oBaTeIbHbIX OpraHu3aIusIx "

10. Pacnopspxenue IpaButensctBa PO ot 31 nexabps 2018 r. Ne 3053-p "OO0 yTBepxaeHun
nepeyHell MeTMIMHCKUX U3AEeTUi, UMIUITAaHTUPYEMBIX B OPTaHU3M YeJIOBEKa MPU
OKa3aHUU MEIULMHCKOHN MOMOILY B paMKaX IIPOrpaMMbl FOCYAapCTBEHHBIX TapaHTHH
0€eCIuIaTHOrO OKa3aHUs IpakJaHaM MEIULUHCKON IIOMOIIM U OTITYCKaeMBbIX I10 peLenTam
Ha MEJMIMHCKUE U3/EIHS IPU MPEJOCTaBICHUN HabOpa COMAIBHBIX yCIIyT"
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11.

12.

13.

14.

15.

[Ipuka3 Munucrepcrsa 3apaBooxpaneruss PO ot 6 utons 2013 r. N 354n1 "O nopsiake
IIPOBEJCHUS 1aTOJIOr0AaHATOMUYECKUX BCKPBITUI" (3apeructpupoBad MUHUCTEPCTBOM
rocturuu Poccutickoit @enepanuu 16 nexadps 2013 r., peructpanuonssiii N 30612)
®denepanbHblil 3akoH "O BHeceHun u3MeHnenuii B denepanbhpliii 3akoH "OO0 0ocHOBaxX
OXpaHbl 3710pOBbs rpakaad B Poccuiickoit denepanun" mo Bompocam oKa3aHus
naumMaTuBHON MeauuHCcKo momonu" ot 06.03.2019 No 18-D3.

[Tpuxa3z Munzapasa Poccun Ne 3451, Muntpyna Poccun ot 31.05.2019 Ne 3721 «O6
YTBEP>KJICHUH TTOJI0KEHUS 00 OpraHU3alMKi OKa3aHus MaJUTMaTUBHON MEAUITMHCKON
MOMOIIIH, BKJIIOYasi MOPSIOK B3aUMOJICHCTBUS MEAUIIMHCKUX OpTaHU3aIiiil, OpraHu3aui
COIIMAIBHOTO OOCITYKUBAHHS U OOIIECTBEHHBIX 00bEIUHEHHH, HHBIX HEKOMMEPUYECKHIX
OpraHHu3aIiii, OCYIIECTBISIIOIINX CBOIO ICATEIBHOCTD B c(pepe OXpaHbl 310POBbS».
[Ipuxa3z Munzapasa Poccun Ne 3481 ot 31 mas 2019 rona «OO0 yTBepKIeHUN EPEUHS
MEIUIIMHCKHUX U3JENNN, TPeTHA3HAYCHHBIX VIS MO1/IeP>KaHusl OPTaHOB U CUCTEM
OpraHu3Ma 4ejoBeKa, MPEI0CTaBIISIEMbIX JIJIsl UCIIOJIL30BAHUS HA IOMY.

[Tpuka3z Munznpasa Poccuu Ne 5051 ot 10 uronst 2019 roga «O6 yrepkaenuu [lopsiaka
nepeaavr OT MEAUIIMHCKON OpraHU3aIii MalueHTy (€ro 3aKOHHOMY MPEACTABUTEINIO)
MEIULUHCKUX U3JENNN, TpeTHa3HAYCHHBIX Ui MoAAep:KaHus (GyHKIUNA OpraHoB U
CHCTEM OpraHU3Ma 4YeJIOBEKa, JJI UCIOIb30BAHMS Ha IOMY NPU OKa3aHUHU NaJUTMaTUBHOM
MEIUIIMHCKON TTOMOIIIH.

HNudopmanus o JekapcTBeHHBIX cpeacrBax: https://grls.rosminzdrav.ru/

IIpoune HOPpMATHUBHO-NMPABOBbIE JOKYMEHTHI, € y4€TOM KOTOPbIX Pa3padoTaHbI
KJIHHHYeCKHe PeKOMEeHIalNu:

MexnyHapoaHas kinaccudukaius 001e3Hel, TpaBM U COCTOSIHUM, BIUSIONINX Ha
3mopoBbe (MKB — 10);

[Ipuxa3z M3 P® ot 20 nexabps 2012r. Ne 11831 «OO0 yTBepK/I€HUN HOMEHKIIATYphbI
JOJHKHOCTEH METUIIMHCKUX paOOTHUKOB U (hapMalleBTUYECKIX PAOOTHUKOBY.

[Tpuka3 M3 P® ot 23 utons 2010 r. Ne 5411. Enunbiii kBan(pUKaIMOHHBINA CIIPAaBOYHHUK
JOJKHOCTEH pyKOBOJUTENEH, CIIEHUAINCTOB U CITy>XKaluX, pa3aen Kanupukanuonusie
XapaKTEePUCTUKH JTOJKHOCTEH pabOTHUKOB B cpepe 3paBOOXpPaHEHHUS.

®enepanbHbIi 3aKk0H 0T 25.12.2018 Ne 489 489-D3 «O BHeceHUH U3MEHEHUN B CTaThIO
40 denepanbHOTO 3aK0HA "O0 005M3aTEIIPHOM MEAUIIMHCKOM CTpaxoBaHuH B Poccuiickoit
Oenepanun" n OeaepanbHbIi 3akoH "O0 0OCHOBaX OXpaHbI 3I0POBBS TPaXKIaH B
Poccuiickoit @enepanuu mo BormpocaM KIMHUYECKUX PEKOMEHAAIIN.

[Tpuka3z Munzapasa Poccuu Ne 1031 ot 28.02.2019 1. «O06 yTBEpKICHUH MOPSIIKA U
CPOKOB Pa3pabOTKH KIMHUYECKUX PEKOMEHIAIUH, NX IEPecMOTpa, TUIIOBOM (GOpMBI
KJIMHUYECKUX PEKOMEHAINI U TPeOOBaHHH K UX CTPYKTYpe, COCTaBy U HAyYHOMU
000CHOBaHHOCTH, BKJIFOUAEMO B KIIMHUYCCKUE PEKOMEHIAINN UH(OPMAITUN.

[Tpuka3 Munszapasa Poccuu ot 13.10.2017 N 8041 "OO6 yTBep)I€HHH HOMEHKIATYPBI
MEJUIIMHCKUX yCIyT".

[Tpuka3z MunucrepcTBa Tpyaa v couuanbHoi 3amuThl PO ot 27 aBrycra 2019 r. n 5851
"O knaccu@UKaUAX U KPUTEPUSIX, UCTIONIb3YEMbIX ITPH OCYIIECTBICHUN MEAUKO-
COLIMATILHOM AKCIIEPTHU3BI TpaxaaH (eaepantbHbBIMU IOCYIaPCTBEHHBIMH YUPEKACHUIMU
MEJIMKO-COLMAITBHON AKCTIEPTHU3HI'";

[Ipuka3 MunucrepcTBa 34paBOOXpPAHEHUS U COLMAIIBHOTO pa3BuTus Poccuiickon
Oenepannn «O mopsaKe IPUMEHEHHS IEKAPCTBEHHBIX CPEACTB Y OOJIBHBIX MO
JKU3HEHHBIM MoKazaHusmM» oT 9 aBrycta 2005 1. Ne 494

Nudopmannonnoe nucsmo Munzapasa Poccun ot 17.12.2019 Ne 3175/25-2 o
BOIIPOCaM OCOOEHHOCTEH OCYIIECTBICHHS 3aKyIOK JIEKAPCTBEHHBIX MPENapaToB
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(https://www.rosminzdrav.ru/news/2019/12/18/13043-minzdrav-podgotovil-
informatsionnoe-pismo-po-vozmozhnosti-zakupki-lekarstvennogo-preparata-po-

torgovomu-naimenovaniyu);
10. Pacnopspxenue [IpaButensctBa Poccuiickoit deneparuu ot 10 gexadpst 2021 roma Ne

3525-p «O06 yTBepKACHUH MTEPEeUHs CIEIHATN3UPOBAHHBIX MPOTYKTOB JIEY€OHOTO
MUATaHUs IS AeTe-uHBaua0B Ha 2022 romay
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Hpuiaoxenue B. Undopmanus AJ1s1 nangueHra

Cunapom Maporo-Jlamu

Cunapom Maporo-Jlamu nmm mykononucaxapuno3d VI (MIIC VI) — oxgna u3 cambix
penkux hopm mykononucaxapuao3oB (MIIC). Brepsrie 3aboneBanue onvcanu B 1963 roay nsa
¢bpanmy3ckux Bpadya Maporo u JlamMM, OHM CcUMTaaM, YTO O3TO BapHaHT JIPYroro
Mykononucaxapuaosa (cunaapoma ['ypiep (MIIC I) ¢ coxpannbiM HHTEIIEKTOM). B cBOEH cTaThe
aBTOPHI onrcasii Hanboee Tspkenyto hopmy MIIC VI, mo3ike BBISICHUIOCH, YTO 3TO 3a00JIeBaHUE
OYCHb MHOTOJIMKOE U CYIIECTBYIOT pa3Hble, B TOM uucie Ooinee jierkue, popmsl 6o1e3nu. MIIC
V| — ouens penkoe 3aboneBanue. [1o omeHkaM crienuaIncToB, OHO BCTPEYACTCS BCETO JIUIIb Y
oxHoro u3 200 000 HOBOPOXAEHHBIX.

3a mpomeAmue roAasl ObLT CO3JaH CHEUUalIbHBIA IpernapaT, KOTOPHIA MO3BOJISIET
3aMeJINTh IPOrpeccupoBaHue OO0JIE3HU, CMATYUTH HEKOTOpble M3 ee mposiBieHuil. OgHako,
Hapsly ¢ HPUMEHEHUEM 3TOro Ipemnapara, HeoOXOJUMO He 3a0bIBaTh O CHUMIITOMAaTHYeCKOMN
Tepanuu, (pusnoTepanuu, peaduIuTaluy, a TJaBHOE — O MO3UTUBHOM OTHOIIEHUH K KU3HU
MalUEeHTa U YWIEHOB €r0 CEMbH.

IIaTorenes.

[Tpu BCEX MYKOIOJIHCaxapua03ax HapyIiaeTcs oOMeH (paciernieHue)
rMKo3aMUHOTTIMKAHOB (I'Al") — 0CcOOBIX CTPYKTYPHBIX KOMIIOHEHTOB COETMHUTEIBHON TKAaHU.

I'AI' — »TO nnMHHBIE LENOYKH MOJIEKYJ caxapa, KOTOPhIE COETUHSIOTCS C OelIKaMu U
CIIy’KaT BaXKHBIM CTPOUTEIbHBIM MAaTE€pPUAIOM JUIsl KOCTEH, XPALIEH, KOKHU, CyXOKUIIUH, KITAIIaHOB
cep/illa U MHOTUX Apyrux Tkaneu. Al conmepkarcs B BA3KOM CHHOBUAIBHON KHIKOCTH, KOTOpast
YBJIQXHSET CyCTaBbl, BXOAAT B COCTAB KJIANaHOB CEpJla, CyCTaBOB M CyXOXwinii. B HOpme
MIPOUCXOIUT MOCTOSIHHBIN Iporiecc oOpa3oBanus «HOBbIX» ['Al" u pacuiennenue «crapbix». s
npoiiecca pacierieHus u nepepadotku ['AlT HeoOxoauma rpymmna ocoObIx OeIKoB-(pepMEHTOB.
Hns toro, utoOwl pacmenuts ['Al', dbepmeHThl paboraroT mo odepeau, APYr 3a APYTroM, H
pacleIuIAoT JUIMHHYI0 MoJiekyry ['Al" Ha yacTwu.

