Knunnueckue PECKOMEHAAINU

Myxkonosucaxapuao3 tum |V

Komupoanue no MexayHapoaHoi
CTaTUCTUYECKOHN KIacCU(PUKAIIUN
Oone3Heil u mpoOyieM, CBA3aHHBIX CO
3noposbem: E76.2

Bospacrnas rpynna:  Jletu/B3pocibie
Ton yrBepxaenus:  202_
Pa3paboTunk KIMHUYECKONW PEKOMEHIAIUH:

e Cor3 nexnarpos Poccnn

L4 ACCOHI/IaIII/IH MCAUIIMHCKUX 'CHETUKOB



OrJaBjieHue

(@) ) 221231 (5) 1 (S TP UPRRPPP 1
(03112 (610} V0 oL 110532 11 CHUT O O TP PP R UUPRPPPPN 3
TEPMUIHBI H OTIPEIICIICHIS. ... evveteenteestesieesueassesseesbeessesseesbeessesseeabeenseaseesbe e b e esee ke enbeaseesbeenbeanneabeebe e 4
1. Kparkas uaopmanus o 3a00JIEBaHUIO WM COCTOSHUIO (Tpymiie 3a00I€BaHUA WIIH COCTOSIHHIA)
........................................................................................................................................................... 5
1.1 Onpenenenue 3a00aeBaHUS WA COCTOSTHUS (TPYNIBI 32a00JIEBAHUN WIIA COCTOSTHUH)............. 5

1.4 OcoOeHHOCTH KOAMPOBaHUS 3a00JieBaHUsI WJIM COCTOSHUS (Ipymnbl 3a00J€BaHUNA WIU
COCTOSIHMI) 1O MeXayHapoAHOW CTATUCTHUYECKON Kiaccupukanud OoOJIe3HEH H TpolIieM,
(01220 103 QoA 71 0] 10): 1 TP 6
1.5 Knaccuduxanus 3a001eBaHus WM COCTOSHUS (TPYIIITBI 3200J€BAHUN HIIM COCTOSTHUM). ........ 6
1.6 Kiinnnueckas kapTuHa 3a00J1€BaHMs WIM COCTOSHUSA (TPyMIIbl 3a00J1€BaHUM WIIM COCTOSHUI )6
2. JluarHocTuKa 3a00J€BaHUS WM COCTOSHUS (Ipynmbl 3a00i€BaHUMl WM COCTOSIHMIA),

MEMIIMHCKUE MTOKAa3aHMsl U TPOTUBOIOKA3aHUS K IPUMEHEHHUIO METOIOB JIUATHOCTHK . ............. 10
PRI (G0 (0103 S 005 =15 7:0.Y 0 & (<ic JATRTTTRTE 11
2.2 OUBUKATEHOE OOCIIEIOBAHIIE ...vvvvvssseesseresstnanssssesssessssnnnsssessessssssnntsseessesssssnttreesseesssmnn e 11
2.3 JlabopaTOopHbIE TUATHOCTUUCCKUAEC UCCTCTOBAHMS ...vvvervvreeireeesreestreesssseesasreessneessneesnsneesnns 12
2.4 IHCTpYMEHTAIBHBIC JUATHOCTHUCCKUE MCCITEIOBAHUS . v.vvvervieseesteeteaneesiessieasessnesseessessnessens 15
2.5 VHble TUATHOCTUYECKUE MCCIIEMOBAHIIN 1uvvvuunsseeesierrsrsessssesssessssasnsssssssssssssssssseessssssssinssseesses 20

3. HequI/Ie, BKJIFOYasd MCAWKAMCHTO3HYIO W HEMCAUKAMCHTO3HYIO TCEpalnu, AUCTOTCpAIIrRO,
O6€36OJIHB3HH€, MCIUIHUHCKHUC IMOKA3aHUA WU IMPOTHUBOIIOKA3aHWA K MPUMCHCHUIO MCTOAOB JICHCHUA

......................................................................................................................................................... 21
3.1 TTATOTEHETHUECKOE JIEUECHIIE ...vvvvvvurrrsrssssssssssssssssssssssssssssssssssssssssssssssssssssssssssssssssssssssssssnsssssnnes 21
3. 2 CHUMIITOMATHYECKOE JIEUEHIIE .....eceiiivrrrreereesessiiisssrssesssessssiessrsresssessssissssssssssssessssissrssesssessssins 23
3. 3 XUPYPTHUCCKOE JIETCHIIE ... .veeuverererteassesseesseasseassesseeseassesseesseassesseesseasseaseenseansesseensessneaseenneens 25

4, MGI[I/II_[I/IHCKEIH pea6I/IJ'II/ITaI_II/I$[ U CaHATOPHO-KYPOPTHOC JICUCHUC, MCIAUIMHCKUC IIOKa3aHHUA U
IMPOTHUBOIIOKA3aHUA K MPHUMCHCHUIO MCETOJ0B MC)II/IIII/IHCKOI\/JI pea6I/IJ'II/ITaHI/II/I, B TOM YHCIIC

OCHOBAHHBIX HA UCMOJIb30BAHUH MPUPOTHBIX JIEUEOHBIX PAKTOPOB....cvviveerririrerieerisieesreesresinenieas 29
5. IlpodunakTrka u TUCIIAHCEPHOE HAOIIOCHUE, MEUITMHCKIE TTOKA3aHUs U MMPOTHBOTIOKA3aHUS K
MPUMEHEHHIO METOIOB MPOMIIIAKTHKH ....vevvveeriasetsteesteassesieessesssssseessesssesieessessnsssessneenesseesreenesns 30
5.2 lucnanceproe HabmoaeHue manueHToB ¢ MIIC 1V ..o, 30

6. OpraHu3anus METULTTHCKOM TIOMOLIIH .....o.vvetiieriitietieseesteessesssesieesne s sbeesne e sneesnessnssseesnessne e 38
6.1 IlokazaHus 175 TOCOUTAIU3ALNN B MEAUIIMHCKYIO OPTAHUBAIMEIO: ...vvveereeereenreesneennneenenennnes 38
6.1.1 IToka3zaHUS IJIS TNTAHOBOM TOCITHUTAITHBAII ... . ..eeevvvvvtiseeeseseesbsaasseessssssssssansseeesssssssssannses 38
6.1.2 Tloka3zaHust 17151 SKCTPEHHOMN TOCTTUTATMBAIIH . ... veeereveeeereeesureesssreesssseessnsesssssessnsneesnsnessnsns 38
6.2 [Toka3aHMs K BBIIMCKE MAIIUEHTA M3 CTALIMOHAPA ...veevvevririerissresieesiesssesseesresssesieessessssssessnens 39

7. HononHuTenbHast uHGopmaius (B TOM 4uciie GaKTOPbI, BIUSIOMIAE HA HCXO/) «vvvveerererrreenensns 39
Kputepun olleHKH Ka4eCTBA METULITHCKOM TIOMOIIIH .....c.vvinvieviasresieesreesne s sie e sre e 41
CIIHCOK JTUTEPATYPDBI 1.uveervveesreesueeanseesseeasseessseassesasseaseeasseasseeasseesseessse e seeasseenmeeanneeaneeanneennneanneenneeas 42
[Tpunoxenne Al. CocrtaB paboueil rpymmel Mo pa3paboTKe W TMEPECMOTPY KIMHMUYECKUX
LSO (53 91 7111 12 SR PRSP OUPR PP 49
[Tpunoxenue A2. MeToao0rust pa3padOTKU KIMHUYECKUX PEKOMEHIAIMH] ...vvvvvveenriiieciiieneees 54

[Tpunoxenue A3. CripaBoYHBIE MaTe€pHasbl, BKIIOYAasi COOTBETCTBUE MOKA3aHUI K MPUMEHEHUIO U
MIPOTUBOMNOKAa3aHUH, CIIOCOOOB MPUMEHEHHS W 1103 JICKAPCTBEHHBIX MpENapaTtoB, MHCTPYKIUU TIO

MPUMEHEHHIO JICKAPCTBEHHOTO TTPETIAPATA. ... ..vsvevvesteesteassesseesseassessseseassesseesseassesseesseessesssesseensenses 58
[Tpunoxenne A3.1 Knaccuukaus MyKOTTOIUCAXAPHIIOB0B. ..c..viveerearrerieesiearisiessseeseseesiessseanns 60
[Tpunoxxenne A3.2 OcoO€HHOCTH KJIMHUYECKUX MPOSBIEHUN B 3aBUCHMOCTH OT Bo3pacTa jaelroTa
IMITC TV e bbbt b et b bbb 62
[Tpunoxenne A3.3 Yacrorta npoBeaenus oocnenoBanus y nanuesTos ¢ MIIC IV tuma ............. 64
[Tpunoxenue A3.4 3a6op OnomaTtepuana Jas IMaTHOCTUKU B TISITHAX KPOBH ....ovvvveenverneerinenenns 68
[Tpunoxenue A3.5. Tect 6 MEHYTHON XOIBOBI (OMTX) ...oiiviiiiiiiiiiiiiiee e 70



[Tpunoxenue A3.6 OCHOBHbIE MEPONIPUATHS NMPU OKA3aHUM MMOMOILIU MAUEHTaM C aJlJIEPrU4eCKOn

PEAKILIACH HA TIPEIIAPAT ... .vveenveereriesreessreasesssseesseessseassesasseesseessseaase s asseesmeeasneeabe s asneenreessreesneeanreeneeeannes 72
[Ipunoxenue A3.7 OCHOBHbIE MEpPONPHUATHS TMPU OKA3aHUM TOMOIIM TalMEeHTaM ¢
AHADUITAKTHUCCKOM PEAKLIICH ... evvivieiieieisie ettt ettt sttt b e b e b e n e nne s 73
[Tpunoxenue b. ATTOPUTMBI TEUCTBUM BPAUA ....uvvveeeiirrreesairrreesstseeessassseeesssssssesssnssseesssnsseeessannes 74
[Mpunoxxenre B. THOOPMAITHS JITST TTAIIICHTA ....ceuveeureanteesireestessseeaseesssesseesssesssesssssssessssssssesssnens 75
[Tpunoxxenue ['1-I'N. [IIkanbl OlIeHKH, BONPOCHUKH M IPYTHUE OIICHOYHBIE HHCTPYMEHTBI COCTOSHUS
MalHUEHTA, TPUBECHHBIC B KITUHUYCCKUX PEKOMEHIAITISIX .. vvenvveeesrreesnreessreessreesssseessseessneesnns 89
[Tpunoxenue I'l Illkana cyObeKTUBHON OIICHKH MEPEHOCUMOCTH (M3MYECKOW HArpy3kw (IIKasia
BOPra) (BOIG SCAIR) ...t 89



Cnucok coxkpameHui

AJIT — anannHamMuHOTpaHChepasa;

AP — annepruueckas peakuus;

ACT — acnapraramuHoTpaHcepasa;

I'AT" — TIMK03aMHHOTIINKAHEL,

KT — xommnproTrepHas Tomorpadus;

KC — keparancynbdar;

JIBH — nmu3ocomuble 00JIe3HN HAKOTUTAHUS

MIIC — mykononucaxapuaos;

MPT — marHuTHO-pe30HaHCHAsE TOMOTpadus;