V Bcex manmentoB ¢ MIIC  orcytctByeT (epmeHT (0coOblit ans kaxaoro tuna MIIC),
KOTOpBI HeoOxonuM Juid paciuerieHus, onpeaeneHHoro I'Al'. ¥V nmanuento ¢ MIIC VI tuna
OTCYTCTBYET (pepMEHT, Ha3bIBaeMblIii apuiicynbdaTaza B, KoTopslii HEOOXOIUM IS paceTICHUS
I'AI' — nepmarancynbdara. HepaciieniaeHHbslii nepmaTancyib(ar HaKarjauBaeTcsl B KIETKax,
Hapymas ux paboty. /[lepmarancynbhaT HaXoIUTCs, TJIaBHBIM 00pa3oM, B KOCTAX U
COEMHUTENbHON TKaHW M €ro HaKOIUIEHHE, MPEXJE BCEro, BBI3BIBAET MHOXECTBO MPOOIEM,

CBA3aHHBIX CO CKCICTOM.
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MIIC VI tuma OTHOCHTCS K JM30COMHBIM OOJIE€3HSM HaKOIUICHHS. B Ju3ocomax
(opraHeuTbl KJIIETKH ) MPOUCXOUT paCIISIIICHUE KPYITHBIX MOJIEKYJ (MAaKPOMOJIEKYJT), TAKUX, KaK
KUPBI, OCNKH, MNIMKO3aMHHOIJIMKAaHbI, TIUKoreH. Ilpu pasHbix ¢opmax 0oJje3HH HapylIaOTCS
pa3HbIe CTaJus PACIIEIIIICHUS TUX MAKPOMOJICKYII.

HacnenoBanmne cunapoma Maporo-Jlamu.

Cunnpom MapoTto-JlaMu — OTHOCHTCS K HACJIEICTBEHHBIM 3a00JI€BaHUSAM U HACIIEAYETCS
10 @y TOCOMHO-PEIIECCUBHOMY TUITY. DTO 3HAUUT, 4TO OOJIE3HB MIPOSBIIAETCS TOJIBKO B TOM CIIyyae,
ecn 00a poAUTENs SBISIOTCS HOCUTENSIMU OOJIE3HH U, XOTS CaMH OHHU HE OOJICIOT, MepeiaroT
pebeHKy J1Ba MOPaKeHHBIX reHa (0JIMH OT KaXKJ0ro U3 poauTeneit). boiabsmmHcTBO cemeil, riie ecTh
pebeHoK ¢ 3TUM 3a00JIeBaHMEM, HE CTAaJKWBAIUCh paHbIIe ¢ MOJO0HOW mpobdiemoii. Puck
noBTopHOro poxaeHusi pebenka ¢ MIIC VI B cembe, e yxe ects aetu ¢ MIIC VI, cocrasnser
25% na kaxayro 0epeMeHHOCTb.

Bce cempn ¢ MIIC VI npomksbl 00s3aT€bHO TPOUTH MEAMKO-TEHETHUUECKOE
KOHCYNFTUPOBAHHWE U TOJYYUTh TMOJHYI MHQOpPMALMIO OT  Bpadya-TeHETHKa O  PHCKE
MOBTOPHOTO TPOSIBJICHUSI JTAHHOTO 3a00JIEBaHMUSI B CEMbE, OOCYIUTH CO CIEIUATUCTOM BCE
BONPOCHI, CBSI3aHHBIE C HacleqoBaHueM 3aboseBanus. B Poccuum Menumko-reHeTndeckue
KOHCYJIbTAIlUU PabOTaIOT B KAKIOM PETUOHE.

Kak ycranaBiauBaoT 1uar1os?

Bpaun Ha OCHOBaHWM KIMHUYECKHX CHMIITOMOB MOTYT 3allOJ03pUThH OOJIE3Hb. 3aTeM
MIPOBOJATCS TaOOPAaTOpHBIE TECTHI M HWHCTPYMEHTalbHOE HccienoBaHue. [loCKOnbKy pas3Hbie
tunibl MIIC 04eHb MOX0XU MO0 CBOMM KIMHUYECKUM IPOSIBICHUSM, HEOOXOIMMO MOATBEPIANTH
JIMarHo3 ¢ MOMOIIBIO Ta00PAaTOPHBIX METOIOB.

[Moareepsxnatomas aquarnoctuka MIIC 3akimouaercs B onpeIeICeHUH YPOBHS SKCKPELIMU
I'AT" B MO4Y€e M U3MEpPEHUU aKTUBHOCTH (PEPMEHTOB B KJIETKAaX KPOBH, IISITHAX BHICYIIEHHON KPOBU
WM KyJIbType KOXHBIX (pubpodmacroB. [ MIIC VI mpoBoast omnpeneincHre aKTUBHOCTH
apwicynbdarasel B. B nanpreimem pekomenmyercs nposeaenue JHK muarnoctuku (ecnm
aKTUBHOCTH (pepMeHTa ObliIa CHUKEHA).

[IpoBenenne J1abOpaTOpHOW AMATHOCTUKH ISl TIOATBEPXKACHHS JUarHo3a KpaiHe
HE00XOMMO, TaK KaKk OT JTOTO 3aBUCUT BBIOOp JICUEHHS, MPOTHO3 TEeUYeHHs 3a00JieBaHUA U
oTIpeJIelICHUE THIIA HACIIeIOBAaHUs OOJIC3HHU.

Kiannnueckne nposisyienusi cunapoma Maporo-Jlamu.

Cunapom Maporo-Jlamu — mnporpeccupyroiiee MyJIbTHCUCTEMHOE 3a00JIeBaHUE U Y
nanueHTa ObIBAIOT MOPAKEHBI HE TOJIBKO CKEJIET U CYCTaBBhl, CTPAIalOT TAK)Ke HEPBHAS CUCTEMA,

Oprasbl 3peHHUsl, CIyXa, CepJIEYHO-COCYAUCTasi U OPOHXOJIETOYHAS! CUCTEMBI.
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CreneHb BBIPAKEHHOCTH KIMHUYECKUX MPOSBICHUN Npu cuHIpome Maporto-Jlamu
pasnuuHa. M3BecTHBI M KpaifHe TshKenble POopMBbI 3a00JeBaHUs, KOTOPBIE MPOSBISIOTCS YXKe B
paHHEM JIETCTBE, U JJOBOJBHO JIETKUE, MATKUE (HOpMbI 00JIe3HU. B HEKOTOPBIX ciyyasx HaJlIUdue
cuapoma Maporo-Jlamu He BIUSeT Ha MPOJOJDKUTEIBHOCTh JKM3HHU MallMeHTa, HO KauyecTBO
YKU3HH, 0€3YCIIOBHO, CTPAAAET MPHU Bcex hopmax 0OJIe3HHU.

OcHoBHas 3a7aya Bpauei, ONMM3KUX U CaMOro MamnueHTa ¢ cuHapomMoM Mapoto-Jlamu —
cenarh XH3Hb MAaKCUMaJbHO KOM(MOPTHOM, CHU3UTh PUCK TSDKENBIX OCJIOKHEHUH, 3aMeUIUTh
MporpeccupoBaHue 00JIE3HH, CMIATYUTh OCHOBHBIE CHMITOMBI 3200JI€BaHUSI.

Jlanee mnpuBeneHbl OCHOBHBIE HPOOJEMBI, C KOTOPBIMH CTaJKHUBAIOTCA MAlUEHTHl C
cUHIpoMOM Maporo-JlaMu, HO 3TO HE O3HA4yaeT, 4TO OHHM O00s3aTelIbHO OYyAYyT Yy KaxIO0ro
nanueHTa. 3a0oyieBaHie IPOTEKAET OYEHb I10-Pa3HOMY, JIaXKe B OJHON CEMbE.

Pannee pa3Burue, pocr.

[locTaBute amarHo3 cuHapoMa Maporo-JIaMu HOBOPOKIEHHOMY HIPAKTUYECKH
HEBO3MO)KHO, TaK KaK HAllW NAIUEHThl POXKAAIOTCA B CPOK, C HOPMAJIBHBIMU POCTO-BECOBBIMU
nokasarensiMu.  PocT 3amemisieTcs, KOrja MajbllId JOCTUTAalOT BO3pacTa TPEX-IMATH JIET.
[TaumenTs! ¢ Tsxenol popmoit 3a601eBaHus OOBIYHO NMPEKPAIAIOT PACTH B BO3PACTE BOCHMHU JIET
— ux pocT He npesbimaer 110 cm. Jlpyrue nanueHTsl IPOJOHKAIOT PACTH 10 MOJPOCTKOBOTO
Bo3pacTta u gocturart 152-160 cm. Ilpu nerkoit opme pocT y ManueHToB, Kak MPaBUIIo, HIKE,
9YeM y 3JI0POBBIX CBEPCTHUKOB, HO OBIBACT U IOYTH HOPMAIIEHBIM.

BHemnmne 0co0eHHOCTH.

Buewnuii BU1 manmeHToB ¢ TsbKenon popmoii cuaapoMa MapoTo-Jlamu HeoObIueH — OHU
0oJbllle MOXO0XH APYT Ha JApyra, YeM Ha CBOUX pPOJHUTENEH W 3A0pPOBBIX OpaTheB U CecTep.
W3MeHeHHsT B CTPOCHHMHM HX JHUI O0O03HAYAIOT CHEUUAIBHBIM TEPMHHOM «TaprOUIH3M»
(orpy6senue 4epT): KpymHas ToJI0Ba, KOPOTKas 1iesl, KpyTioe JUIO, IMUPOKUNA HOC ¢ IIUPOKOM U
IUIOCKOM MEPEHOCULIEH.

[Tpu nerkoii u mpoMexyTouHOU dhopme 3a00JIeBaHUSI BHEIIIHHE OCOOCHHOCTH Y TTallMeHTa
CTOJIb HE3HAUUTEIbHBI, YTO UX BUIAT TOJIBKO Bpauu, a OJM3KUE U 3HAKOMbIE HE 3aMEYar0T HUYEro
HEOOBIYHOTO.

VY nanuentoB ¢ MIIC VI koxa ToncTas M JKeCTKas, 4yTO 3aTpyJHsET 3a00p KPOBU U
WCIOJIb30BAHNE BHYTPUBEHHBIX KaTETEPOB.

CkeJiet, ONOPHO-IBUTaTeJbHAA U KOCTHO-CYCTABHAsI CHCTEMA.

VY mammenToB ¢ MIIC VI Tuna, kak u mpu Bcex Apyrux GopMax MyKOIOIHUCAXapUI030B,
CYLIECTBYIOT MpoOJeMbl ¢ (hOpMUpOBAaHHEM M pocToM KocTei. [lopakeHne MHOTHUX KOCTEH C

M3MEHEHHEM UuX (OpMBI HA3BIBAIOT MHOXKECTBEHHBIM JM30CTO30M. [Ipu Tskenon Qopme
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cuHapoMa Maporo-Jlamu n3meHsieTcs: CTpoeHre N03BOHKOB. OJIMH WK J1Ba O3BOHKA B CEPEIMHE
CIUHBI OBIBAIOT MEHBIIE, YEM OCTalbHBIE, M CJErka CIBMHYTHL. Takoe cMELIEHHE I03BOHKOB
OO CTAHOBUTCS MPUYNHON Pa3BUTHSI UCKPUBIICHUS MTO3BOHOYHHKA (K103 uitn rop6). OObIUHO
IpU JTAHHOM 3a00JIeBaHWM MCKPUBJIICHHE TO3BOHOYHHMKA JIOBOJILHO JIETKOE W HE HYXJAeTcs B
neuyeHuu. Ecnm MCKpHBIEHHE MO3BOHOYHMKA WM CKOJIMO3 MPOrPECCUpPYIOT, TO Tpelyercs
MEAMIMHCKAs [TOMOILb.

CamMble cepbe3Hble, OMACHbIE U KU3HEYTPOKAIOLIMe MPOoOIIeMbl CBA3aHbI ¢ iedopmanuet
U OCOOCHHOCTSIMH CTpOCHHUs IIeiHOro otnena. Ecnum cnuHHONH MoO3r OyneT ciaBiieH WX
MOBPEXKIEH (LIeiHasi MUEoNaTrs), HapyIlaeTcsl MHHEpBallMsl BCeX YacTel Tena, 4YTo MPUBEET K
cnabocTy (BsUIBIA Mape3) MBI, HApYIIEHUSM MpH X0Ab0e, HHOTAA Jaxe K 3aTPyAHEHUSIM C
JIbIXaHUEM.

TyronoaBM>XHOCTh CyCTAaBOB XapakKTepHa Juid Bcex (opM MyKomoiucaxapuno3os. C
roJlaMH TyTOIOJIBU’KHOCTh CyCTaBOB MOXKET IIPOrPECCUPOBATH U CTATh MPUUKUHOM O0JIH.

N3-3a orpaHrueHus MOJBUKHOCTH CYCTaBOB U OCOOEHHOCTEW CTPOEHUSI MEIKHX KOCTeH
KHACTH, TaJbIBl PYK CTAaHOBSATCS >KECTKUMH M HCKPUBISIOTCS, (opMUpys Tak Ha3bIBaEMYIO
«KOTTUCTYIO KHCTBY.

W3-3a TyromoJBM)KHOCTH KpPYIHBIX CYCTaBOB M OCOOEHHOCTEH CTpPOEHHUs KOCTeH
MAlUEeHThl XOJIAT C CJerka COTHYTBIMU KOJEHSMU U Oeapamu. Y HEKOTOPHIX IallMeHTOB
pa3BuBaeTca X-00pa3HOE HMCKPUBJICHHWE HIKHHMX KOHEUHOCTEH (BayibrycHast aedopmarius).
BonpmmHcTBO Bpauel cuntaet, 4to AaHHas AedopMaiius HOCUT MPUCTIOCOOUTEIbHBINA XapakTep,
IoMorasi alMeHTy paclpeseNsTh BEC, I0ATOMY ONEPATUBHYIO KOPPEKLHUIO B pAaHHEM BO3pacTe
Jyd4llle He MPoBOAUTh. Kpome Toro, B CBSA3M €O Cl1abOCTHIO CBSI30UHOTO amlmapaTa U HapylIeHUsIM
CTPYKTYpBI KOCTEH, Ollepalus He BCErla MPUBOAUT K OKUAAEMOMY Pe3ysbTaTy — aedopmanus
BO3BPAILAETCSA CITYCTS KAKOE-TO BPEMSI.

B psine cmyyaeB BO3HUKAeT MOpPaXEHUE TOJOBOK OEIPEHHBIX KOCTEH (acenTHYecKuit
HEKPO3), 4YTO MIPUBOJUT K OOJIEBOMY CHHIPOMY U U3MEHEHUIO IMOXOJIKH 1O TUITY "yTHHOM".

Opransl AbIXaHHS.

Hapymienne npixarensHol cucteMsl y manueHToB ¢ MIIC cBsi3aHO Kak ¢ 0COOCHHOCTSAMH
CTpOEHUS CKeleTa, Xpslled Tpaxen u pedep, Tak M ¢ HakomsieHueM ['Al’ B MATKUX TKaHSAX
(YBenmMUMBAIOTCS aJCHOU[bI, CIU3UCThIC, BBICTUIIAIOIINE JbIXaTENbHBIE IyTH, CTaHOBSTCA
PBIXJIBIMH, THUHEPTPOGUPOBAHHBIMM, B pe3yJbTaTe Yero IMpPOCBET MAbIXaTeNbHBIX IyTel

YMEHbILIAETCS).
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BaxHO moOHMMaTh, YTO HEIOCTATOYHOE CHAOKEHHE TKaHEH KHCIOPOAOM (THUIIOKCHS)
BJIMSIET HA (YHKIHMIO BCEX OPTaHOB, IMOATOMY YJIyUIICHUE JbIXaTeIbHON (YHKIMM — OJHA M3
IIEPBOOYEPEAHBIX 3a1a4.

[Ipobnemsl ¢ apIxaHueM yCyryOJsieT U3MEHEHHOE CTPOCHHUE T'PYTHON KIETKH: TpyIHast
KJIETKA (OKECTKas» U HE MOYKET JIBUTaThCs CBOOOJHO, HE MO3BOJISAET JIETKUM HaOpaTh OOJIBIION
00beM BO3/1yXa. OTH 0COOEHHOCTH MPUBOJIAT K TOMY, YTO HAIIUEHTHI XYK€ MEPEHOCIT H(PEKITUN
BEPXHHUX JBIXATENIbHBIX ITyTCH U JICTKUX.

[lepBbIMM cUMITOMaMU HapylleHUs (YHKIMHM BEPXHUX MAbIXaTENbHBIX MyTEH MOTYyT
CIIy’KUTh HOYHOH Xpall, IIyMHOE JbIXaHUE, 0OCTPYKTHUBHOE HOYHOE allHO? (KPaTKOBPEMEHHBIE, 10
HECKOJIbKUX CEKYHJI, 3aJIepKKHU JIbIXaHUsI BO BpeMsl HOUHOT'O cHa). Takue MposBIEHUs JOKHBI
HACTOpa)kKUBaTh, TaK Kak B JaJbHEHIIIEM OHU MOTYT IPOIPECCHUpPOBATh U MPUBECTH K Pa3BUTUIO
OCJIOKHEHUH CO CTOPOHBI IPYTUX OPraHoB (cepe, TOJIOBHOM MO3T).

[amuentsl ¢ MIIC ckiIOHHBI K Pa3BUTHIO OTUTOB, PUHUTOB W BOCHAJIECHHUIO JIETKUX,
MIO3TOMY AHTHUOAKTEpUAIbHYIO TEpaluio CleJyeT HayMHATh YK€ Ha paHHUX CTaJusIxX
3aboneBanns. HeCOMHEHHO, HY)KHO KOHCYJIBTHPOBATHCS CO CIICIUAIMCTAMH, & HE 3aHUMAaThCS
CaMOJICUECHUEM.

HecmoTpst Ha peKOCTh M TSHKECTh 3a00JI€BaHUs, CIEyeT MOMHUTh, YTO BaKIIMHUPOBATH
nanueHToB ¢ MIIC o6s3arenbHO, Tak Kak MPUBUBKU IOMOTalOT MPEAOTBPATHTh pa3BUTHE
3a00JIeBaHNH, MOPAXKAIONINX JIETKHE. B TOM umcie BaXHO HE MPOMYCTHTh BAaKIIMHALIWIO TIPOTHUB
ITHEBMOKOKKOBOW MH(EKIIH.

PoToBasi mos1iocTh 1 3yObl.

VY nanuentoB ¢ MIIC VI 3y0bl MOKPBITHI XPYNKOW AMablO, YTO MPUBOAMUT K OBICTpOMY
Pa3BUTHIO Kapueca.

CepaedHno-cocyaucrasi CHCTEMA.

[Taronorust cepaeuno-cocyaucroi cucremsl (CCC) y nanuentoB ¢ MIIC nposiBnsiercs B
BUJIE: YTOJIIIEHUE CTEHOK CepJlla, N3MEHEHHs CO CTOPOHBI KIIAMaHHOrO anmnapata (YIUIOTHEHHE
CTBOPOK M XOPJ KJIAIIaHOB), Pa3BUTHUS CEPACUHON HEAOCTAaTOYHOCTH, KaK C COXPAHEHHOM, TaK U
CO CHIDKCHHOW COKPATHTEIIbHOU CITOCOOHOCTHIO MHOKap/Ia.

@yHKIMS KIalaHOB, HECMOTPsSI Ha UX YTOJIIEHUE B pe3yibTare omioxeHus I'Al’, moxker
HEKOTOpOe BpeMsi He HapylaThcsi. B mocnemyromieM NOSBISETCS HIYMbI, XapaKTepHbIE IS
MUTPAIBbHOM  (CHCTOJIMYECKMI) M  aOpTaIbHOW  (JUACTOJIMYECKHI) HEJOCTaTOYHOCTH,
pa3BHUBalOIIMECS B Pe3yJIbTaTe€ HECOCTOSTENLHOCTU KJIalaHoB. B nanpHeleM yKopodeHue Xop/

n (1)1/161’.)03 JICBOI'0 aTPHUOBCHTPUKYJIAPHOI'O KOJIbLA MPUBOAAT K CTCHO3UPOBAHUIO MUTPAJIBHOT'O
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orBepcTus. HemoctaToyHOCTh TPUKYCHUJAIBHOTO M IMYJIbMOHAIBHOTO KiamaHa OOBIYHO
KIIMHUYECKHU HE JUArHOCTUPYIOTCS.

Kpome Toro, cepaeuHas HEIOCTaTOYHOCTb MOXKET Pa3BUBATHCS C MOPAKEHUEM IIPABBIX
OTJIETIOB CEep/IIIa, 110 TUITY XPOHUYECKOTO JIETOYHOTO Cep/Lla, B pe3ysbTarte 1edopMaiuu rpyJHoi
KJICTKH, IOPAXCHUS JIETKUX M3-3a oTiokeHus: [’ Al (5)kecTkue Jierkue).

bprouHasi moJiocTh.

[Ipu cunapome Mapoto-JIamu 1eueHb U CEIE3€HKA YBEIMYEHBI M3-3a HakomieHus: ['Al’
(remaTtocreHOMeranus). Y BeTU4YCeHHE TIeUeHU OOBIYHO HE MPUBONT K HAPYIICHUIO €€ (QYHKITUH.

[Tpu MIIC, xak mpaBWIO, )KUBOT YBEIMYECH B 00BEME 3a CUET TeMaTOCITICHOMETAIUUA U
CIIa00CTH TPSIMBIX MBIIII] )KUBOTA. TaKke 4acTO BO3HHMKAIOT COYETAHHBIE WM W30JTHPOBAHHBIC
IpbDKU (IIyNOYHAsl, MaXxoBas, MaXOBO-MOLIOHOYHON M cpelHed JMHHUM XUBOTa). PemieHue o
HE0OXOIMMOCTH OTIEPATUBHOTO JICYCHHUS OJDKHO MPUHUMATHCS COBMECTHO C JICYAIIUM BPAvyOM:
MOKa3aHUEM K CPOYHOM ONEpalu CIYKUT YIIEMIEHHUE TPHKEBOTO BHIMSTYMBAHUA.

HepBHas cucrema.

[Tpu MIIC VI unHTENNIEKT HE CTpagaeT — ACTH U MOJPOCTKH XOPOIIO U C YIOBOJIbCTBUEM
yuarcs. MHOTHMe ¢ OTIIMYMEM 3aKaHYMBaroT Koy u BY3.

IMpu TspKENBIX (GopMax MOTYT BO3HHUKATH HAPYIICHUS IUPKYJSAIUS CIHUHHOMO3TOBOMN
KHUAKOCTU. B 3TOM cilydae marueHThl )KalyloTcsl Ha TojioBHbIe 60si. Heo6xoauMa KOHCYIbTalus
Bpada-HeHpoxupypra Ui pEHmIeHUS BOIpoca O HEOOXOJUMOCTH OINEPATHBHOTO WM
MEIUKAMEHTO3HOT'O JICUEHHUS TAHHOTO OCJIOKHEHUS.