COAC — cunapoM 0OCTPYKTUBHOIO alTHO? CHA

CCC — cepaeuHO-COCYAUCTasi CUCTEMA;

V3U — ynbTpa3ByKOBOE UCCIIECIOBAHNUE;

OB/l — dyHKIMS BHEIIHETO IbIXaHUS;

O3T — pepmeHTHAS 3aMeCTUTENbHAS TEPATTHUS;

OKTI - sanextpokapauorpadus;

OHMI — snexktponelipoMuorpadus;

9x0-KI" — axokapauorpadus;

30T — anexTposnuedanorpadus.
** — mpemaparT BXOAWT B MEPEUCHb JKM3HEHHO HEOOXOJMMBIX M BaXKHEHIIUX JIEKAPCTBEHHBIX
npenapatoB (Pacmopsikenue IlpaBurensctBa PD ot 12.10.2019 Ne 2406-p (B pemakumw,
aKTyaJIbHOM Ha MOMEHT yTBEPXKICHHS KIMHUIECKUX peKoMeHaaluii) «O0 yTBep)KICHUH TepEeUHs
KU3HEHHO HEOOXOIMMBIX M BaXKHEWIINX JIEKApPCTBEHHBIX MpErapaToB, a TakkKe MepeuHei
JIEKApCTBEHHBIX MPEMapaToB JJII MEIUIIMHCKOTO MPUMEHEHUS W MUHHUMAJIbHOTO aCCOPTUMEHTA
JICKApCTBEHHBIX MPENapaToB, HEOOXOIUMBIX [T OKa3aHMsI MEAUIIMHCKOW TOMOIITH »)
# — - IlpumeHeHue JE€KApCTBEHHOrO0 IIpemapara B COOTBETCTBUU C TOKa3aTeNsIMU
(XapakTepuCTUKaMH), HE YyKa3aHHBIMH B HHCTpyKIuu 1o ero mnpumeHenuro (off-label),
OCYIIECTBISIETCS IO PEIICHHI0 BpadyeOHOW KOMHCCHU TIPH  YCIOBHUU  TOIMHUCAHHOTO
nH(OPMHUPOBAHHOTO J00poBosbHOrO cornacus (cormacHo @3 Ne323-®d3 or 21.11.2011r. ¢
U3MEHEHUSIMH ).
**K —  MEIMIMHCKOE W3JeNue, WMIUIAHTHPYEMOEe B OpraHM3M 4YellOBeKa TpU OKa3aHUHU
MEIUIIMHCKOM TOMOIIM B paMKax MPOrpaMMbl TOCYJApPCTBEHHBIX TapaHTHH OECIUIaTHOTO

OKa3aHUA rpaxagaHamM M@)IPIIII/IHCKOf/i IIOMOIIH.



TepMuHbI U onIpeaeSIeHUs

@epMeHTHAsI 3aMeCTUTE/bHAsl Tepanus — JICUYCHUE, 3aKII0YAIONIeecs BO BBEICHUU
npenapara (peKOMOMHAHTHOrO (epMeHTa) TMalUeHTaM C HAcIEeICTBEHHBIM HapyIICHUEM
MeTabonu3ma.

JInzocomHble 00J€3HM HAKOIJIEHHUS — Tpylna HAaCICACTBEHHBIX MOHOTCHHBIX
3a00JIeBaHUM, CBSI3aHHBIX C HAPYIIEHUEM (PYHKIIHH JTU30COM.

Myxkonoaucaxapuao3sl (MIIC) — rpynna HaciaeacTBEHHBIX O0sie3Hel 0OMEeHa BEIeCTB,
CBSI3aHHBIX C HapylmieHHEeM Meradonu3ma rimko3amMuHoraukaHoB (I'ADY), mpuBomsmuM K
MOPaXCHUIO OpraHoB W TKaHed. (OOyCIOBIEHBI JJaHHBIE 3a00JIEBaHUS MYTAIMSIMH TCHOB,

KOHTPOJIMPYIOIUX IIPOLECC BHYTPUINZOCOMHOIO T'UAPOIN3a MAKPOMOJIEKYIL.



1. Kparkass unpopmanus no 3a00,1eBAaHUI0 WIN COCTOSIHUIO (Tpyme

3a200J1eBaHUI UJIM COCTOSIHUI)

1.1 Omnpenenenune 3a00J€eBAHUA WM _ COCTOSIHHS _ (IPynnbl__3a00J€BaHUH _ WJIN

COCTOSIHM )

Myxkononucaxapuao3 |V tuma (Cunapom Mopkuo) — HacleACTBEHHAs OOJIC3Hb

HAKOIUICHUS, OOYCIIOBICHHAS Je(UIIMTOM JU30COMHBIX THJPOJA3: TallakTO3aMUH-6-cynbdat-
cynbdatasel (MIIC IVA) wiu B-ramakrosunazsel (MIIC IVB), conpoBoxaaeTcsi OTIOKEHUEM B
COCJIMHUTEIIFHOW TKAaHW KepaTaHCyiabdara H Xapakrepusyercs aedopManusMu ckeilera |
CYCTaBOB, BBIPQXCHHBIMH BHECKCICTHBIMH TPOSBICHUSMH, B TOM YHUCIIC IOPAKCHUEM
JIBIXaTeIbHOM U CepACYHO-COCYIUCTON CHUCTEM, KOMIIPECCHEH CIIMHHOTO MO3Ta, HAPYIICHUSMHU
3peHHsT W CciyXa, Marojiorueil 3yOoB. Bce BbllIenepedncieHHble NPU3HAKA TPUBOIAT K
WHBAIMM3AIMN, a TPU THKEJIOM TEYCHHUU OOJIC3HH - K JIeTalbHOMY Hcxony. KimHudeckue
MPOSIBJICHUS, HAYAJIO, TSHKECTh M CKOPOCTh MPOrPECCUPOBAHUS KIMHUYECKUX mposiBiieHnin MITC
IV ouens BapuaOenbHbl. M3-3a reT€pOreHHOr0 M MPOrpeCcCUpPYIOLIEro Xapakrepa 3a00JeBaHUs

JICYUTHh €ro CJIO0XXHO, Tp€6yeTC$I MG)KI[I/ICIII/IHJII/IHapHI)If/'I noaxoa € ydactuem psja CrieuuaincCToB

[2,30].

1.2 DTHOJOrud U marore”He3 3a00JieBaHUs WJIM COCTOAHHUA (rpynmnbl 3200J1eBAHUI

HMJIM COCTOSTHUIA)

Mykonomucaxapuao3 (MIIC) IVA tuma (OMIM #253000) — 510 nu3ocomHasi 60J1€3Hb
Hakorienus (JIBH), nacnenyemas mo ayrocomHo-perieccuBHOMY Tuiy. OHa 00ycioBieHa
nepuuToM depmenta N-ameruiraiakto3aMuH-6-cynbdarasel (GALNS) BenencTBue MyTanuu B
rene GALNS, mokanmmzoBanHOM Ha XpoMmocome 16q24.3, unentudunuposansl 6onee 220 myTanuii
[2,47]. Hedunut nanHoro depMeHTa MPUBOIAMT K HAKOIUICHHIO Tinko3amuHorinkanoB (IAT)
XOHJIPOUTHH-6-cynbdaTa u kepatancynbdpata (KC) B paszmuunbix Tkawsx [7,29,30,42].
KonkpeTHbie mposiBiieHus: 607€3HM B OCHOBHOM 3aBHCAT OT ocTaToyHOM akTHBHOCTH GALNS u
CKOPOCTH HAKOIJICHHS U JIOKAJIM3alUU OTIIOKEHUH MaTOJI0rM4ecKOro MaTepuaia B TKaHsIX.

Mykomnommucaxapuao3 (MIIC) IVB tuma (OMIM #253010) oO0ycioBiieH IepUITUTOM
¢depmenTa P-ramakro3uaassl BeaencTBue myrauuu B reHe GLB1 nokanu3oBaH Ha xpomocome
3921.33. Ba)XHO OTMETUTH, UTO MYyTaIUs T€HA, KOJUPYIOLIETO -rajdakTo31u/1a3y, BbI3bIBAET TAKKE
raHrIno3nu03, Tum |. Tum HacnegoBaHust ayTocOMHO-pernieccuBHbIi [12,13].

1.3 DnuaeMuoJorus 3a00JeBaHUs WJIH COCTOSHHUA (rpyinbl 3200J1eBAHUN  WJIH

COCTOSIHMA)




MIIC IVA Bctpeuaercs kpaiiHe peako, ¢ yactorod ot 1 Ha 640 000 >XKUBOpPOXKIEHHBIX
nerei B 3anagHoit ABcrpanuu 10 1 Ha 76 000 >xuBopoxneHHbIX neteil B CeBepHoit Mpnanauun

[2,22,23]. MIIC IVB BcTpeuaetcs erie pexe.

1.4 Oco0eHHOCTH KOAMPOBAHUSA 3200J1eBaHUS WJIH COCTOSAHNS (IPyNnnLI 32001eBaHNii

HJIM  COCTOSAHUI) 1m0 MEeXKIVHAPOAHON CTATHCTHYECKOH Kjaccupuranuy O0oJe3Hed u

Mpo0JieM, CBAA3AHHBIX CO 3I0POBbEM

Cormacao MKB10, 3aboneBanue oTHOcUTCS K Kiaccy |V, 0oje3HsIM SHIOKPUHHOMN
CHCTEMBI, PACCTPONCTBY MUTAHUS ¥ HAPYIICHUIO OOMEHA BEIIIECTB!

E76.2 - Mykononucaxapuzaos IV tuna.

1.5 Kaaccudukauus 3a00J/ieBaHUsI WM _COCTOSIHUSL (TPynnbl _3a00JieBaHUIl WU

COCTOSIHMA)

Beinemsiror 11 tunmoB MIIC B 3aBUCHMMOCTH OT NMEPBUYHOTO OMOXMMHYECKOTO AcdeKTa

(ITpunoxenue A3.1).

Knaccudumuposate MIIC IV Ha 0CHOBE KIMHHYECKON KAPTUHBI, TSHKECTH 3a00JICBaHUS
W/UIM  CKOPOCTH  IPOTPEecCHUpoBaHUsl  3a00JeBaHMs  HEBO3MOXKHO. JTO  0OYCIOBIEHO
TeHOTUNTUYECKONH U (DEHOTUIINYECKON HEOJAHOPOIHOCTHIO 3a00JIeBaHUS, CBECHUSIMHI O Pa3BUTUHU
TSDKENBIX TIOPAKEHUM TOJIBKO B OTJEIBHBIX CHCTEMax OpraHu3Ma (HampuMmep, TKEIoro
pECMpPaTOPHOro MOpaKeHUs Ha (OHE HOPMAIBHOIO pPOCTAa), OTFPAHUYEHHBIM KOJIWYECTBOM
JTaHHBIX IO TeYeHHUIo 3aboneBaHus, ero mnatodusuonoruu. CTpaTeruio BeICHHs MAallMEHTOB

MOAOUPAIOT B 3aBUCUMOCTH OT KITMHUYECKHUX MPOSBICHHUIH [2].

1.6 Kaunnyeckasg KapTuHa 3a00J1eBaHUs UJIM COCTOAHUSA (CPYyIIbI 3200JeBAHMIT M

COCTOSIHM )

Pannee BoisiBnenue knuHuueckux npossieHuit MIIC IV cnoco6cTByeT npeaoTBpalieHuo

HEOOPaTUMBIX OPAKEHUH.
OcHosHble KIuHUYecKue nposseieHus: 3alepKKa pocTa, 3HAYUTEIbHbIE JedopMaluu
CKeJeTa, 0COOEHHO KOHEUHOCTE! U TpyIHOM KIIETKH, IIeiHas Muenonatus [2,29,30].

Brewmnuii euod: mnaaenusl ¢ MIIC IV npu poxaeHUH BBIMIAAAT OOBIYHO, HE HMMEIOT

NpU3HAKOB 3aboineBaHus. TeM He MeHee, M3-3a HAKOIUIEHHS B TKaHAX W OpraHax
MaTOJIOTMYECKOr0 MaTepuaia HapylmarTcss (QYyHKIMHM KIETOK, M IOCTENeHHO pa3BUBAIOTCS
BBIp2KCHHbIE aHOMAJIMM CKEJieTa U CYCTaBOB, a TaKXe PsJ BHECKEJIETHBIX MpPOSBICHHUM, B TOM
quciae IMOPaXEHHWE IbIXaTebHOM M CeplIeYHO-COCYAMCTOW CUCTEM, HAaTOJIOTHs 3pUTEIBHOIO
aHaJIM3aToOpa, CHIDKEHHE CIIyXa, MOpaXkeHue 3yOoB, pexxe remaromeranus [2,43-45]. HaubGonee

XapakTepHbIM mOpu3HakoM st nanueHtoB ¢ MIIC IV gBnsercs Huskuii pocT OONBHBIX C



KOPOTKMMH TYJIOBUILIEM U 00Jie€ BBIPAXKEHHBIC CKEJIETHBIC MPOsBICHUS, yeM npu apyrux MIIC.
Hus MIIC IV xapakrepHa THIIEpMOOUIBHOCTh CYCTAaBOB, OTJIMYAIOMIAsi 3TO 3a00yieBaHUE OT
npyrux tunoB MIIC, u He XapakTepHbl KOTHUTUBHbBIC HapylieHus [2,46].

[lepBble cUMIITOMBI OSBISIIOTCS B Bo3pacTe 1-3 roaa; k 7-8 roaM KIMHUYECKas KapTUHA
y)K€ TOJIHOCThIO BhIpaxkeHa. OTMe4aeTcs OTCTaBaHWE B POCTe W (PU3UUCCKOM pPa3BUTHUHU.
@deHoTUII: MOTYT HAOMIOJATbCA UIMPOKHHA pOT, KOPOTKHH HOC, pelKkue 3yObl, BO3MOXKHO
HCTOHYEHHUE 3yOHOU 3Maliu. AHOMaNUs TPYIHOM KieTku, oOuias ci1abocTh Mbli. X-0o0pazHas
nedopmarus HOT, IUCIUIa3us Ta300€PEHHBIX CYCTaBOB, KOPOTKas IIes. Y HEKOTOPBIX MalleHTOB
(heHoTHIT HEe U3MEHEH, HO IMEETCS MATOJIOTHS CEPJICTHO-COCYAUCTOMN U JIBIXaTEIIbHON CHCTEM.

Kocmnas cucmema: IOpaXCHUEC CKECJICTa M CYCTABOB SABJISACTCSA Hauoboee O4YCBHUAHBIM H

pacnpoctpaneHHbIM nposiBienrneM MIIC IV. B GonpinHcTBE ciiydaeB 00Jie3Hb XapaKTepU3yeTcs
KapJIMKOBOCThIO (pOCT B3pocioro manudeHta okojo 80-115 cwm), HempomopiuoHaIbHBIM
TEJOCIOXKEHUEM (OTHOCHUTEIBHO KOPOTKOE TYJIOBHUINE, MHUKpoIedads, KOPOTKas Ies).
Breipaxxena nedopmanmsi ckenera, 0COOCHHO TPYAHOH KJICTKU (00YKooOpa3Has, KWJICBHUIHASA),
BEpXHUX U HWKHUX KOHEUHOCTEH, CYCTaBOB U HapylleHue mnoxoaku [2,43,44,53,54].
Xapaktepuble nposiiaenuss MIIC IV, e nabnrogaemsie mpu apyrux upax MIIC, Bkmtouaror
TUTIIEPMOOUIILHOCTD CYCTaBOB U JAe(OPMAITUIO 3aISICTUHN, BIUIOTH A0 Pa300ITAHHOCTH 3aISICTHIA CO
CHUKEHUEM CHJIbI XBaTa W yTpaToll menkor mortopuku [2,53]. Takke BO3MOXKHBI MOJIBBIBUX
Ta300eIpEHHBIX CYCTaBOB M HECTAOMIBHOCTH KOJNEHHBIX CYCTaBOB. [ Mmoruiasusi 3yOOBHIHOTO
OTPOCTKAa BTOPOTO LICHHOTO MO3BOHKA B COUYETAHUHU C pa30O0JITaHHOCTHIO CBS30YHOIO ammapara
MOXET MPUBOAUTH K HECTAOMIIBHOCTH aTJIAHTOAKCUAIBLHOTO CYCTaBa C MOCIEIYIONIUM Pa3BUTHEM
CTEHO03a MTO3BOHOYHOI'0 KaHaJla U KOMIIPECCUM CITMHHOTO MO3Ta, Pa3BUTHIO MUeonartuu [2,4].

Penrtrenonoruyeckre nposiBJI€HUSI MHOXECTBEHHOI'O JTM30CT03a BKJIIOYAIOT AHOMAJIbHYIO
(¢bopMy TO3BOHKOB CO CIMBIIMMHUCS MEPETHUMH OTJEIAMHU, TUCIUIA3UIO MEPEIHUX aroPU30B Tl
MO3BOHKOB, TPHUBOSIIYI0O K KIMHOBHUJAHOCTH TIO3BOHKOB, (PECTOHUATOCTh 3aJIHUX OTACIIOB
MMO3BOHKOB, TIATUCIIOHAMINIO, KU(O03 B TPYAONOSICHUYHOM OTJIENIe, KOPOTKHUE U IMIMPOKUE KOCTH
3aMsiCThsl CO CKPYIJIEHHBIMU IMPOKCUMAJbHBIMHM OT/AEJIaMHU, HEPAaBHOMEPHOCTh KOHTYPOB KOCTEH
3arsCThs, 3aKPYTJIE€HUE KPbUIbEB MOAB3IOIIHBIX KOCTEN Ta3a, TUCIIA3UI0 BEPTIY>KHON BIAJANHBI,
BaJIbI'yCHOE TOJIOKEHHUE MICHKU OeqpeHHoN KocTu (CoXa valga), HapyXHOe OTKJIOHEHHE TOJICHU
(genu valgum), BambrycHoe OTKJIOHEHHE JIOJIBDKKH, KHJICBHIHYIO Tpyab (Pectus carinatum),
Becloo0pa3Hyto jaedopManuio pedep, YKOPOUCHHE W YTOJIIEHUE KIFOYHI], XOTS Ha MOMEHT
JMAarHOCTHKH MOTYT UMEThCS TOJIBKO HEKOTOPBIC U3 3TUX MposiBieHui [2,51].

Ivixamenvuaa cucmema. IlaTogorus JbIXaTEIbHOM CHCTEMBI SBISIOTCS OCHOBHOM

NPUYMHON JeTanbHOoro ucxoma y mnaunueHtoB ¢ MIIC IV tuma [2,58,59]. Otnoxenue I'ATI'



MPUBOJIUT K CYKEGHHIO W W3BHTOCTH JbIXaTelNbHBIX MyTeH, aedopmammm Tpaxew,
TpaxeoOpoHxomaisiiiui. Hapyienue ctpoeHuss KOCTEH uepena, MO3BOHOYHHMKA, OTpaHUYEHUE
cru0aHusi B WICHHOM OTJeNe IO03BOHOYHHMKA B CBOIO OdYepeAb YCYryOJsieT AbIXaTeIbHYIo
HEJOCTAaTOYHOCTh, U MAaIMEHT, YTOObI COXPAHUTH MPOXOJUMOCTH JbIXaTEIbHBIX ITYTEH, MOXET
MPUHUMATh TIOJOKEHUE «IIPUHIOXUBAHUSY. PeCTpUKTHBHBIE NOPAKEHUS MOTYT Ppa3BUTHCA
BCJIC/ICTBHE MAaJloTO O0BhEMa M TATOJOTHYECKOH (OpPMBI TPYIHON KIETKH WM BCIICICTBUE
HapylIeHUs TOJABMXHOCTH auadparmbl [2,58]. XapakTepHbIM MPOSBICHUM SIBIISECTCS CHHAPOM
o0cTpykTuBHOrO annHod Bo cHe (COAC) u npoaoKuTeNbHAast THTOBEHTUISIIMS.

Co BpeMeHeM pa3BHBAIOTCS CEPACUHO-COCYIUCTBIE OCIOKHEHHUS, TaKME KakK JIerovHas
TUIEPTEH3Hs, JIETOYHOE CEPJILIE, @ BO3MOXKHO — U CEpJCUHO-JIErOYHasi HEJIOCTATOYHOCTb.

Cepoeuno-cocyoucmas cucmema: TOpaKEHUE cepara HaOIIOJaeTCsl AOBOJIBHO PENIKO Y

nereii. B ortmmume ot apyrux MIIC, mpu MIIC IV nopaxkeHus cepAeyHBIX KIANaHOB, Kak
MpaBWJIO, HETsDKeEIbIe. MIHOrIa KIMHUYECKH 3HaYMMOE MTOPaKEHUE CEpALa Pa3BUBACTCS TOJIBKO B
noctiryoepraTHoM Bospacte. [2,44, 63], yacTora pa3BUTHS KJIAIIAHHOW PETyprUTAIMHM H CTEHO3a
paznuuyHa. TUnMYHa HEAOCTAaTOYHOCTh AOPTAJIBHOIO KJIAllaHa, PEKe MUTPAIBbHOrO. BBIABIAIOT
HEOOJBIION JUaMETp JIEBOTO KeNyl04YKa W aHOMAJbHO HU3KUU yHapHbId o0beM. B kauecTBe
KOMIICHCAIIMU MOXET Pa3BUTHCS Taxukapaus. Kpome Toro, y 3TUX MalMEHTOB MPHU MEPEXOAE U3
ITOJIOKEHUS JIeXkKa B ITOJIOKEHUE CUIA MOXKET 3HAYUTEIbHO BO3pacTaTh apTepUAIbHOE JABJICHUE.
Kapanomeranus oObIYHO HOCUT BTOPUYHBIN Xapaktep. Ha mo3gHem cpoke 0oNle3HH HM3MEHEHUS
KapAHOBACKYJISIPHOM cHCTEMBI 0oJiee BBIPaKEHHBIE.

Llenmpanvras nepsnas cucmema.

WNHTennexT oObIYHO HE CTpaJaeT.