Ecnmu BO3HMKAOT TOMO3peHUs Ha THaponedanuio, TO HEOOXOIUMO IMPOBECTH
KoMIbIoTepHYI0 ToMorpaduto uiu MPT. OcmoTpa ria3Horo AHa OKyJIHCTOM HEAOCTATOUHO JUIS
MMOCTaHOBKH JIMarHo3a, T.K. ruaponedanus y aereit ¢ MIIC VI moxeT nporekars u 6€3 3aCTOMHBIX
W3MEHEHUN Ha IJIa3HOM JIHE.

OHUM U3 YaCThIX OCIIOKHEHUH SIBJISETCA CTEHO3 MO3BOHOYHOTO KaHaja.

OTO OmacHOe OCJIOKHEHHE, KOTOPOE MOYKET NMPUBECTH 3HAYUTEIBHBIM MOCIEACTBUSM, B
TOM JIBUTATEIIbHBIM HAPYIIEHUSM, IO9TOMY OY€Hb BAXKHO YTOOBI MAIMEHT HAOIIOAICS Y Bpaya-
HEBpoOJIOTa M OpTomeaa-xupypra. Pearrenorpadus meliHoro otaena mo3BoHounuka, MPT u KT
MOTYT [IOMOYb B BU3yaJIu3alMy 3TOT'O OCI0KHEHUS.

Kapnanbueiii  cuHapoM  (3amsiCTHBIM  CHHAPOM,  TYHHENIBHBI  CHHAPOM) —
pacnpoctpaHeHHas mpobneMa y nanueHToB ¢ MIIC. HepBbl mpoxoasT depes3 3amsicTbe MExXITy
3aICTHBIMM KOCTSIMU U CBSI3KaMH. YTOJIIIEHUE CBSI30K 3a cueT HakoruieHus ['Al’ oka3biBaet
JaBJICHUE Ha HEPBHI. [IposiBIeHHEM 3TOTO CHHIpOMA MOTYT OBITH O0JIb 1 OHEMEHHE MAaJIbIEB PYK

1 TPYAHOCTHU C 3aXBAaTOM MPEAMETOB, YTO 3aTPYAHACT KAKAOJHCBHYIO AKTHUBHOCTD IMALIUCHTOB.
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JInst MMarHOCTUKU H3MEPSIOT CKOPOCTh MPOBEACHHUS HEPBHOIO HMITyNIbCa B 00JAcTH
KUCTH. JTO MpOCTas Mpoleaypa, IO3BOJISIONIAsS YCTAaHOBUTh HAJIUYHE WJIM OTCYTCTBHUE
MIOBPEXKICHHS HEPBOB.

Hexotopsie HapylieHHs: HEPBHOW CHUCTEMbI (JBUTATEbHBIE PACCTPOMCTBA) SIBISIOTCS
BTOPUYHBIMU U B OOJIbIIIEH CTETIEHH CBSI3aHBI C TOPAXKEHHUEM CKeJleTa.

Opran 3penus.

Haxonnenue I'Al' mpoucXoauT BO MHOTHX TKaHSX, B TOM YHUCJE, B POrOBHUIIE, TO3TOMY
MOJKET HaOmoIaThCs ee moMyTHeHHe. OHUM U3 MPU3HAKOB M3MEHEHHS POTOBUIIBI  SIBJISIETCS
HEMEPEHOCUMOCTb SIPKOTO CBETA, TAK KaK ITOMYTHEHUE BBI3BIBAECT HENPABHIIBHOE MPEIOMIICHUE
cBera. B 3TOM cityyae MOTYyT OMOYb COJIHEUHBIE OYKU. ECiiM OMYTHEHHE POTOBULIBI TSKEIOE,
yXyIIIaeTcs 3peHue, OCOOCHHO MPHU TYCKJIOM CBETE.

Otnoxenne ['Al' B ceTyaTke MOXKET MPHUBECTH K TOTepe MEepUPEPUUECKOTO 3PEHHS U
HUKTAJIONUU («KypHHOHU clenoTey). PEOCHOK B 3TOM CUTyaIluu MyTaeTCs U OTKa3bIBATHCS XOAUTh
B TEMHOE BpeMs CyTOK. JKenarenbHO OCTaBISATh HOYHHMK BKJIIOYEHHBIM B CHAIbHE U KOPUAOPE.
HNHorpa MoryT BO3HUKATh MPOOJIEMBI CO 3pEHUEM, BBHI3BaHHBIC M3MEHEHUSIMU B CETYATKE TJia3a
WM TJIayKOMOUW (TIOBBIIIICHHBIM BHYTPUTJIA3HBIM JaBJICHUEM), MTOITOMY PETYISpPHBbIE OCMOTPHI
o TaTEMOJIOTa HEOOXO MBI

C mnoMomipl0 CHEUHABHBIX MCCIEIOBAHUNA CIELHUANINCT ONPEACNIUT, Hu3-3a 4Yero
YXYIIIaeTCs 3pEHUSL.

Opran cayxa.

[Ipu mykomonucaxapumo3ax TYrOyXOCTh MOXKET OBITb HEWpPOCEHCOpHas (CBs3aHHAs C
HapylUIeHHEM YYBCTBHUTEIbHBIX (BOJOCKOBBIX) KJIETOK B YJIMTKE), KOHIyKTUBHAs (CBsI3aHHAsS C
HapyIICHHEM 3BYKOMPOBOSIIUX IMyTe) WM CMEIIaHHas (KOMOWHAIMs JByX THIOB). [lpu
cuHapoMe Maporo-JIamMu TyroyxocTh 4aile HOCUT CMEIIAHHBIA XapaKTep U IPOrPECCUPYET C
BO3pacToM. PaznuyaroT 3 cTeneHu TyroyXxoCTu: JIErKYI0, YMEPEHHYIO U TshKenyto. B 3aBucumocTu
OT THUIIA U TSHKECTU MOPAXKEHUs CIIyXa IMPUMEHSIOT Pa3IMYHbIE METObl KOppeKInU. BaxkHO Kak
MOXKHO paHbBIIIE 3aMETUTh MPU3HAKH CHUKEHHS CIyXa, TaK Kak 0e3 KOPPEKIUU TYroyXOCTb
MOMEIIAeT HOPMaJbHOMY pa3BUTHIO M OOy4YeHUIO mNanueHToB. PakTopoM, yCyryOisionum
HapyIIeHHE CIyXa, ABISIOTCS YacTble HHPEKIIUU CPETHETO yXa (OTHTHI).

JleueHnne, Ha0I10/IeHHE M IIJIAHOBbIE 00C/I€0BAHMS.

Bpauyamu-skcnepramMmu U3 pa3HbIX CTPaH OBLIN CO3/IaHBI PEKOMEHIAINHY TT0 HAOIIOICHHUIO,
nuargocTuke u jieueHnro namnuearos ¢ MIIC VI turma.

Haba1oaenune, nJIaHoBbIe 00CJI€IOBAHUS M TECTHI.
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Jlis Toro, 4roObl OLIEHUBATh COCTOSIHUE MAIMEeHTa, YPPEKT MPOBOAUMON (epMEHTHOM
Tepanuy, (U3NOTEPANIUU, CYIIECTBYIOT pa3JIMYHbIE TEeCThl M IKaubl. (OYeHb BaXHO HE
OTKa3bIBaTbCAd OT IIPOBEACHUS STUX MCCIENOBaHUH, IMOTOMY YTO OHM IIOMOTarOT Bpayam
OOBEKTUBHO OIEHUTHh COCTOSIHHE NAalMeHTa, OOOCHOBAaTh JIEUEHHE, BBECTH HW3MEHEHHUS B
MpOTpaMMBbl peaOUIUTAIIUN U aOWIIUTAIIAH.

CambIM M3BECTHBIM SIBJsieTC 6 MHUHYTHBIH TecT X0Ap0bl. CyThb €ro odeHb mpocTas:
OLIEHUTh BBIHOCIMBOCTb ManueHTa. [lanuenTty npemiaralor  XoIuTh MO JJIMHHOMY KOPUAOPY B
TeueHne 6 MuHYT. OlLleHUBaeTCs KOJMYECTBO MpOiieHHBIX MeTpoB. Korma mnpoBoanin
KIMHUYECKHE UCNbITaHus mnpenapara s jedeHuss MIIC pasHbIX THIOB, HCClIeNOBaTENN
MPOBOJMJIM TaKOE€ TECTHPOBAHWE JO M TIOcie Hayana (EepMEHTHOH Tepanuu, CpaBHUBAIU
pe3yabTaThl TPYNIBI MAIMEHTOB, IMOJYYaBIIMX MpPENapaTr, C pe3ysbTaTaMh TeX, KTO TOIydal
wiane6o. VMeHHO TecT pAoKkaszai, 4YTo (EepMEHTHas 3aMeCTUTENbHas Tepamus yIIydllaeT
BBIHOCJIMBOCTD MAIIMEHTOB U WX JIBUTATEIbHYIO aKTHBHOCTbD.

JUiss TMarHOCTUKU 3a00J€BaHUsl JIETKUX M OpPOHXOB HEOOXOIMMO TMPOBECTH (YHKIIHUIO
BHewmHero Abixanus (PBJI). Ilpu nomomu OB/l onpenenstor, kakoil MakCUMaJIbHBII 00beEM
BO3/lyXa MOXET BJIOXHYTb MAI[MEHT, HACKOJBKO OBICTPO MPOMCXOJUT ra3000MeH. DTH TECThI
MOTYT BBISIBUTH 3a00JIEBaHUS JIETKUX, ONPEACTUTh CTENEHb HX IOPAKEHUS U OICHUTh
3¢ (PeKTUBHOCTh JI€YeHHs. TecTbl OOBIYHO BBIMOJHAIOTCS C HCHOJIb30BAaHUEM CHELHMAIbHOIO
o0opynoBaHusi — crnupoMeTpa. Bo Bpemsl HcClieJoOBaHUS HY)XHO MO KOMaHJE BIbIXaTh,
3aJIep)KUBATh BO3JYX, BbIIbIXaTh. McciienoBanue (QyHKIUMYU JETKUX HE MPEACTaBIIET OMacHOCTH
JUTSL 370POBBSI.