HanOonee 9acTeiM HEBPOJOTHYECKUM OciiOkHEeHHeM Yy mauueHToB ¢ MIIC IV Ttuna
ABISICTCA ILICHHAs MUeNonarus, Jaule Kak CJeJICTBHE HapyIIeHUs occu(UKaluu 3yOOBHIHOTO
orpocTka. [lepcucreHnms XpsIIeBoro 3adaTka MpeapacnoiaraeT K INOBTOPHOM TpaBMAaTH3alUU
win  gaxe mnepeiromam [4]. TpaBmaTu3amusi OTPOCTKa MPHUBOJUT K AaTJAHTOAKCHATBHOM
HECTaOMJIBHOCTH M TUNEPTPO(UU XPSIIEBOM TKAaHU BOKPYr 3YOOBHIHOIO OTPOCTKA, a TaKKe
TBepaoi Mo3roBoil obosouku [33.]. Takum 00Opazom, B OCHOBE KOMIPECCHHM CIIMHHOI'O MO3Tra
JISKUT COUYETAHUWE HECKOJIBKUX (DaKTOpOB: HECTAOMIIBHOCTH CYCTaBa, THIEPTPOPHs XpAIed H
MATKUX TKaHed. [IpuyrMHON CIaBIIEHHWsI CIIMHHOTO MO3ra y 3TOW TPYIIIBI MTAlMEHTOB SIBISETCS
HECTaOUJILHOCTh IIEHHBIX U, peXe, TPYIHBIX MO3BOHKOB. [2,4,44]. Ilo naHHBIM JUTEpaTypbl
HapylIEHUs CO CTOPOHBI HEPBHOW CUCTEMBI WJIM KOMIIPECCHs CIIMHHOI'O MO3Ta pa3BUBAIOTCA y
51% OGonbHBIX, B ToM uucie y 30% — uepBukanbHass muenonatus, y 14% — xommpeccus

HIEHHOTO OTJena CIUHHOro Mo3ra, u y 13% — koMmmpeccusi rpynoOINOsICHUYHOTO OTAENa



CHUHHOTO Mo3ra [2,44]. PacnpocTpaHEHHOCTh 3THUX MOPAXKEHUM YBEIMYHMBACTCS C BO3PACTOM.
Kommpeccus B mIeitHOM OTi€NIe CIMHHOTO MO3ra MOKET NPUBECTH K PA3BUTHIO HEYCTOMYMBOCTH
MOXO/IKH, c1a00CTH BEPXHUX U HIDKHUX KOHEYHOCTEH, HApyIICHUSIM MOYEOTEICHHUs, Tapaaudy,
BHe3anmHoM cmeptu [2,60,61]. Ha ypoBHE TIpyJHOro M MOSACHUYHOTO OTJEIOB IMO3BOHOYHHUKA
KOMITPECCHSI CIIMHHOTO MO3Ta MOYKET IPUBECTU K OOJISIM B MOSICHUIIE, HppaJualii 0oJieit B HOTH,
MOCTENEHHO Pa3BUBAIOIIEMYCS Napaiiyy U CBS3aHHBIM C HUM OCJIO)KHEHUSIM, TaKUM Kak
c1aboCcTh B HUKHHMX KOHEYHOCTSIX, HApPYIIEHUS YYBCTBUTEIBHOCTH, HApPYIICHUS (PYHKIIHUH
MoueBOoro myssips [2,62]. Cunapom 3amsictHoro kaHana ais nauueHToB ¢ MIIC IV tuna e
XapaKTepeH.

Opeanvt _3penus: nuddy3Hoe TOMYTHEHHE POTOBUIBI W HApyHICHUs pedpaKiuu

(acturmatusMm, OIM30PYKOCTh U AanbHO30pkocTh) mpu MIIC IV BeTpeuaroTcss 4acTto U MOTYT
MPUBOJIUTh K CHIDKEHHUIO OCTPOTHl 3PEHHUS M HApPYIICHHWIO CBETOBOM YYBCTBUTEIHLHOCTHU
[44,45,64]. XoTa moMyTHEHUE POTOBUIILI ¢ Bo3pacToM ycuiuBaetcs, mpu MIIC IV oHo 00bdHO
Menee BbipakeHHoe, yeM npu MIIC I tuna u MIIC VI tuna [2,65, 66]. Taxxe npu MIIC IV
CIOpaIMYECKU OMHCHIBAIOT KaTapakTy, TNIayKOMY, PETUHOMNATHIO, OTEK JUCKA 3pUTEIILHOTO HEPBa,
aTpo(dHIo 3pUTEILHOIO HEpBa, [67-72].

Cnyx: Jlna nanuentoB ¢ MIIC IV Tuna XxapakTepHO CHI)KEHHE CiIyXa, C BO3pacToM
pa3BuBaeTcsd INIyxoTa. B mepBoi Jekaae >KU3HM 4YacTO pPa3BHBAKOTCS HEUPOCEHCOpHas,
KOHJYKTUBHAsI TYTOYXOCTh WJIH CMEIlaHHas TYroyxocTh [2,73,74]. TloTepst ciayxa MOXET OBITh
00ycCJIOBJI€Ha PELUIUBUPYIOUMMH HH(EKIUAMHU JbIXaTeNbHBIX IyTeH WM CPEIHUM OTHUTOM,
nedopmareit CIyXoBbIX KOCTOUEK W/WIM TIOpaXXEHUsMH BHYTpeHHero yxa [45,73,74]. B
uccinenoBanuu ¢ yuyactueM 18 6onbHbIx MIIC IV A Tumna KOHIyKTUBHAsl TYTOYXOCTh BBISIBJI€HA Y
BCEX TPEX MalMEHTOB MJIAJIIE 8 JIET, a CMEIIAHHAs WIX HEUPOCEHCOpPHas TYroyxocTb — y 14 u3
15 manuenToB 8 ner u crapuie. JlecATH manueHTam noTpedoBancs ciyxoBoi ammapar [2,44,74].
Hapymenus cinyxa npu MIIC IV gacro HepoonenuBatoT. [1o3ToMy npy ycTaHOBIIEHHHU MArHoO3a
U B IMOCIEACTBHUM NpPHU JAMHAMUYECKOM HAOIIOJEHUU HEOOXOIUMO PETryJIsipHO TPOBOIUTH
oOcnenoBanue ciuyxa [2,45].

Kenyoouno-kuweynvii _mpaxm: KenynouHo-kumeunsle mposisaenus npu MIIC 1V

BKJIIOYAIOT MYMOYHBIE, MAXOBbIE WM JBYCTOPOHHHUE auadparmManbHble TPBDKH, PACXOXKICHUE
MPSAMBIX MBI JKABOTA, PEXE - TEIMaTOMETauio, CIUICHOMETAUI0 W JIPYTUe KeIyJI0IHO-
KHUIIIEYHBIE PAcCTPOICTBA (HANIpUMeEp, XPOHUYECKUH 3amop, auapero) [44,45,76]. Tem e menee,
KEIyT0YHO-KUIIICUHbIE MPOSBIEHUS, KaK MPaBUIIO, BBIPAXKEHBI ciabee, YeM MpHU JIPYTHX THIIAX
MIIC.

Anomanus 3y606. 3yObl, Kak MpaBUiIO0, HEOOJBIINE, IMMPOKO PACCTaBICHHBIC, YaCTO C




TOHKOH, CTPYKTYpPHO CJabOi 5Majbl0 U MEJIKUMH OCTPOKOHEUHBIMH KOHYUKAMH, PE3IIbl
J01MaToo0pa3Hbie, BO3MOXKHBI U JPYTUe aHOMAIUU PAa3BUTHS MOJOYHBIX M MOCTOSHHBIX 3YOOB,
4acTO HMMEIOTCS «IMOYKH» Ha Imekax, [2,77-79]. BcnencrBue aHoManuii 3yOOB y TAIlMEHTOB

Jerko oopasyercs kapuec [2,79].

BBIpa)KeHHOCTL KIMHUYCCKHUX HpOSIBJIeHI/If/'I B 3aBHCHMOCTH OT BO3pacTta HNpCACTaBJICHA B

[Tpunoxenun A3.2

2. JlnarHoctuka 3a0o0JieBaHUsl WJIM COCTOSIHHS (Ipynnbl 3a0oJieBaHMii
WIM COCTOSIHMI), MEJUUMHCKHE TMOKA3aHUA M MPOTHBOIOKA3AHUA K

NPUMEHCHHUIO METOA0B THATHOCTHKH

U3-3a npoepeccupyrowezo xapakmepa MIIC IV e2o paunsas ouacnocmuxa modicem umems
pewarowee 3HaveHue 01 OnmMuMuzayuu pezyrbmamos nedenus. Kax npasuno, xiuHuueckuil
NOUCK HAYUHAIOM NOCAe BbIAGIEHUS NPOSPECCUPYIOWUX NOIUCUCEMHBIX KIUHUYECKUX U/UTU
penmeenonocuveckux Hapywenuu [2]. Jquaenoz MIIC W ycmanasiueaemcsa na o0cHo8aHuu
COBOKYNHOCMU — KIUHUYECKUX OAHHLIX, pe3yIbmamos J1abopamopHo20  UCCIe008aHUs U
MoeKyIapHo-eeHemudecko2o ananrusa (Ilpunoscenue A3.1, A3.2).

Juaenocmuposamov MIIC IV no-npescnemy cnodcno uz-3a peokocmu 3a001e6aHUs U €20
cxoocmea ¢ opyeumu JIBH u ckenemuvimu oucnaazuamu. B yacmnocmu, cunopom Mopkuo muna
A cnedyem uckiouamev 8 xode 00C1e008aHUs U HOCAe OUACHOCMUKU CHOHOULOINUDU3APHOTU
oucniazuu, nces00AxOHOPONIA3UY, MHOMCECMEeHHOU nuduzaproi oucniasuu, 6oneznu Jleze-
Kanvee-Ilepmeca ¢ 08ycmoponnum nopasicenuem, 8creocmeue cxoocmed mux 3a001e6aHull ¢
cunopomom Mopxuo muna A, eciu monvKo Kako2o-iubo u3 dmux 3a0601e6aHUll He BbIAGNIEHO 8
cemetinom anamuese [2,48,49]. Kpome moeo, evisgnenue ouaznoza MIIC IV moocem oxazamucs
bonee NO30HUM 8 OMCYMCMBUe KIACCULeCKUX UCXOOHBIX CUMNMOMO8 3a001e8aHUs, MaKux Kax
kugo3. Ilpu Oonee neckom meuenuu 3abonesanus nepevie CUMNMOMbL MO2ym  Oblmb
AMUNUYHLIMU, HANPUMeEp, CKOBAHHOCMb U OONIU 8 MA300e0PEHHbIX CYCMAaBaXx.

Pannee evisenenue xknunuueckux nposignenull cunopoma Mopkuo muna A noseonsem
CB0EBPEMEHHO NPOBOOUMb BMEUAMENbCmMed U MOdCem CnocoOCmeosams npeodomepaujeHuio
Heobpamumvlx nopaxcenui. Takxum obpazom, npu ycmanosieHuu ouazHosa cunopoma Mopxuo
muna A HeobXo0UMO Op2aHu308amsv KOMNIEKCHOe NOMUCUCMEMHOe 00cedo8anue no nogooy
Qusuyeckux nposenreHull 6o1e3HU, OYEeHKY QYHKYUOHANLHOU CHOCOOHOCTU U 00beMAa NOPAHCEHUN

6 pamKax 3abonesanusl.
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Hayuenmam ¢ ycmanosnennvim ouaenozom MIIC IN  nposooumcs Ounamuueckoe
HabooeHue (CpeoHsiss Hacmoma npogedeHUst KOHCYIbmayull u 00c1ed008anus npedcmasieHa 8
Ipunosicenuu A3.3).

Yucno nayuenmos ¢ ouacnozom MIIC IV B muna nesenuxo, onyoiuko8aHHbIX OAHHLIX
mano. B Hacmosawux KIUHUYECKUX DEeKOMEHOAUUsAX npeocmasieHvl, 8 OCHOBHOM, N0O0X00bl K

OouazHoCmuKe u leyeHuro nayuenmos ¢ bonee yacmo ecmpeuarowumcs MIIC IV A muna.

2.1 ’Kago0LI ¥ aHAMHeE3

J [Ipu cOope anamHe3a M Xajo0 PEKOMEHIOBAHO C JMATHOCTUYECKON LENbI0O 00OpaTuTh
BHHUMaHUE Ha:
O OTSTOIIEHHBIN ceMelHHbI anaMHe3 (CXOAHbIE ClTydyan 3a00JIeBaHUS B CEMbE,
OJIM3KOPOJICTBEHHBIN OpaK);
O HM3KHH pOCT;
O yXYyALIEHHE MePEHOCUMOCTH (PU3UUECKUX HATPy30K, c1a00CTh B KOHEUHOCTSX;
O HW3MEHEHHE MOXOJIKH;
O CKeJeTHBIE neopMaruu
o 0o B criMHe, HOTaX, apecTe3nn (OHEMEHHUE, MOJI3aHNE «KMYpPAaIIeK», TOKAJIbIBAHUE) B
00J1aCTH KOHEYHOCTEH;
O aIfHo? BO CHE;
O MHOXECTBEHHBIH AM30CTO3 (IeopManuu deperna, TpyTHONH KIETKH, TTO3BOHOYHHKA,
KOHEYHOCTEH);
O HapylUIeHHEe OCAaHKU - KU(}03, CKOIHO03;
O TYTOMOJBUKHOCTH B KPYITHBIX CyCTaBaX M TUIIEPMOOMILHOCTD B MEJIKUX CYCTaBax;
O HapyUICHUE MEJIKOW MOTOPHUKHU;
o cHuxeHue ciyxa (COop aHamMHe3a U Kajno0 TeparneBTUYECKUii), TPOBOAUTCS B paMKax
npuemMa (OCMOTpa, KOHCYJIbTAIlMH) Bpada-meauaTpa/Bpada-TeparneBTa/Bpaya OOIIeH
MPaKTUKK (CeMEHHOro Bpauya) W/WJIM Bpada-HEBPOJOra, Bpada-TeHETHKa, Bpaua-
KapInoJiora/Bpadya-IeTCKOro Kap/iHosiora NepBUYHBIX U MOBTOPHBIX [1, 2, 3, 4, 5, 6].
Yposenb yoenuteabHocTH pekoMenaanun C (YpoBeHb J0CTOBEPHOCTH A0KA3aTEJIbCTB — 5).
Kommenrtapuii: npogooumcs maxoice pe2ynsapro 6 npoyecce OUHAMUYECKO20 HAOIIOO0EHUs.
2.2 Qu3ukanvnoe oocnedosanue
J [Ipy ocMOTpe pPEKOMEHIIOBAaHO C JUArHOCTHUYECKOW IIeNbl0 OOpaTUTh BHHUMaHUE Ha
ocHOBHBIe KimHHYeckue mpossieHus MIIC VIA (oneHuBaroTcs B paMKax MpueMoB (OCMOTPOB,

KOHCYJIbTAIIMI) Bpada-reauarpa/Bpada-TepaneBra/Bpadya OOIIeH MPakTUKH (CEMEHHOro Bpada)

11



W/WIM  Bpaya-HEBPOJIOTA, Bpada-TCHETHWKA, Bpada-KapauoJiora/ Bpada-JeTCKOTO KapIuoJiora
MIEPBUYHBIX U TIOBTOPHBIX ):

O HHU3KOPOCIOCTH;

O CKeJeTHbIe nedopMalnu;

O MHOXECTBEHHBIH AW30cT03 (Aedopmammu yeperna, TPYIHOW KIETKH, MO3BOHOYHUKA,

KOHEUYHOCTEM)

O aHOMAaJINH 3y00B;

O TYTOIOJBMXHOCTb B KPYITHBIX CYCTaBaxX U IMIIEPMOOUIHLHOCTh B MEJIKMX CYCTaBax;

O ¢l1aboCTh B KOHCUHOCTSIX;

O HApyUIEHUE MEJIKO MOTOPHKH;

O TMaxOBO-MOIIIOHOYHBIE U MYMOYHBIE IPBHIKH (IBYCTOPOHHUE);

o cHmwkenue ciyxa [1, 2, 3, 4, 5, 6].
YpoBenb yoenuteabHoCTH pekoMeHaanun C (YpoBeHb 10CTOBEPHOCTH A0KA3aTEJbCTB — 5).
KommeHnTapuii: nodpodnee Oamnnvle @UIUKATILHO2O 00CI€008AHUS ONUCAHLL 6 pazoene
«KNIUHUYECKas KapmMUuHay.
Qu3sukanvHoe 00ciedosanue NPOBOOUMCS MAKdHCe pecYyNsIPHO 8 npoyecce OUHAMUYECKO20

naobmooenus ([lpunoscenue A3.3).

2.3 JIaGopaTopHbIe THATHOCTHYECCKHE HCCAST0BAHUSA

OcnosHuvle nabopamopHble mMemoovl noomeepoicoenus ouazrnoza MIIC IV exniouarom
onpedenenue akxmusnocmu gepmenma N-aneTunragakTo3aMuH-6-cynbdarasel (¢ ciyuae MIIC
IVA), p-eanaxmosuoaser (¢ ciyuae MIIC IVB), koauuecmeennviii u kauecmeennwiti anaius I'Al
MOUU U MOJeKyaapHo-ceHemudeckue ucciredosanusi 2ena GALNS u eena GLBI. Jlaunvie
UCCIe008aHUsI NPOBOOAMC 8 CNEYUATUSUPOBAHHBIX 2EHEMUYECKUX 1AO0PAMOPUSIX.

o PexoMeH10BaHO BCceM MalMEHTaM C KIMHUYECKUMH MPH3HAKAMH MYKOTIOIHCAaXapHu103a
IV tuna mpoBeneHMe KOMIUIEKCAa JIAOOPAaTOPHBIX  MCCIENOBAHUN  JUIsI  TUArHOCTUKHU
MyKomoiucaxapuao3a tun [V (amekTpodopeTrnueckoe HCCieqoBaHNe TIUKO3aMUHOTIUKAHOB
MOYH, OTpEe/ICHHE YPOBHS TIIMKO3aMHUHOTJIMKAHOB MOYHM) (KOJMYECTBEHHOEC M KAYeCTBEHHOE
oTpe/ieNIeHUe TIIMKO3aMUHOTIIMKaHOB MOYH ) C IIeJIbI0 YCTaHOBJIEHUS quarnosa [1,2,12,13,87].
YpoBensb yoenuteabHocTH pekoMeHaanun C (YpoOBeHb 10CTOBEPHOCTH 0KA3ATEIbCTB — 5).
KomMmenTapuu: npu xonuuecmeennom ananuze eviaeisaom noegviuienue xonyenmpayuu 1Al c
mouou. Oowuii yposenv I'Al" 6 moue npu MIIC IV, ocobenno y nayuenmos cmapuie2o 8o3pacma,
Modcem nogbluamuvcs He eceedd. Kpome mozo, max kax yposHu Kepamaucyivghama nogvluueHsl
He 60 ecex cayuaax MIIC |V, eco xauecmeenHvll unu KOAUYECBEHHbIU AHAIU3 HE MOCEM

NpUMeHAmMbCsL 8 Kavecmae memooa noomeepacoarowets ouacnocmuxu MIIC IV. B 6onvwetl mepe
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smom mecm noneser O0is Oouppepenyuanrvrol ouacnocmuku ¢ opyeumu munamu MIIC, npu
Komopuwix cnekmp u ypogerv I'AI" omnuuaemcs om MIIC IV.

° PexoMengoBaHo BceM mnanueHTaM ¢ KiuHU4YeckuMu mnpuzHakamu MIIC IV gis
MOATBEPIKICHUS TUarHo3a omnpe/esenrne akTuBHOCTH N-aneTunranakro3aMiuH-6-cynbdaTassl U 3-
rajlakTO3U/1a3bl (KomruIeKC 1ab0paTOPHBIX UCCJIETIOBAHUM TUISE JTMarHOCTHKHU
Mykomnoaucaxapuaosa tum 1V) [1,2,12,13,87].

YpoBenb yoenuteabHOCTH pekoMeHanuii C (YpoBeHb 10CTOBEPHOCTH I0KA3aTEJIbCTB — 5).
Kommenrapuii: y nayuenmos MIIC IN muna gvisgnsaemcs cHudxicenue akmugHoCmu oepmenmos 6
sasucumocmu om noomuna. Ilpu MIIC \NA chusxcaemcs dhepment N-aneTunraiakTo3aMuH-6-
cynbdatasel, npu MIIC IN B ¢pepmenm [-eanaxmosudaza. [2,50]. Ilpasunvnas ouacnocmuka
Ype3BbIUAUHO BAJHCHA, NOCKONLKY 8 Hacmoswee epems 015 aedenuss MIIC INA muna npeonooicena
3amecmumenvHas hepmeHmuas mepanusl.

3abop buomamepuana 0 OuasHOCMuKY 8 NAMHAX Kposu onucaw 8 Ilpunoscenuu A3.4

J PekoMeHI0BaHO BCEM TMAIMEHTaM CO CHIDKEHHOW aKTUBHOCTHIO Qepmenta N-
aretTriranakro3aMui-6-cynbdarazsr (MIIC IVA) u B-ranaktosuaassel (MIIC IVB) nposenenue
MOJICKYJISIPHO-TEHETHYECKOTO WCCIICIOBAHMSI: BBISBICHUE IMATOTCHHBIX BapHAaHTOB B T'eHAaX
GALNS u GLBl COOTBETCTBEHHO C IICNIbIO TOATBEPXKIACHHS JHAarHo3a HAa MOJICKYJISPHO-
reHeTndeckom yposne [1,2,12,13,87].

YposeHnb yoenuresbHocTH pekoMenaanuu C (ypoBeHb J0CTOBEPHOCTH 10KA3aTeIbCTB — 5).
KommenTapumn: guisagnenue namozennvix eapuanmog 6 cenax GALNS u GLBInoomeepaicoaem
ouaernosz MIIC NA u MIIC \NB coomeemcmeenno. Banuoayus cenemuueckozo sapuanma oenaem
B03MONCHBIM 00CN€008aHUe POOCHEEHHUKOE NPOOAHOA, BbIAGIEHUE 2eMePO3USOMHBIX HOCUmenell
MIIC N, a makoce nposedeHue NpeuUMNIAHMAYUOHHO20 U NPEHAMANbHO20 2eHemu4ecKo2o
mecmupoganus .Credyem yuumulgams, Ymo 8 peOKux Ciy4asx namozeHHbvle 8apUanmsl 6 2eHe C
nomowblo cmanoapmuuix memooos JIHK-ananuza, mocym Ovimb He 6blaslleHbl, MaK Kak
pacnonazaromcs 8 21youne UHMpPOHO8 UNU NPeoCcmasiaiom cobol NPpomsdceHHble oeneyu 2eHd
[1]. B smux cayuasx neobxooumo mwamenvbHoe CONOCmMagieHue OUOXUMUYECKUX U KIUHUYECKUX
OAHHBIX OJ11 NOOMBEPIHCOeHUSL OUACHO3A, A MAKJCe OANbHeUWUll NOUCK 2eHEeMUYEeCKOU NPUYUHBL C
NOMOWbIO OPY2UX MEMOO08.