BeicnymmBanue (ayckynabpTalus) cepAlia JOJKHO OBbITh 00S3aTENbHBIM U PErYJISPHBIM
WCCIIEIOBAaHUEM JUTS TAIIMEHTOB C MYKOIIOJIMcaxapua03aMu. BaKHBIM METO10M U3ydeHus cepa
SIBJISIETCSL YABTpa3ByKoBoil — axokapauorpadus (3xo-KI'), ona 6e3onacHa, 6e3001e3HCHHA U
BbIcOKOMH(opMaTiBHa. COBpeMEHHBIE TPUOOPHI MO3BOJSAIOT MOIYYHTH OAHO-, JBYX- H
TPEXMEpPHOE M300pakeHUe cep/ila, ONpeesInTh CKOPOCTh KPOBOTOKA M TABJIIEHUE B PA3IUYHBIX
OTJeNax, ONpEeJeNUTh HalpaBiIeHUE M TypOYJIEHTHBIH Xapakrep KpoBoToka. 2Ix0-KI'
PEKOMEH/IYIOT MPOBOJUTH IO IOKa3aHUSAM, HO He pexke | pasa B roa. OTo HcCleIOBaHUE
HE00X01MMO, YTOOBI OOHAPYKUTH JIFOOBIE TPOOIEMBI C cepleM (YBETUYEHUE pa3MEpOB, HHACKC
MAacchl JIEBOTO JKETy/I0uKa, HapylIeHHe COKpaTUTeNbHON (yHKIMH ((pakius BEIOpoca), a TaKxKe
JMACTONINYECKON (DYyHKIIMM, OIEHKa CEepJCYHBIX KIIAMaHOB, IBM)KEHHE MEXIKETYI0UYKOBOU
TIEPETOPOIKH )

Kpowme Toro, u1st BbISIBICHUSI HApYIIEHUs] pUTMa U IIPOBOJAUMOCTH CepJlia HEOOXOIMMO

IIPOBOJUTH X0JTepoBCcKkoe MoHUTOpupoBanue JKI', He pexxe 1 pa3a B ro.
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Heobxomumo perynsapHo (ABa pa3a B TOf) IPOBOAUTH MPOBEPKY CIyXa, Ui TOTO YTOOBI
cpasy e HayaThb JECYCHHE, ECIIH MOTPeOyeTCs,  MAKCUMAJIbHO COXPAHUTh BO3MOYKHOCTD YUUTHCS
H 001IaThCS.

MaruuTHas pe3oHaHCHasi TOMOrpadus.

MPT mno3BOHOYHMKA JODKHA TIPOBOIUTCS €XKEroJHO, C OCOOCHHBIM (POKYyCOM Ha
00J1acTsIX, B KOTOPBIX MOXKET Pa3BHBATHCS KOMIIPECCHSI CIIMHHOTO MO3Ta: IICHHBIH, TPYIHOM,
TPYJIOTOSCHUYHBIN oTaenbl. [lanuenTs! ¢ cuaapomom MapoTto-Jlamu 10mkHBI HAOMOAATECST Y
Bpava HEBPOJIOTA U XHPYpra-opToreaa, YT00bl OHM MOTIH KOHTPOJIHMPOBATH COCTOSIHUE IIEHHOTO
OT/iela MO3BOHOYHMKA. Ba)KHO OLIEHUBATh PE3ysIbTaThl UCCIAEAOBAHUM B TUHAMUKE, I03TOMY BCE
CHUMKH CJIEAyeT XpaHUTh U MPEIOCTaBIATh BpauaM MpPHU Ka)KIOM CIEAYIOIIEM HCCIEeI0BAHHM.
Kommprorepayro ToOMOrpadguio MO3BOHOYHHMKA JIETSAM YacTO MPOBOIAT O] HAPKO30M, B TOM
4ucIe, nepe MIaHuPyEMbIM ONEPaTUBHBIM JIEUEHUEM.

Pentrenorpagus.

Pentren menHOro M rpyJONOSICHUYHOTO OTIEJIOB IMO3BOHOYHMKA B JABYX MPOEKIHUAX
CJIelyeT MPOBOAUTH Kaxabie 1-3 roma. ITo ucciaeaoBaHUE MPOBECTH TEXHUYECKHU IMPOIIE, YEM
MPT, kpome Toro, peHtrenorpadus gaet 0oibiie WHGOPMALIUKA O CTPOSHUHU TIO3BOHKOB, HO HE
MOKa3bIBAECT CTENEHD CAABJIEHUS CHUHHOTO MO3ra.

CumnromaTuyeckoe JieueHue.

OcHOBHast 1eJlb CHUMITOMAaTUYECKOTO JICYCHUSI — CKOPPEKTHPOBATH BBI3BAHHBIC
3a005IeBaHUEM U3MEHEHUSI.

CkeJsieT 1 ONOPHO-ABUTaTeIbHASI CUCTEMA KOCTHO-CYCTaBHAS CHCTEMA.

Baxxno HaiiTu OanmaHC MEXIy BO3MOXHOCTHIO >KUTh MaKCHMaJIbHO MOJIHOHM KHU3HBIO U
MUHUMU3ANHEH OCIOKHECHHM, CBSI3aHHBIX C OCOOCHHOCTSIMU CTPOCHUS CKeleTa manmueHToB. C
OJIHOM CTOPOHBI, HE CIIEAYET YPE3MEPHO OTPaHUUYMBATh U ONEKATh JI€TEH, HO HEKOTOPbIE BUbI
(hu3HUeCKOi aKTUBHOCTH, TaKHe, KaK KyBBIpKaHUE, CTOMKA Ha TOJIOBE U HBIPSIHUE JIOJIKHBI OBITh
MOJIHOCTHIO MCKIIIOUEHBI H3-3a HECTaOWJIBHOCTH IIeifHOro otnena. Paspemiatorcs Jierkue
MOJICKOKH, HO TAIIMEHT HE JOJDKEH CaMOCTOSTENIBHO MPBIraTh HA 00€ HOTH, IOTOMY YTO CHCTEMa
OTOpBl M KOOPJMHAIIMKM JBUKEHHH y Hero cinabo pas3BuTa. PonuTensM MIKOJBHUKOB HYKHO
00513aTeNTbHO COOOIIUTh YYUTETIO (PU3KYIBTYPBl 00 OCOOCHHOCTAX YUEHHUKA.

[Tattuentsl ¢ cuHapoMoM MapoTo-JlaMu TOJKHBI BECTH TIOJIBHXKHBIA 00pa3 KU3HU IS
noaaepkaHus GyHKIIMOHUPOBAHUS CYCTaBOB M YJIYUIIEHHUS OOIIEro COCTOSTHUS 30pOBhsi. Bpad-
(bU3MOTEPAIIeBT MOXKET TTOCOBETOBATH PA3INYHbIC KOMOMHAIINY €KETHEBHBIX YIIPOKHCHH.

WNuTtencuBHas Tepanus Uil yJIyUIIeHUs TOABUAKHOCTH CYyCTaBOB M TO3BOHOYHUKA, & TAKXKE

JUIS YKpPEIUIEHUs CIIMHHOM U OpIOIIHON MYCKYJIaTypbhl p€KOMEHI0BaHa BCeM narueHTaMm. UToOsl
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YMEHBIINTh MOCIEICTBUSI TUIEPIIOP03a, HEOOXOIUMO YKPEIUIATh TPYJHYI0 MYCKYyJIaTypy, Npu
3TOM IPOBOAUTH TEPAIHIO, HAIIPABJIEHHYIO HA Pa3BUTHE MTOSICHUYHO-KPECTIIOBOT 0 0TAENa. BaxHo
CJIEIUTh, YTOOBI MALMEHT HE NIepeHaNnpsraics U He yCTaBall Ype3MEpHO, I03TOMY PEKOMEHAYETCs
TIIATEFHO U3YYHTD €r0 (PU3NYECKOE COCTOSHUE M BBIPA00TATh MHANBUIYIbHBIE PEKOMEHIALINH.

Pekomennyercs 3aHMMaTbcsd — OMa, COYeTas AaKTHBHBIC M IIACCUBHBIC YIPa)KHEHUS.
KoM1uiekc 3aHATHIl TOJIKEH BKIIOYATh:

- YIpaKHEHUs Ha BBIpaOOTKY OCAaHKHU M 4yBCTBA PaBHOBECHUS;

- YIPaKHEHUS Ha PacTsHKEHUE;

- BOJHBIE NPOLEAYPHI U 3aHATHS CIIOPTOM B BOJE, OCOOEHHO AJISI MOXKMJIBIX NallMEHTOB.
Paccnabmstromunii Maccak U MOJABOJHBIN MaccaXk OKa3bIBalOT BEChbMa OJIaronpusiTHOE JIeHCTBHE.

OtpenpHOr0o BHUMaHUS TpeOyOT aAehopMHUpOBaHHBIE CTYNMHM U KUCTH. YTOOBI
MOJIEP’)KUBATh MOJBM)KHOCTb CTYNHEH, HEOOXOJMMO BBIIOJIHATH CIEUATbHBIE YIPAKHEHUS,
Jyd4llle BCEro JoMa WM BO Bpemsi Urp. s CHATHUS 4YpPE3MEPHOTO MBIIIEYHOI'O HAIpPSHKEHUS
HeoOXonuMa opToneauuyeckass oO0yBb, CTEIbKM M BKIQJBIINIHK, KOTOPbIE BBINOJHSIIOT
MOJICP’KUBAIONIYIO (DYHKITHIO, B HEKOTOPBIX CIIy4asx — OpTe3bl. BaHHOUKH, MaccaX HOT TakKe
HEO0XO/IUMBI.

BaxHO BBITIOMHATH YINpaKHEHHWS Ha PACTSDKKY MBI 3aJHEH MMOBEPXHOCTH Oeapa u
rojgeHu. s ynydileHUs MEIKOM MOTOPMKM KHCTEH PYK pPEKOMEHIOBAHA WHTEHCUBHAA
rUMHAcCTHKa 115 aJIbLIEB U JIAZOUIEK, €€ POIUTENIN MOTYT IPOBOAUTH JoMa. JIydilie BCEro BBECTH
HE00XO0/IMMbIe YIPAKHEHUS B ITOBCETHEBHBIE JJOMAIIIHUE PUTYyaJlbl, HAIPUMED, BO BpeMsl €/1bl 3a
ctojoM. Urpel ¢ yuactuem jaioHeH U nanblieB OYEHb 110 JTyIIe AETSAM, HO BO BpeMs yIPaXXHEHUH
Ha PacTsHKEHHE MOTYT MOSBHUTBHCS )Kajlo0bl Ha 00JIb M HENPUATHBIE CUMIITOMBL. B 3TOM cityuae
MIOMOTYT TEIUIbIe BAHHOYKH JUISl PYK, MOAYIICYKH C MPOTPETHIMH 3€pHAMH UM MXOM, TOP(HOM,
KOTOpBIE ALIMEHT JIEPKUT B PyKax BO BpeMs UIP.

[locie MHTEHCUBHBIX 3aHATUN JJIEKTPOTEpalus, Py4YHOM MAacCaK, BOJIHBIM MaccCax,
Tepanus Je4yeOHOW Tps3bl0, 3aHATUS HA BOJHBIX TPEHAXEpPax CHUMAIOT OO0Jb U NPUHOCAT
o0OneryeHue.

IIpu npoBeneHNM BceX aKTUBHBIX BUJOB TE€palMu cliefyeT oOpaiiars 0co0oe BHUMaHUE
Ha PUTM JIbIXaHUs U JaBaTh JOCTaTOUHOE KOJIMYECTBO IIEPEPHIBOB JUIsl OT/AbIXAa U BOCCTAHOBJICHUS
JIbIXaHMUSI.

Xupypruyeckoe Jie4eHue

Cy1iecTBYIOT pa3Iu4Hble MHEHUS O HEOOXOJIMMOCTH XUPYPrHUYE€CKOrO BMEIIATENIbCTBA.
Ho oneparnBHOE BMEIIATEIbCTBO — BCETa PUCK, U ITpHOEraTh K HEMy CJeIyeT TOJIbKO B clydae

HEOOXOJMMOCTH pEIIeHWE BCerja JOJDKHO NPUHHUMATBCS C YYacTUEM JOKTOPOB pa3HbIX

58



CHELUAJIbHOCTEN, B TOM 4YHUCJIE BpAYEH-XUPYPrOB, CHELUUATU3UPYIOLIMXCS Ha CIHUHAIBHON
xupypruu. Jlyurie npoBoanTk J100bIE ONIEpaTUBHBIE BMEIIATENBCTBA B IIIAHOBOM IOPSIIKE, TOT /1A
Bpayl MOTYT Jy4yll€ OL€HUTh COCTOSHHME MallM€HTa U IMOATOTOBUTHCSA K OMNEPALHMU C YUYETOM
0COOEHHOCTEW MaIMeHTa.

bonemas cnoxuocts mpu MIIC — mpoBenenne anecte3uu. HecTaOMIbHOCTH TICHHOTO
OTJIes1a T03BOHOYHUKA y nanueHToB ¢ MIIC yBennuuBaeT puck TpaBMaTHUECKOTO OBPEKACHHUS
NPy BEJACHUM AaHECTe3UWH, TaK KaK MHOTME AaHECTe3UOJIOTMYECKHE ITOCOOMSI CBSI3aHBI C
MaKCHUMaJbHBIM pa3rubanveM Imed. YacTo TYromoJABM)KHBI CYCTaBbl YENIOCTH M IIJIOXO
OTKPBIBACTCS POT, S3bIK U JAECHBI MOT'YT OBITh YBETUYECHBI.

B sTOM citydae Hy»)KHO IPUHATH CIIELUATBHBIE MEPHI MPEI0CTOPOKHOCTU. IHTyOUpOBaTh
mozaeit ¢ MIIC nonmxkeH onbITHBIN Bpad, UMEIOIINN oNpeiesIeHHbIe HaBbIKU. Eciin manuenT noman
B KpPUTHYECKOM COCTOSHUM B OOJBHHUIly, HEOOXOJMMO COOOLIUTH Bpauy-aHECTE3UOJIOTY-
pEaHnMaToNIory, 4TO BO3MOXKHBI NMpoOieMbl ¢ meell U UHTyOauuel. JlpIxaTrenbHble MyTH, Kak
MIPAaBUJIO, CYXEHbI, IMO3TOMY MOXET MOTpeOoBaThCs HHAOTpaxealbHas TpyOKa MEHbIIEro
nuameTpa. Cama ycTaHOBKA TaKOW TPYOKH — OUY€Hb TPYIHBIN IPOLiecC, BOZMOXHO, TOTpeOyeTcst
UCIOJIb30BaHNE THOKOT0 OPOHXOCKOMA.

HecrtaOunbHOCTh 1IEHHOTO OTAEAa MO3BOHOYHUKA KOPPEKTHPYETCS C IOMOIIBIO
omepanuu (weiHpld cnonauinone3). OcBoOOXKAaeTcs CHMHHOMO3TOBOW KaHall, TOTOM, C
MOMOIIIbI0 KOCTHBIX ()parMEHTOB WJIM HCKYCCTBEHHBIX MaTepHajoB (HopMHUpyeTcs oOropa,
00BbeIMHAIOIIAs Ba BEPXHUX [TO3BOHKA U OCHOBAHUE Yepera.

Opran ciyxa.

HefipocencopHass M KOHAYKTUBHasg TYTOyXOCTh B OOJBIIMHCTBE CIIy4aeB MOTYT
KOMIIEHCUPOBATHCS MOJIO0POM CIYXOBBIX aliaparoB (CIyXOBbIE UMILIAHTHI CPETHETO yXa).

CepaeuHo-cocyaucrasi cMCTeMA.

W3-3a pa3BuTus KIANaHHBIX JUCQYHKIUH HEPEIKO PEKOMEHJIOBaHA KOHCYJIbTAIIHS
KapAMOXHpYypra JUlsl pelIeHus BOpoca 0 Heo0X0JUMOCTH TPOTE3UPOBAHUS KJIATIAaHOB CEPALIA.

W3-3a yacTo pa3BUBAIOIIMXCS HApyIIEHHH pUTMa CTaBUTCSA BOIPOC 00 HMMILIAHTAIUH
KapauoBepTepa-aehudpuuiaTopa.

HNudexunu.

BaxxHo, 9TOOBI OCYIIECTBIISIICS XOPOIIHA YXOJT 32 3y0aMu, TaKk KaK pa3pylieHHbIE 3yObl
NPUYUHSIOT CUJIBHBIA JUCKOMGOPT U ABJSIOTCA ovaramu MHpexkunu. Heo6xomumo perynspHo
YUCTUTH 3YyOBbl, HUCIIOJI30BATh PAcTBOPHI Ui mojockaHus. Ho maxe mpu camoil TmiaTeslbHON
3a00Te 0 3y0ax, MOTYT pa3BMBAThCSl BOCHAIMTENbHBIE MPOLECCHl. Pa3paXUTenbHOCTD, IIaY U

0€ecIOKOMCTBO MHOIIa MOTYT ObITh €IMHCTBEHHBIMH CUMITOMaMu mpobiieM ¢ 3ybamu. Ilepen
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ONEPATUBHBIM JIEYEHHEM 3yOOB NAallME€HTaM, y KOTOPBIX YX€ JHarHOCTUPOBAHO IOpPaXKEHUE
KJIAIaHOB cep/iiia, He0OX0AuM MPO(UIAKTHUECKUH MTPHUEM aHTUOMOTHKOB J0 M MOCJE JICYCHHUS.
3TO BBI3BAHO TEM, YTO HEKOTOPbIE OAKTEPUH U3 POTOBOM M1OJIOCTU MOTYT IPOHUKHYTh B KPOBOTOK
Y BBI3BaTh MH()EKIMOHHBIN MPOIIECC Ha MOpaXeHHOM Kianane. Eciu HeoOxoaumo yaanenue 3y6a
[I0Jl aHecTe3HWel, 3TO JOJKHO OBITh CleNaHO B OOJNBHUIE, @ HE B CTOMAaTOJIOIMYECKOH
MOJIMKJIMHUKE, 0/ HAaOJIOJICHUEM ONBITHOI'O Bpaya-aHECTE3MOJIOTa-peaHrMaTojora U Bpava-
CTOMATOJIOTA.

Jleuenne OananmpHoro OPBUM y maunmentoB ¢ MIIC nyumie Takke NPOBOAUTH TOA
IPUCTAIBHBIM BHUMaHuMeM Bpada. Cregyer IOMHUT 00 OCOOEHHOCTAX IPUMEHEHMs
CTaHJApTHHIX MpEenaparoB y 3TOW Tpynmbl NManueHToB. Hampumep, Takue nekapcTBa, Kak
AHTUTMCTAaMUHHBIE MPENapaThl, MOTYT CYLIUTh CIU3UCTYIO, Jieflasi €€ TOHbILIE, IPOTUBOOTEYHBIE
UJIM COCYI0CYKHUBAOIINE CPEACTBA MOTYT ITOBBICUTH KPOBSIHOE IAaBJIEHUE U CY3UTh KPOBEHOCHBIE
cocyabl, yTo HexenatenbHo npu MIIC.

N3-3a ocobeHHOCTEH CTpOEHHs MO3BOHOYHMKA M TPYAHOM KIETKH, NalMeHTaM ¢
cUHIpOMOM MapoTo-JlamMu clloKHEe CIIpaBUTHCS ¢ MH(EKIHEH, eClIM OHa 3aTparuBaeT JETKHUe,
MI03TOMY BpauH Ja)ke MPH HE3HAYUTEIbHOM MH(PEKIMH MOTYT Ha3HAa4aTh aHTUOMOTHKH.

UroObl HOpMalIM30BaThb LUPKYJSALUIO BO3AyXa B JIETKMX, PEKOMEHIYeTCi W
Npo(pUIAKTUYECKH, U BO BpeMsi OOJE3HM MPOBOAUTH UIPbl C MBUIBHBIMU ITy3bIPSIMH, BaTOH,
COJIOMUHKAMH JJISi HalTUTKOB, OyMa)XHBIMHU IMMaKEeTaMH U JIPYTMMH NpEAMETaMHu (BO3IYIIHBIMU
nlapamMy, Msiyamu), TpeOyroIMMH aKTUBHOM paboThl AbIXaTeslbHOM cucTteMsbl. [lns nereit
nocTapie, Juisi HoJpOCTKOB MOKHO pa3paboTaTh yNPaXKHEHUs! AJIsl pacTSHKEHUS MBIIIL TPYIHOM
KJIETKH, YTOOBI POJUTEIN MOTJIM CAaMOCTOSITENIbHO 3aHUMAThCA C IEThbMH.

[laccuBHBIE ynpaskHEHUS 1)1 IPYAHON KIETKU IPUMEHSIOTCS Ul TALIUEHTOB C OCTPBIMU
MHQPEKIUAMH JIbIXaTelNbHbIX MyTEH WIM AJs MalUeHTOB, KOTOpPblE HE MOTYT CaMOCTOSATENBHO
JIBUTAThCS. YTIPaXHEHUs1 TOMOratoT 6oiee 3 dexkruBHOMY oTAeneHuto ciu3n. K HuM otHOCATCS
MOTATUBAaHUSA, PACTSKEHMsI, MOTPSIXUBAHUS, MaccaX U BUOpaLuu.

JAuerorepanus.

CnenuanbHasi aueTa HE CMOXET NpeAoTBpaTuTh HakorieHne ['Al', Tak Kak OHH
CUHTE3UPYIOTCS B KJIETKAX, @ HE NOCTyNatoT ¢ nuuiei. [loaToMy orpannueHus B 1ueTe naueHTam
¢ MIIC He HyXHBI, MalMUEHTHl JOJDKHBI IHUTAThCA B COOTBETCTBUM C BO3PACTHBIMU
MOTPEOHOCTSIMHU.

IlaTorenernyeckas Tepanus.

Hus MIIC tun VI pazpabotana cnernuaibHas (epMEHTHAs 3aMEeCTUTENbHas Teparmsl.

[lanueHTy exeHenenbHO BHYTPUBEHHO BBOJST HEIOCTAlOUMN (EpMEHT B CTaHJapTHOM
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7o3upoBKe. B camoll mponenype BHYTpUBEHHOTO BBEIEHHs (pepMEHTa HET HUYEro CIOXKHOIO, U
IIPH OTIPE/ICTIEHHOM HaBBIKE MH(Y3HIO MOKHO MTPOBOIUTH B JF000H OOJIBHHMIIE.

D¢ ekt oT TEepanuy BO MHOTOM 3aBUCUT OT TOr'0, KOrJa ObUI0 Hayato jgeueHue. Bmecte ¢
BpauyoM HEOOXOJMMO Iepesa HadalioM (epMEHTHOW 3aMeCTUTENHbHOW Tepamuu OOCYIHTH BCE
BO3MOJKHBIE PUCKH, TOOOUYHBIE 3(h(HEKTHI U INTaBHOE — OXKMJAHMs OT JieueHus. BakHO moHUMaTs,
YTO BBEJCHHE (epMEHTa HE TO3BOJMT BBUICYUTH 3a00JIeBaHUE, IIeNb TEPAlUU — 3aMeIJIUTh
nporpeccupoBanue 6oie3nu. Te aedopmainuu, KOTOphIE YK€ CHOPMHPOBAIMCH, Tepamus He
UCTPABUT, NH(Y3HMOHHAs TEpaIus He 3aMEHUT HEOOXOIMMbIE XUPYPrHUECKUEe BMEIIaTeIbCTBA.

B3pociaast sKu3Hb.

[Maumentam ¢ wMsarkod ¢Gopmoii 3a0oneBaHMs HEOOXOAMMO HAyYHUTHCS  OBITH
HE3aBHCUMBIMH OT cBoUX ceMel. [loapocTKy u B3pocioMy Henb3sl 3aMbIKaThesl B cebe. HykHbl
Jpy3bsi, OOIIEHNE U HAaBBIKK CaMOCTOSATEIBHOM KU3HU.