° PexomenaoBaHo BceM manyeHTaMm ¢ kKinHuueckumu npuszHakamu MIIC 1V npoBenenue
aHaJIM3a  KPOBHM  OMOXMMHYECKOTO  OOINETEPaleBTHYECKOTO €  IEJBI0  ONpeIeicHUS
(YHKITMOHATTLHOTO COCTOSIHHUSI TI€YCHH W BOJHO-3JICKTPONHMTHOTO oOMeHa (OmpeneneHue
aKTUBHOCTH acmapTaramuHoTpanchepasst B kpoBu (ACT), OmnpeneneHue aKTUBHOCTH

anannHamuHoTpanchepassl B kpoBu (AJIT), uccienoBanme ypoBHS oOmiero OwinpyOuHa B
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KpOBH, HCCJICIOBAaHUE YPOBHS OWIHpyOWHA CBSI3aHHOTO (KOHBIOTUPOBAHHOTO) B KpOBH,
HCCJIeIOBaHKE YPOBHS OMIMPyOrHA CBOOOTHOTO (HEKOHBIOTUPOBAHHOTO) B KpOBH, MccnenoBanue
YpPOBHS XOJIeCTeprUHa B KpoBH, McciienoBanue ypoBHs HaTpus B KpoBH, VccienoBaHue ypoBHS
Kanusi B KpoBu, lMccnenoBanue ypoBHs 001ero Kainblus B KpoBH, VccnenoBanue ypoBHs 0011ero
MarHusi B CBIBOpoTKe KpoBu) [17,87, 89,90].

YpoBenb yoenuteabHOCTH pekoMeHaanun C (YpoBeHb 10CTOBEPHOCTH 10KA3aTeJILCTB — 4).
KommenTapuu: uccredosanue xonecmepuna 6xknouaem 8 mom yucie, UCCIe008aAHUE VPOGHS
XonecmepuHa IUnonpomeuHo8 8blCOKOL NIOMHOCMU 8 KPOBU, UCCTIe008aAHUE YPOBHS XOJleCMepPUna
JUNONPOMEUHO08 HUZKOU NIOMHOCMU, UCCIe008aHUe YPOBHA JUNONPOMEUHO8 6 KpOBU,
uccre0osanue ypoeHs mpueiuyepuoos 6 kposu. HMccieoosanue ciedyem npogooums 6 npoyecce
OuHamMuyecko2o Habmooenus, 6 cpeonem, 1 paz 6 6 mec. ([Ipunoscenue A3.3).

. PexomengoBano Bcem mamueHntam ¢ MIIC IV nposenenue oOmero (KIMHHYECKOTO)
aHanu3a KpoBu (OOmMi (KIMHUYECKU) aHAIU3 KPOBH Pa3BEPHYTHIN) AJI OLEHKH OCHOBHBIX
apamMeTpOB KPOBETBOPEHHS U BBIABJICHHUS BO3MOKHBIX HHPEKIIMOHHBIX mporieccoB [17, 91].
YpoBenb yoenuteabHoCTH pekoMeHaanun C (YpoBeHb J10CTOBEPHOCTH 0KA3aTEJbCTB — 5).
KomMmeHTapumu: 6 c6a3u ¢ 6bICOKUM PUCKOM PA3BUMUS  UHMEPKYPPEHMHbIX UHpeKyull,
acnupayuonnoi nneemonuu y nayuenmos ¢ MIIC IV [87] pexomendyemces nposedenue oannozo
uccreoosanus, 8 cpeonem 1 pas 6 6 mecsyes.

. PexoMengoBaHo BceM mnanueHTaMm ¢ KinHMueckumu npuzHakamu MIIC IV nposenenue
o01m1ero (KJIMHHYECKOr0) aHAIM3a MOYHU TSl OIEHKU COCTOSIHUSI MOUYEBBIBOISIINX ITyTEH U MOYEK
B CBSI3M C BEPOSTHOCTBHIO TOSIBJICHUS TPU3HAKOB HEHPOTCHHOTO MOYEBOTO IMy3BIPs (COCTOSHUE,
OTHOCsIIeecs K akTopam pHUCKa pa3BUTHs MHDEKIIUK MOYEBBIBOASIIMX myTeit) [94, 95].
YposeHnb yoenuresbHocTH pekoMenaanuu C (ypoBeHb J0CTOBEPHOCTH 10KA3aTeIbCTB — 5).
KommenTapuu: 6 ces3u ¢ puckom pazeumusi unmepkyppenmuulx ungexyui y nayuenmos ¢ MIIC
IV pexomenoyemcs nposedenue oannoeo uccnedosanus, 6 cpeonem, 1 paz é 6 mecsayes.

. PexoMengoBaHo BceM manueHtaMm ¢ kinHudeckumu npuzHakamu MIIC IV mpoBenenue
WCCIICJIOBAHMS KOAaryJorpaMMbl (OPHEHTHPOBOYHOTO HCCIEAOBAHUS CHCTEMBI TeMOCTa3a) IS
OILICHKH COCTOSIHHSI CHCTEMBI KOAryJIslIUi U CBOEBPEMEHHON MPO(UIAKTUKUA Pa3BUTUS TPOMOO30B
[17].

Yposenb yoenureabHocTH pekoMenaanun C (YpoBeHb J0CTOBEPHOCTH 10KA3aTEJIbCTB — 4).
KommenTapuu: uccrnedyromes 006vbiuHO aKmMu8UpOBaHHOe HacmMuyHoe mpoMOONIACMUHOBOe
8pemsl, onpeoenenue npompoMOUHO8020 (MPOMOONIACMUHOB020) BPEMEHU 8 KPOSU UNU 8 NIdA3Me,

onpeodeneHue mMpoOMOUHOB020 BPEMEHU 8 KPOBU, UCCLe008aHUe YPOGHs (PUOpUHOeHa 8 Kposu,
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onpeodenenue Konyenmpayuu /[-oumepa 6 Kposu - 4acmoma ucciedosanus, 6 cpeonem, 1 pasz 6
200, npu HeodXoOUMOCmu — yauje (nepeod Kaxicobim ONepamusHbIM GMeUaAmeibCmeom,).

2.4 UHcTpYMEHTAJIbHLIEC IMATHOCTHYECKHE HCCJIEeTOBAHNS

° PexoMengoBaHo BceM manueHtaMm ¢ kinHudeckumu npuzHakamu MIIC IV nposeaenue
VY3U opranoB OpromHoi 1moyocTH (YIIBTPa3ByKOBOE MCCIICIOBAHNE OPraHOB OPIOIIHOW MOJIOCTH
(KOMIIJIEKCHOE)) /WM TPOBEICHHE MarHMUTHO-PE30HAHCHON Tomorpaduu OpPraHoB OPIOIIHON
MOJIOCTH W/WJIM KOMIBIOTEPHON TOMOrpaduu OpraHoB OPIOIIHOM MOJIOCTH C IENBIO BBISBICHUS
YBEJIMYCHUI pa3MepoB MEUYEHM U cele3eHku (pexke) He pexe 1 paza B 12 mecsues)
[2,44,45,76,87].

YpoBeHb yoenuresibHocTH pekoMenaanuu C (YypoBeHb J0CTOBEPHOCTH 10KA3aTeIbCTB — 5).

KommenTapuu: swiseniaiomes ymepennas cenamomeanusi uiu 2enamocnienomeanus (pexce).
Buvibop memooa uccnedosanus — no uHOUBUOYAILHLIM NOKAZAHUAM UCXO0S U3 803MONCHOCHEL
nayuewma u KiuHudeckou nompedHocmu. Kpamnocmv uccnedosanus 1 paz 6 200, npu
Heobxooumocmu - yawe. Ilpu HeobXooumocmu npumeHsemcs Hapkos (Anecme3zuonocuieckoe
nocobue (8Ka04aAsA parHee NOC1e0NePayUoHHOe 8e0eHUE)).

. PexomengoBano mnanueHtam c kiauHHYeckumu npuszHakamu MIIC IV nposenenue
peHTreHorpaguu MEHHOro OT/eNa TMO3BOHOYHHWKA W/WIM PEHTreHOTpaduu TPYAHOTO OTIeINa
MMO3BOHOYHUKA W/MJIM PEHTreHOrpaduu TOACHHYHOTO OTAeNa IMO3BOHOYHHMKA (B T.4.,
peHTreHorpaguio Mo3BOHOYHUKA, CHEIHAbHBIE UCCIEAOBAHUS U MPOEKIUN) W/WIH CIUpaIbHAS
KOMITbIOTepHast ToMorpadusi IeW, TPYAHOTO U TMOSCHUYHOTO OTJeNla IO03BOHOYHHUKA
(xkommbloTepHass ToMorpadusi MO3BOHOYHMKA (OJMH OTHAEN)), Ta300€eIpEeHHBIX CYCTaBOB
(xommbroTepHas ToMorpadus Mo3BOHOYHUKA (OJIMH OTJEN)), a TAK)KE PEHTIeHOrpa(uu BEpXHUX U
HWKHUX KOHEYHOCTEeH (peHTreHorpadus BepxXHEW KOHEYHOCTH, pEHTreHorpadus HIKHEH
KOHEYHOCTH) C LIETbI0 BBIABICHUS MHOXECTBEHHOI'O JM30CTO3a, B cpenHeM, 1 pa3 B 12 mec
[2,3,4,10,11,87].

Yposenb yoeaureabHocTH pekoMenaanun C (YpoBeHb J0CTOBEPHOCTH 10KA3aTEJLCTB — 5).