[Tockonpky manueHThl ¢ MATKOH (OpMOIl CHHApPOMAa MMEIOT HOPMAJIbHBIM HHTEIIEKT,
HE00XO0IMMO MPUJIOKHUTD BCE YCHIIUS, YTOOBI OHU MOJIYUHIIH XOpollee 00pa3oBaHUe.

I'ne B Poccun 3aHUMAal0TC TUATHOCTHKOI M JledeHnueM ?

B xax10M 13 pernoHoB ONpeneaeHbl MEIUIMHCKAE OPTaHN3alllK, B KOTOPBIX MallEHTHI
MOJIy4at0T U NATOT€HETUYECKOE JICUEHUE U MPOXOAAT BCE HEOOXOUMbIE UCCIIEJOBAHMUS.

¥Y3Hathb GoJbLue.

B mupe ectb MHOTO Opranu3anuii, KOTOpble MOTYT IIOMOYb BaM HaliTU OTBETHI Ha JIIOObIE
BOIIPOCHI, CBSI3aHHBIX C MYKOIOJIMCAXapHI03aMHU:

MesxayHapoHasi OpraHu3amys Mo MyKOIOJIUcaxapua03aM: Www. mpssociety.org

MexyHapoIHbIi TOpTAaJ [0 PeAKUM Oosie3HssM WWW.orpha.net

EBponeiickass opranuzanusi, OOBEIUHSIOMAS MAIMEHTOB C Pa3HbBIMU  PEAKUMHU
3aboseBanusmu EURORDIS www.eurordis.org

ITomHUTE, YTO aKTUBHAS MO3MLMS CAMUX NAIIUEHTOB — 3aJIOT YCIIEUIHOW U CYACTIMBOU
KU3HU!

Oo0mecTBennbie opranuzannu U gouast Poccun.

MIIC VI tuma  BXOAWT B TiepedeHb Op(daHHBIX 3a00JEBaHUM, JIEYCHHUE KOTOPBIX
IIPOBOJUTCS 3a CUET CPEICTB rocyaapcra. IloMoup manueHTaM NOJy4YUTh JIEUEHUE, TIOBBICUTD
MH()OPMHUPOBAHHOCTh OOIIECTBA O PEOKUX OOJE3HAX, a TakkKe JOOMBAThCS IPOJIBUKECHUS
3aKOHOJATENbHbIX HMHHULMATHB B 0OONacTH oOp¢aHHBIX 3a00JE€BaHUH MOTYT OOIIECTBEHHBIE
opranusanuu. B cetu HHTEpHET Bbl CMOXKETE HAUTU UHPOPMAIIHIO O HECKOJIBKMX OOIIECTBEHHBIX
OpraHMU3alusaX, KOTOPbIE IOMOTAIOT CEMBSIM C MYKOIIOJIMCaxapuJ03aMH.

IHToMombL ceMbH.
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He 3a0pIBaliTe — 3HaYMTEIbHAS YaCTh yCIeXa 3aBUCHUT OT ceMbH. Hy)KHO coOI01aTh BCe
peKOMeHI[aI_[I/II/I, HHU HpI/I KaKux YCJIOBI/ISIX HC TepHTB HaI[C)KHy nu CaMOMy CTaThb BKCHCpTOM B
3a0oseBanny. WImuTe ¥ 4MTalTe OTCUSCTBEHHBIC M 3apyOE)KHBIC CTATbU W PEKOMEHJIAIUH,
oOrmraiiTech ¢ ceMbsiMHU, (OHIIAMH, OOIIECTBEHHBIMA OPTraHU3AlUSIMH, HE CTCCHIMTECh 33J]aBaTh
BOIIPOCBI. JTO OYECHb BAXKHO, OCOOCHHO celdvac, Korja WH(pOpMAIs W HaydHbIC JIaHHBIC
CTpeMI/ITeHbHO O6HOBJI$IIOTC$I, HaKaIJINBAKOTCA IAHHBIC Me)K[[}IHapO,Z[HOFO OIIbITa B OGH&CTI/I
JICUCHHMS, TUCTIaHCEPHOTO HaOmoeHus, peadbunurtanun. M gaxxe eciau Bel HE moOeauTe 00JIe3Hb
IIOJIHOCTBIO, UBMCHHUTH )KHU3Hb K nqueMy, caciiaThb pOHHOFO BaM 4YCJIOBCKA CHACTJIMBBIM B BalllIUX

cuiax!
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IIpunoxenue I'l-I'N. HIkanbl oneHKH, BONPOCHUKH U APyrue OLeHOYHbIe

HHCTPYMECHTDLI COCTOSIHUA NMAllMCHTA, IPUBCACHHBLIC B KIIMHUYCCKUX

PEKOMEHIANUAX

Hpuiaoxkenue I'l. Knaccupukanusa MyKonoJmcaxapuao3os

MIIC | Iloarun Cunnpom I'en ®epmentHbiid gepexr | Jlokye | OMIM
MIICTH I'ypnep 607014
MIIC 1 ebunut anpda-L-
I IDUA Alet ¢ 4p16.3 | 607015
H/S I'ypnep-1lieiie WY POHH/IA3bI
MIICIS [etie 607016
Hedbunut nayponar-2-
I MIIC 1T XanHTepa IDS Xqg28 | 309900
cynbdarassl
MIIC
Hedunut renapan-N- 252900
1A SGSH 17925.3
cysbdarassl
Hedurnut N-anerui-o-
D-rimoko3aMiHHIa3bI
MIIC I11B NAGLU 17q21.2 | 252920
Hedumnut N-anerui-o-
Il Candununmno [JIFOKO3aMUHUAA3BI
Hedunut renapad-o-
MIIC IIIC HGSNAT rJIr0Ko3aMuHU N- 8pl1l1l.21| 252930
areTmiITpanchepasbl
ebhunur N-
MIIC fled
1D GNS | anermirmokozamun-6- | 12914 | 252940
cynbdarassl
MIIC Hedumnur
IVA GALNS raJlakTo3aMHuH-6- 16q24/3 | 253000
v Mopxkuo Cynb(aTas3sl
MIIC Hedunur B-
GLB1 3p21.33 | 253010
IVB TAJIAKTO3Ua3bI
VI | MIIC VI Maporo-Jlamun ARSB Hedurut N- 5q14.1 | 253200
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aleTUITalaKTO3aMUH-4-
cyibdarassl
Hedumur -
VIl |MIIC VII Crnas GUSB 70921.11 | 253220
TJIFOKYPOHH1a3bl
MIIC IX | HemocraTouHOCTH Hedunut
IX HYAL1 3p21.31 | 601492
TUATypPOHHIA3bI THAITypOHUAA3BI
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IIpuno:xkenue I'2. BoipaskeHHOCTh KIMHMYecKuX nposiBjeHuit MIIC VI B

Pa3HoOM BO3pacTe

Cucrema CuMnoToMm Tetn [TompocTku/
B3pOCIIBIC
CepneuHo- Kapanomuonarus + +
cocyaucTas VYronmenue CTBOPOK it et
KJIAllaHOB
HHC IlepBuKasbHasi MUEIONIATHS + +
[InmeBapurensHas I'enarocruieHoMeranus + +4
cucrema
Opran cityxa Tyroyxoctb ++ ++
PCHI/IIII/IEBI/IpyIOHII/II/I ++ +4
CPEIHUM OTUT
Opras 3penust [loMyTHEHHE POTOBHIIBI ++ ++
['maykoma + +
CkenerHo- HecTtaOunpHOCTh  aTimaHToO-
MBIIIIEYHAs OKIUIMUTAIILHOTO + +
COUJICHEHUS
TyHHENbHBIA KapHaabHBIN t +t
CHUHJPOM
['pyOble 4epThl JIuIa +++ ++
Jucmnazus ThC ++ ++
MHOKECTBEHHBII TU30CTO3 + +
I'pbixu +++ ++
KoHTpakTypsl CycTaBoB +++ +++
Kudos ++ +
Makpouedanus +++ ++
JprxarenpHas OOCTpYKTHBHOE aIllHO® BO . it
CHE
PectpukruBHOE + +
3a00JIeBaHUE JIETKUX
O6ctpykiust BEPXHHX it et
JIbIXaTEIbHBIX YT
Cnenunanb- Jepmaran cynbgar B Mode ™ ™
Hble J1a0OpaTOpHBIC
TECThI Apwicynbdaraza B LU LU
O6mme 'AI' B Moue " "
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Ipuno:xenue I'3. HacTtora nposeaenus oociaenosanus y nanuentos ¢ MIIC VI

THIIA

Hccnenosanusa

IlepBonauais
Has OLIEHKA

Kaxnrie
3 Mec

Kaxnapre
6 mec

Kaxnrre
12 mec

OnuH pa3
B 2 roma

IIpuem Bpaya-reHeTHKAa

X

X

IoaTrBep:kaeHue
AUArHO3a

AHaMHe3 00J1e3HH

Kiaununuyeckuii ocMoTp
Bpaya-TepaneBTa

IS

Pocr, Bec, OKpyKHOCTb
r'0JIOBBI

BrerHOCTHMBOCTH!

Ocmotp Bpaua-
HeBpo.JI0ra

I

OcMoTp Bpaua-
Helpoxupypra

ITo
[MOKA3aHUSIM

Komnerorepnas
tomorpadus uia MPT
TOJIOBHOT'O MO3Ta

X

DnekTposHIedamorpaMmma

Crumynsiunonnas DHMI

lte

olte

OcMmoTp Bpaua-
OTOPHHOJIAPUHI0JIOTA

>

OcmoTtp Bpaua-
Cyp/10J10ra

ToHanbpHas ayIMOMETPHUSI

Ocmotp Bpaua-
ojTabM0JI0ra

OI_ICHKa OCTPOTHI 3pCHUA

OdranpMockomnus

HccnenoBanue POroOBUIIbI

A A KA X

A A KA X

OcMmoTp Bpaua-
NMYJbMOHO0JIOTA

Io
ITOKa3aHUsAM

Onpenenenue GyHKIUN
BHCIIHECTO AbIXaHUA

(@BJI)

X

KapanopecnuparopHusii
MOHHMTOPHUHT

s

OcMoTp Bpaua-
KApAHO0JIOra

DJIeKTpOoKaparorpaMmma

Oxokapauorpadust

OcmoTp Bpaua-oprTomnena

Pentrenorpadum ckenera

V3U opranoB OprouIHoi
HOJIOCTH

AR AR | A

ST

OcMmoTp Bpaua-
(¢usuorepanesra

ITo
[MOKA3aHUSIM
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IIpuem Bpaya no Ilo

JieyeOHOH QuU3KYIbTYpE [IOKA3aHUAM
OcMoTp Bpaua- ITo
CTOMATOJIOra NOKa3aHUsIM
JlabopaTopHbie
HCCJICI0BAHUA
Omnpenenenue 'AT° X X

buoxumuueckuii ananus
KpOBH (Ompe/esieHne

aktusHoctu AJIT, ACT,
YPOBHSI CBOOOTHOTO U

CBSI3aHHOTO OMIMpPYyOHHA B X X

KpPOBH, YPOBHS

XOJIECTEpHHA B KPOBH,

YPOBHS TPUTJIULIEPUIOB B

KpOBH)

1-JInst meteit crapiie 3 NeT; pacCTOSIHHUE, MPOIeHHOE 32 6 MUHYT (IIPEINOYTUTENbHBIM
SIBJISIETCS] TOT K€ MIPOMEXKYTOK BPEMEHH, UTO U B MPEABIAYIIUX TECTaX 3TOrO MalMEeHTA); YHCIIO
CTYINEHEeH, IPONUIEHHBIX BBEpX 3a 3 MUHYThI. O1leHuBaroTCs nokazarenu catypauun SpO2, Y/ /1,