KommenTapumn: cneyuguueckue penmeenonocuueckue UMEHeHUs. BKIIOUAIOM  AHOMAbHbIE
U3MEHEeHUsl NO360HK08, Kugho3, ckoauos. Ilpu obcredosanuu NO360HOUHUKA HYICHO OYEHUMDb
Haiuyue cmeHosa U HeCmabulbHOCMU NO360HOYHUKA U KOMApeccuu chuHHo2o mo3sea. Kaoswcovie
1—3 200a, 6 3asucumocmu om KIUHUYECKO20 meuveHus 3a0o0nesanus, ciedyem Hnpo8oOUmbs
peHmezenozpaghuio wielno2o omoena No360HOYHUKA, 8 M.4Y., PEeHM2eHOZpaghuio NO360HOUHUKA,
cneyuanvhvle UCCIe008AHUS U Npoekyuu (6 nepeoHe3aonem, OOKOBOM  HEUMpPALbHOM,
ceubamenvbHo-pazeubamenbHom NONIOHCEHUSAX),peHmeeH02pAPUI0 2PYOHO20 omoena

NO360HOYHUKA, peHmzeHozpaqbuio NOACHUYHO20 omoena NO360HOYHUKA, 6 M. Y., penmzenoepaqburo
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NO360HOYHUKA, CNEYUANbHbIE UCCIe008AHUA U NPOEKYUU (6 nepedHe3aoHell U 6OK0BOU NPOEKYUX)
[2,4]. Heobxooumo obpamumv enumanue Ha Kopomkue u WUPOKUE KOCMU 3ANSCMb CO
CKPY2IeHHbIMU NPOKCUMANbHLIMU OMOeNaMU, HEPABHOMEPHOCb KOHMYPO8 KOCmel 3ansicmbs,
3aKpyeiienue Kpulibe8 HO08300UIHbIX KOCMel masd, OUCHIA3UI0  BePMUIYICHOU 6HAOUHb,
8ab2YCHOE NON0JCEHUe wleliku 6edpeHHou Kocmu (coxa valga), Hapyscnoe omKioHeHue 201eHU
(genu valgum), eanveycnHoe omKiOHeHUe JIOObIJCKU, KULEBUOHYIO 2pyob (pectus carinatum,),
gecnoobpasuyro oegopmayuio pebdep, yKopoueHue u YmolujeHue Kiroyuy, XOoms HA MOMEeHMm
OUACHOCMUKU MO2YIM UMEMbCS MOJIbKO HeKomopble U3z smux nposeienuti [2,51].

IIpu penmeenonocuveckom 00C1€008aHUU MAZ0OEOPEHHBIX CYCMABOS U HUICHUX KOHEUHOCMmell
cnedyem cocpedomoyums 6HUMAKUe HA HATUYUU npocpeccupyioujell OUCNAA3UuL mazooeopeHHo2o
cycmaea  (yniowjenue B8epmMIYI’CHOU 6NAOUHbL C NOO08blUXOM), genu valgum (mubuo-

Gemopanvhblil y2on), 8anb2YCHO20 OMKIOHEHUSL IOObIHCKU.

AHnecmesuonocuiueckoe nocobue (8KuOUAA paHHee NOCIeONEePayuoHHOe B8edeHue) — No
NOKA3AHUAM
. PexomengoBan Bcem manmeHtam ¢ MIIC IV mpuem (ocMOTp, KOHCyJIbTaIusi) Bpada-

OTOPUHOJIAPUHTOJIOTA TIEPBUYHBINA U TOBTOPHBIE C TIPOBEICHUEM OCMOTPA BEPXHHX JBIXaTEIBHBIX
nyTed, B TOM 4YHCJEC JHIAOCKONMMYECKas HSHJIOHA3alIbHAs PEBU3US TOJIOCTH HOCA, HOCOTJIOTKH,
snudapuHrosapuHrockonus [2, 25,87].

YpoBenb yoenuteabHOCTH pekoMeHaanuu C (YpoBeHb 10CTOBEPHOCTH J0KA3aTEJILCTB — 4).

Kommenrapuu: npu Hamuuuu cumnmomos oOCmMpyKyuu u nepeod onepayuei  MONCHO
paccmompems  npoGedeHue  BUOCONAPUHSOCKONUU. Y NayueHmos ¢ paHHe20 B803pacma
ommeyaiomes eunepmpopus a0eHouoo8 u MuHoanuH. Ilpu Hanuuuu noxazawuti NPo8oOOUMCcs
9HOOCKONUYecKas 9HOOHA3ANIbHASL pesusust noiocmu Hoca, HOCO2NIOMKU,
INUGAPUHCONAPUHLOCKONUS, INUDAPUHCOCKONUSL 8UOE0IHOOCKOnUuYecKkas (8 cpeonem, 1 paz 6
200).

o PexoMenaoBaH mprueM (OCMOTp, KOHCYJIBTAIIUS_ Bpada-Cyp0JI0ra-0TOPHHOIAPHUHT0JIOTa
U MPOBEJCHUE TOHAIBHOM ayaMOMETpHH (IIOPOTroBOM) /TOHAIBHOM ayAHOMETPHHM B CBOOOTHOM
3BYKOBOM II0JIe/pEUeBOil ayAMOMETPUU/UTPOBON ayAMOMETPHH/PETUCTPALIUN  CTAI[MOHAPHBIX
CIIyXOBBbIX BbI3BaHHBIX MoTeHIMaI0B (ASSR Tect) Bcem mamuentam c¢ MIIC IV ¢ uensio
BBISIBJICHUSI TYTOYXOCTH He pexe 1 paza B rox [1,2,25,87].

YpoBensb yoenuteabHOCTH pekoMeHanuii C (YpoBeHb 10CTOBEPHOCTH T0KA3ATEIbCTB — 4).

Kommenrtapuu: [lpu nooospenuu Ha cCHudiceHue ciyxa HeoOX00UMO npogedeHue MOHANbHOU
ayouomempuu (nopozosoti) /MOoHATbHOU ayouomempuu 8 c80000HOM 38YKOBOM NOJle/peyesol

ayouomMempuu/ueposoi  ayoOuoMempuu/pecucmpayuy  CmayuoOHapHulX CIYXOBbIX  Bbl36AHHBIX
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nomenyuanos (ASSR mecm) (npu omcymcmeuu s3xccyoamusrnoeo omuma) .Hapywenus ciyxa npu
MIIC WV uacmo Hedooyenusarom. I[losmomy npu ycmanognenuu OuacHo3a U 6nocie0cmeuu
eAHCec00H0 HeoOX00UMO NPOBOOUNMDb MOHAILHYIO AYOUOMempulo (Nopo20s8yro) /MOHAILHYIO
ayouomempuio 8 €c80000HOM 36YKOBOM noie/pevesyio ayouoOMempuio/ueposyro
ayouomMempuio/pecucmpayuio CMayUOHAPHLIX CIYX08bIX 8bI36AHHBIX nomeHyuanoé (ASSR mecm)
¢ Koppexyueu no eozpacmy [2,45].

Tyzoyxocms pas3uoll cmeneHu GblpadceHHOCmu XapakmepHa O 0anHo20 3abonesanus. Ona
Modicem ObIMb KOHOYKMUBHOU UIU HEUPOCEHCOPHOU UNU HOCUMb CMeWantblil xapakmep. Pannee
gblAGNIeHUE Y20YXOCMU NO360JAem VIAVYUWUMb KAYeCmeo OJHCU3HU NAYUEHMOs8, obecnedumby
B03MOIHCHOCHb 0OUjeHUs U 0OYYeHUSL.

J PexoMeH10BaHO TPOBEICHUE CIHPOMETPUU - HCCIEJOBAHUE HECIPOBOIIMPOBAHHBIX
JBIXaTeIbHBIX 00BEMOB M MOTOKOB (ompesesicHre GOpCUPOBAHHON KU3HECHHOW €MKOCTHU JISTKUX
(DXKEJI) u MmakcuMaabHOW MPOW3BOJIBHOM BEHTWISAIMH JIerKuX (maximum voluntary ventilation
— MVYV) namuentam ¢ MIIC |V, ciocoOHBIM BBIIOTHUTH TPeOyeMbIl AbIXaTeIbHBIA MaHEBp,
JUIS1 OLICHKU COCTOSIHUSI OpPOHXOJICTOYHOM CHCTEMBI, B cpeiHeM, 1 pasa B rof [2,87].

YpoBenb yoenurenbHocTH pekomenanuii C (ypoBeHb J0CTOBEPHOCTH 10KA3aTeNbCTB — 5).
Kommenrtapuu: [lposeoenue uccredosanus ¢ynkyuu eHewinezo ovixawus (@PB/]) memooom
cnupomempuu ecem nayuenmam ¢ MIIC IV, cnocobuvim vinonnums mpedyemvlil OblxamenbHblil
manesp. Ilpu usmenenuu BbIPAHCEHHOCMU PECNUPAMOPHBIX CUMAMOMOS8 UIU  PA3GUMUU
UHMEPKYPPEHMHBIX 3A001e8aHUll HEe0OX00UMO NPOBOOUMb OONOJHUMENbHOE 00C1e008aHue.
Kpome moeo, pexomendyemcs nposecmu obcredosanue 0o u nocie uavana DP3T. Usz-3a
3ameonenus pocma npeocmasnenue nokasamenei CKEJI u MVV ¢ % om nopmur npu MIIC |V
umeem 02panHudeHHylo yenHHocmo. Tem He meHee, 0151 MOHUMOPUH2A USMEHEHUl ObIXAMeNbHOU
@yHKYyuU y nayuenmog ¢ meyeHuem pemMeHU MONCHO UCHONb308aMb AOCONIOMHbIe 3HAYEHUS
amux nokazameneu. Oyenums QYHKYUIO 6Hewine2o ObIXAHUs maxodce ciedyem nepeo aoobiMu
NIAHOBLIMU aguanepeiemamu, 4moobsl obecnedums OE30NACHOCMb NAYUEHMA 80 8peMs Nolema
[2,75,80].

B coomsemcmeuu ¢ Ilpuxazom Munzopasa Poccuu om 13 oxkmsaopa 2017 2 Ne 804n «O6
VMBEPIHCOeHUU HOMEHKIAmypbl MeOUYUHCKUX ycayey: HMccnedoeanue Hecnpo8oyupo8aHHvlx
ObIXamenbHbIX 00beMo8 U Nnomoxos, Hccireoosanue oOvixamenvbHvlx 00beM08 ¢ NpuUMeHeHuem
JIeKapCmeeHHbIX Npenapamos.

Hccneoosanue nposooumcs, 6 cpeonem, 1 paz 6 200.
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J PexomengoBaHo mpoBefeHHE peHTreHorpadguu Jerkux (peHTreHorpaguu Jerkux
u¢poBoii) nmanuenTam ¢ kiaunHndeckuMu npusHakamu MIIC IV ¢ nenbio onenku nedopmanuu
rpyaHoit kinetku [26,87].

Yposenb yoeauteabHoCTH pekoMenaanun C (YpoBeHb 10CTOBEPHOCTH J0KA3aTEJILCTB — 5).
Kommenrtapuu: Taxowce npu uccnedoganuu mo2ym Oblmb OOHAPYHCEHbl USMEHEHUs. N1e20YHOU
mxanu. Cnedyem paccmompems NpPOBeOeHUe OAHHO20 UCCAe008AHUS U NPU  HAAUYUU
ayCKYIbMAMUGHbIX USMEHEHUL 6 JIe2KUX 6 CBA3U C BO3MOICHOCIbBIO PA3GUMUS NHEBMOHUU Y
nayuenmos ¢ MIIC \V. Kpamnocms ucciedosanus onpeoensemcst uHOusuoyaivho, 8 cpeonem, 1
pas e 2 eooa.

J PexoMeHI0BaHO CEICKTHUBHOE IPOBEICHUE TAIMCHTaM C KIMHHYSCKUMHU MPH3HAKAMHU
MIIC IV (mo BO3MOXHOCTH) TpH MEPBUYHOW JUATHOCTHKE W TPU HAJTUYUU TPU3HAKOB
JBIXATEIIbHOM ~ HEJAOCTATOYHOCTH  MMOJIMCOMHOTPAa(HH/KapInOpeCcIupaTOpHOTO  MOHUTOPHHTA
narueHToB ¢ MIIC IV aist quarHocTHky 00CTPYKTUBHOIO anHod cHa [2,87].