UCC no u nocine Harpys3KH.
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Ipuno:xenue I'4. Tect 6 MunyTHol X0A6061 (6MWT)
HasBanue Ha pycCKOM s3bIKE: T€CT 6-MUHYTHOU XObObI
OpwurunanbHoe Ha3zBaHue (eciu ecth): The six minute walking test (6MWT)
Hcrounuk (opuuansHbIil cailT pa3paboTunKoB, MyOMKamnus ¢ Baaumaueii): Laboratories, A. T.
S.C.0.P.S. 1. C. P. F. (2002). "ATS statement: guidelines for the six-minute walk test." Am J
Respir Crit Care Med 166(1): 111-117.
Tun (moauepKkHyTH):
IIKaJIa OLIEHKH
WHJIEKC
BOIIPOCHUK
roe
Hasnauenue: onpezeneHue BHIHOCIUBOCTH MAILIIEHTOB C LIETBI0 OLEHKU 3PHEKTUBHOCTH TEpATUU
Coneprxanue (1adioH): B Tecte oneHMBaeTCs TUCTaHIUS B METPAX, MPOIICHHAS TAIMCHTOM 32
6 MUHYT 0€3 BBIHYKJICHHBIX OCTAaHOBOK.
Kirou (MHTEpIIpeTanus): MpoBOIUTCS CPAaBHEHHUE C Pe3yIbTaTaMH TeCTa, IPOBEACHHOTO paHee (10
Hayaja Tepanuu, Ha (oHe Teparnuu u TA)
6MWT — tect 6-MuHyTHOI# X0a60b1 (6 Minutes walking test, GMWT)
Cnenyer TMOMHMUTh, 4YTO s JAHHOTO TeCTa MMEIOTCS  CIeIylolue  abCONIOTHBIE
MIPOTHBOIIOKA3aHMsI: HECTAOMIIbHAS CTEHOKAPIUS HANPSHKEHUS M MH(PAPKT MHOKap/ia, TaBHOCTHIO
1o 1 mecsana. OTHOCUTENBHBIMU TIPOTHUBOMOKa3aHUAMHU sBIsIFOTCs: YCC Bhime 120/MuH B TOKOE,
cucronmnueckoe AJ[ >180 mm.pr.ct. u mmacrommyeckoe AJ[> 100 mm.pr.ct. CrabuibpHas
CTCHOKapAUs He SIBISIETCs a0COMOTHBIM MTPOTHUBOIIOKA3aHUEM TSl TPOBEICHUS TECTA, OJIHAKO €T0
CIIelyeT TMPOBOAMUTH C OCTOPOKHOCTHIO, HA ()OHE MpHEeMa aHTHAHTMHAJIBHBIX TpPEnapaToB IO
MOKa3aHHUSM.
Ecnu nmanueHT HaxoguTCs Ha IOCTOSSHHOM KHCJIIOPOJHOM IOJJIEPKKE, CKOPOCTh IOJA4H
KHCITIOpO/ia IIPH MPOBEJIEHUH TECTa JOHKHA COXPaHATHCS B COOTBETCTBUU C MPEANMCAHUEM Bpaya,
HA3HAYMBIIETO U KOHTPOJIUPYIOLIETO TEPATHIO.
[IpoBenenme Tecta HEOOXOAMMO HEMEATIEHHO MPEKPATUTD B CIy4ae MOSBICHUS:

1) Bomnu B rpynu;

2) HenepeHocuMOi#t OJBITIKH;
3) Kpammnu B Horax;
4) Pe3koit HeyCTOHYMBOCTH M TIOIIATHIBAHUS MTPU XOIH0€;
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5) Upe3aMepHOTo MOTOOT/ICIICHHUS,
6) Pe3koro u3mMeHeHus IBETa KOXKHBIX IIOKPOBOB (OJIETHOCTH).

6MWT mnpoBoauTCS B TMOMELIEHUWH, XOPOIIO 3HAKOMOM MAlUEHTY, MUMEIOLIEM JTOCTaTOYHO
JUIMHHBIA KOPUJOp C TBEPABIM MOKPBITHEM. [[IMHA MPOXOAMMOro IyTH JOJIKHA COCTABIIATH HE
MeHee 30 MEeTpOoB ¢ pa3MEeTKOM KaxIble 3 MeTpa, a TaK:Ke TOYKaMU TTIOBOPOTOB/Pa3BOPOTOB.
[TanieHT mosy4aetT UHCTPYKIHIO O HEOOXOAMMOCTH UATH C MAKCHMAIHFHO BO3MOKHOM CKOPOCTHIO
(HO He O6exaTpb) B TeUeHUE 6 MUHYT.

B Tecte oneHuBaeTcs AWCTaHIMSA B METpax, NPOWJEHHAs MalMeHTOM 3a 6 MHHYT 0e3

BBIHYKACHHBIX OCTAHOBOK.

69



IIpuno:xkenue I'S. 3a60p OmomaTepuasia 11t AMATHOCTHKH B MSAATHAX KPOBH

KpOBB C06I/IpaeTCH Ha CTaHAAPTHYIO
(Ne903),

IMPUMCHSCTCA JIIA

KapTOUYKY-(pHUIbTP KOoTopas
CKpPUHHHTA
HOBOPOXICHHBIX B Poccuiickon ®Penepannu
WIM AHAJIOTUYHYIO Ui TOJIYYEHHsS CyXOro
nsaTHa KpoBH. KpoBb MOXeT ObITh, Kak
KaluigpHas (U3 mManblia, MATKH), TaKk |
BEHO3Has. BeHo3Has KpoBb coOupaercs B
npoOHpKY, aKKypaTHO I[epeMelInBaeTcs u
3aTeM  OBICTPO C  TOMOIIbI  MHUNETKU
HaHOCHUTCS Ha pribTp 10 25-50 MKJI KpOBH Ha
Ka)XJIyI0 BBIIETICHHYI0 obnactb. Heo6xoanmo
XOpOILLIO MPOMUTATh BBIACICHHYIO 00JIacTh Ha
¢mnetpe  (puc. 1).  IlpeamoututenbHO
cobupath 00pasiibl mocie easl yepe3 40 MUHyT
- 1 yac. BO3MOXHO Takke OCYIIECTBUTH 3a00p
KPOBHU M HATOIIAK.

Ha xaptouke-dpunbTpe 00s3aTeNbHO
JOJDKHBI OBITh YeTKo yka3zanel ®UO, xeM u
OTKY/Ia HallpaBJIEeH MAI[UEHT, 1aTa POKICHUS U
TenedoH Jieyaniero Bpada (pUCyHOK 2).

OOpazerr  cyxoro msTHA  KpPOBHU
BKJIQ/IBIBACTCS B YUCTBI KOHBEPT, JHOO B
yucTeiid (aity. Kaprouka-puiabTp He A0KHA
COIIPUKACAThCS C TPSI3HON MOBEPXHOCTHIO U C
oOpa3namu Jpyrux nanueHToB. HeoOxomumo
NPUJIOKHUTh K oOpaszniaM HH()OpPMUPOBAHHBIE
coriacus TalMeHTa WIM €ero 3aKOHHBIX
IIPEACTaBUTENICH Ha [IPOBEJICHHUE

71a00paTOPHBIX UCCIEOBAHUN
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1 vV ! V7 \ !/ v ! \\
\ ] \ ] \ J \ ] \ I
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6 0010608
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Pucynok 2. O0pazen kapTouku-(puiIbTpa
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AJITOPUTM JieiicTBHII MeIUIMHCKOTO MEePCOHAJIA NPHU B3SITUN 00Pa310B KPOBH

®  BBIMBITh PYKU (TUTHEHUYECKUN YPOBEHB), HAJIETh MTEPUYATKH;

®  BBIMBITH PYKH MalyeHTa (IATKy peOeHKa B cIydae, eclid KpOBb OepeTcs U3 MATKH);

e  TpoTepeTh 00IaCTh MPOKAIBIBAHUS CTEPHIILHON caneTkor, cMoueHHoU 70% criupTom,
MIPOMOKHYTH CYXOH CTEpHIIBHOM caneTKOH; - MPOKOJIOTh CTEPHIIBHBIM OJJHOPA30BBIM
cKapu(UKaTOPOM;

®  CHSTbH NIEPBYIO KAIUTIO KPOBH CTEPUIIBHBIM CYXHUM TaMIIOHOM;

®  MSTKO HaJAaBUTh YIS OTYUYCHUST BTOPOU KaIuId KPOBH;

®  [IPUJIOXKHUTbH MEPIEHAUKYISAPHO TeCT-0JaHK K KaIlle KPOBH U IPONUTATh €r0 KPOBBIO HACKBO3b;

®  aHAJOTMYHBIM 00pPa30M HAHECTH Ha TECT-OJaHK 6-8 Kamelb, BU MSATEH KPOBH JOJDKEH OBITh
OJINHAKOBBIM C 00EUX CTOPOH.

®  BBICYIIUTH TECT-OJaHK B TOPH30HTAIBHOM MOJI0KEHHH Ha YUCTON 00€3)KUPEHHON TTOBEPXHOCTH
He MeHee 4 4 6e3 MPUMEHEHHS TETIOBOI 00pabOTKH | MOMaJaHHs MPSIMBIX COJTHEYHBIX JIy4eH;

®  YIaKoBaTh TECT-OJaHKU B YHCTHII KOHBEPT TaKMM 00pa3oM, YTOOBI MATHA KPOBH HE

COITpHUKACaInuCh.

Oco6ennocTu npu MH(QY3NOHHOH Tepanuu

HekoTopsie maueHTs MOTYT HOJdy4YaTh HHPY3HOHHYIO TEpaIuio, MepeiiBaHie KOMIIOHEHTOB
KpPOBH, YTO MOXKET OKa3aTh BJIMSHHE Ha pe3yJbTaThl TecToB. Hampumep, npu nepenuBaHUU IJ1a3Mbl
KPOBH MOTYT OBITh MOJIYYEHBI JOKHOOTPUIIATEIbHBIEC PE3YNIbTAThl, TAK KaK ompeenseMbie (pepMeHThI
HAXOJATCS B TJIa3Me M B KJIETKaX KpOoBH. PEeKOMEHyeTcst OCylIecTBUTh 3a00p KPOBH Ui (hepMEeHTHOH
u IHK-nuarnoctrku He 9 panee yem uepes 6-7 IHEH mocie nepeauBaHus I1a3Mbl KpoBH U uepes3 7-10
JTHEH 1ocie nepeauBaHus KOMIOHEHTOB KPOBU

He nomyckaercs 3a60p kpoBu

e  Cpa3y moclie MPOBeICHHs MAIUEeHTY WH(Y3UOHHOU Teparuu;

® (Cpa3y NocCJjC 3aMCHHOTO IIEPCIIMBAaHUA KPOBU.

XpaHeHUe U TPAHCIOPTUPOBKA HMoMaTepuasia
OO0pa3ipl BRICYIICHHBIX MSTEH KPOBH MOXKHO XPaHUTh B OOBIYHON Kamepe XOJIOIMIBHUKA TIPH
+40C no ornpaBku. Cpok XpaHEHHMs O MOMEHTa OTMPABKH HE JOJKEH MpeBbINIaTh 7 aHe. Eciu
XpaHUTh J0JbIIE U TpH 0oJiee BEICOKON TeMmIepaType, TO aKTUBHOCTh ()epMEHTA JIaXKe B HOPME MOXKET

CHHIKATBHCS, UTO IIPUBCACT K JIOKHOIIOJIOKHUTCIIbHBIM PE3YyJIbTATaM.
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