YpoBeHb yoenuresibHocTH pekoMenaanuu C (ypoBeHb J0CTOBEPHOCTH 10KA3aTEIbCTB — 5).
KommenTapuu: 011 OuaeHocmuku U Oyewku cmeneHu o0OCMPYKMUBHO20 ANHOI CHA
uccneoosanue NpoBOOUMCs NO B03MONCHOCMU OemAM C 2-1emHe20 B803PACMa), a 3amem, 8
cpeonem, Kadxcovle 3 200a unu NpuU  NOAGIEHUU NPUSHAKO8 U CUMNIMOMOS CUHOPOMA
00CMPYKMUBHO20 anuo? CHa (0bvIuHO — 1 pas 8 2 200a).
Tonucomnoepagus/kapouopecnupamopHuiti. MOHUMOPUHZ NO360JIsleN  ONpedesiums XapaKmep
ObIXAMENbHBIX HAPYULeHUll (UCKTIOYUMb YeHMPATbHbIU 2eHe3, C653b ¢ cunepmpoghueti a0eHouoos,
cepoeuHoll HedOCMamoyHOCMbIO ulu Komniekcom npudun) [87].

o PexomenaoBano mnposenenne OKI' (perucrpauus snekrpokapauorpammsl), 3Ixo-KIT
(axokapauorpadus) Bcem nanmentaMm ¢ MIIC IV nns ouenku cocrosinus CCC He pexe 1 paza B
12 mecsues [2,16,17,87].

YposeHnb yoenuresbHocTH pekoMenaanuu C (ypoBeHb J0CTOBEPHOCTH 10KA3aTeIbCTB — 5).
Kommenrtapuu: [lamonocus kapouo8ackyiapHou cucmemsl 6CMpeyaemcs npeumyuecmeesto y
83POCIILIX NAYUeHmos u pexce y demeti. Ilpu ouacnocmuke 3abone6anus HeoOX00UMO NPOBOOUMb
u anekmpoxapouocpagpuio (OKI) u sxoxapouocpaguio ¢ yenvio YmMoOUHeHUss CMPYKMYPHLIX
U3MeHeHUll cepoya, GbIAGNIEHUS HAPYUEHUL PUMMA U NPO8OOUMOCTU.

° PexomengoBano BceM marueHtam ¢ MIIC IV npoeaenne MarHuTHO-pe30HAHCHOU
ToMorpaduu MIeu W/WIN CIUPATHLHOM KOMIBIOTEPHON TOMOrpaduu IIeu C LETbI0 ONpeaeIeHuUs
HAJIMYHSI CTEHO3a, HECTAOMIIPHOCTH Ha YPOBHE KPaHHNO-BEPTEOPAIBHOTO Iepexo/ia He pexe 1 paza
B 24 mecsua [2,4,87].

YpoBensb yoenuteabHocTH pekoMeHaanun C (YpOBeHb 10CTOBEPHOCTH T0KA3aTEJIbCTB — 5).
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KommenTapuu: ciedyem npogooums KT kpanuosepmeobpaivho2o nepexood, welHo2o, 2pyoHo2o,
NOSCHUYHO20 OMOENI08 NO360HOYHUKA,

@yukyuonanonyio KT wetinoco omoena no360HOYHUKA C MAKCUMALbHbIM CeUOAHUEM U
MAKCUMATILHBIM Pa32UbAarUeM ¢ Yeibto 8blAGNeHUs HeCMAOUILHOCMU U 3Y008UOHOU KOCMU,

MPT kpanuosepmebpaibHo20 nepexoodq, uletino2o, 2pyoH020, NOACHUYHO20 OMOeN08
NO380HOUHUKA C YeNblo onpedesieHusl 04ae08 Mueionamuu u cmenosa [2,4].
Anecmesuonocuueckoe nocobue (8KOUASL PAHHee NOCICONEPAYUOHHOE 6edeHue) — No
NOKA3AHUSIM.

Ilo dannvim MPT mooicHo nepe- uiu He0OOYeHUMb PUCK KOMAPECCUU CRUHHO20 MO32d NpU
cunopome Mopxkuo muna A, nosmomy 6 cocmas MeNCOUCYUNTUHAPHOU 2PYNnbL  Cledyem
BKIIOYUMb  8PAYA-HEBPOJI02d, 6pAYd-HeUpoXupyped, 6paia-mpasmamono2a-opmoneod, umoowvl
OHU NOMO2TU C NposedeHueM makou oyenku. Ilpu pucke Komnpeccuu CRUHHO20 MO324 80 BPEMSL
XUpYPSUHeCKUX — 6Meulamenbcmes, mpedyiowux anecmesuu, PeKoMeHOyemcs nposooums
UHMPAONEPAYUOHHOE  INEeKMPOPUIUOLOSULECKOe — UCCIed08anue  nepugepuseckux Hepeos/
INEKMPOPUIUOLOUYECKULL  MOHUMOPUHS — HEUPOMBIUEUHOU — NPOBOOUMOCMU, — ONUCAHUE U
unmepnpemayusi OAHHBIX IAEKMPOPUIUOIOULECKUX MeMO008 UCCIe008aHUL/PACUUPPOBKa,
onucanue u uUHmMepnpemayus OaHHLIX INeKMPOPUIUOIOSULECKUX MeMmO0008 UCCIe008aAHUL

(Hesponocuueckutl/nelpopusuonocuueckuti MOHUMOPUHR).

. PexomennoBano mamuentam ¢ MIIC IV mpuem (ocMOTp, KOHCYNbTallMs) Bpadva-
odrampMoNiora TEPBUYHBIN M TMOBTOPHBIE W MPOBEIACHHE HCCIENAOBAHUS TMEPETHEr0 CerMeHTa
rja3a  MeTOJOM  OOKOBOTO  OCBEIEHHUS,  H3MEpPEHHE  BHYTPUIVIA3HOTO  JIaBJICHUS
(OdranpMOoTOHOMETPHUSI) W OIEHKM  CcOCTOSHUSA  mnazHoro gHa  (Odranpmockomnus,
buomukpodororpadus razHOro aHa ¢ UCTIOIB30BaHUEM (YHIYC-KaMephbl), OCMOTP MPHU MOMOIIH
eneBoil naMmnbl (OMOMUKPOCKOMHMS TJa3a) C 1ETbI0 BBISBICHHUS TJIayKOMBI, H3MEHEHUS
MPO3PAYHOCTH TJIA3HBIX CPeJl, TOMYTHEHUS POTOBHIIBI U COCTOSIHUS ceTdyatku [2,45,87].

Yposenb yoenuteabHocTH pekoMenaanun C (YpoBeHb J0CTOBEPHOCTH A0KA3aTEJIbCTB — 5).
KommenTapuu: V nayuenmos ¢ MIIC 1N uyacmo ecmpeuaemcs ouggysnoe nomymuerue
PO208UYbL U HAPYWEHUs pedpakyuu (acmuemamusm, OIU30PYKOCMb U OANbHO30PKOCHY), Y4MO
Modcem — npugooumv K CHUJCEHUIO  OCMPOMbl  3DeHus U HAPYWEHUIO  C8emoBoll
YY8CMEUMENbHOCMU, CHOPAOUYECKU ONUCHIBAIOM KAMApaKmy, 21ayKOMy, PemuHOnamuio, omex
OUCKa 3pUmenbH020 Hepaa, ampoghuio 3pumenbHO20 Hepad.

. PexomengoBaHo BceM manueHTam ¢ kinHudeckumu mnpuszHakamu MIIC IV tumna

npoBeAicHUE 6 MUHYTHOTO TecTa Xoap0bl (6MTX) ¢ m3MepeHuMeM HaCBIIMICHUS apTepHATbHON
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KPOBU KHCIIOPOJOM C TOMOIIBIO MYITbCOKCHUMETpa (ITyJIbCOKCUMETPHUS), U3MEHEHHE YacCTOTHI
cepaneOreHus (M3MEPEHUE YaCTOThI CEPACUYHBIX COKPAICHHIA) U M3MEPCHHUE YacTOThHI JbIXaHUS
P TMAarHOCTHKE WJIM C MOMEHTA BO3MOKHOCTH TMallMEHTA K BHIMOJIHEHUIO TECTa C LIEIbI0 OLIEHKU
(bu3nyecKoil BHIHOCIMBOCTH IMAlMEHTOB, B TOM uucie, Ha ¢oHe (epMEeHTHOU 3aMeCTUTEIbHOI
tepanuu [2,18,87].

YpoBenb yoenuteabHocTH pekoMeHaanun C (YpoBeHb 10CTOBEPHOCTH J0KA3aTEJbCTB — 5).
KommenTapuu: Tecm G6-Munymuou Xxo0vObl AGNAemMCs OOHUM U3 Haubolee Npocmulx U
OOCMYNHBIX CNOCOO08 OYEHKU BbIHOCIUBOCIU U (DYHKYUOHATILHBIX 803MONACHOCMEU NAYUEHMO8 C
MIIC ¢ kapouonocuueckoti u necounou namonoauamu, cm. Ilpunoscenue A3.5.

Ipu cnudicenuu camypayuu 60 8pems Gu3u4ecKoll Hacpy3Ku ciedyem nposecmu OONOJIHUMENbHOEe
obcnedosanue (Hanpumep, UCCIEO08AHUE HECNPOBOYUPOBAHHBIX ObIXAMENbHLIX 00beMO8 U
nomokoe  (ucciedosanue @OYHKYUU — SHEWHE20 ObIXAHUSL) U PEHMeHO2PAPUIo  JIecKUX
(penmeenocpaghuio  neekux — yughposyr)).  Moocno  Hauame  uHeANAYUU ~ KUCTOPOOQ
(okcueenomepanusi), 0COOeHHO ecau Hacvlujerue Kuciopooom Hudxce 88—90 %. Kpome moeo,
obcnedosanue  COCmMosHUsL — cepoya (nanpumep, axokapouoepaghus, — pecucmpayus
NEKMPOKAPOUOCDAMMDbL, XOIMEPOBCKOe MOHUMOPUPOBAHUE CEPOCYHO20 PUMMA) NOKA3AHO, eciu
80 8peMsl HA2PY3KU BbIAGIEHA MAXUKAPOUs, He UMEIOWAs IBHOU NPUYUHDL.

HUccneoosanue nposooumces oovluno ¢ 5 nemuezo o3pacma (e pedice 1 pasa 6 6 mecayes).

. PexomengoBano namuentam ¢ MIIC IV nmpoBoauTh peHTTEHOJEHCUTOMETPUIO C IIEJIBIO
OLIEHKH MUHEPAJIbHOM IJIOTHOCTH KOCTEN MpY NepBUYHON nuarnoctuke [28,29,87].

YposeHnb yoenuresbHocTH pekoMenaanuu C (ypoBeHb J0CTOBEPHOCTH 10KA3aTeNbCTB — 4).
Kommenrtapuu: Ilposodumcs ¢ 5-nemunezo 6o3pacma. Jlokazamenobuvix OAHHbIX O ONMUMALLHOU

yacmome nPoGeoeHUs: UCCIe008aHUsL Hem, NPOB8OOUmcs, 8 cpeonem, 1 paz 6 1-2 2ooa.

2.5 UHple JTHATHOCTHYECKHE MCCAe10BAHUS

Ilokazanvl smantvie ocMoOmpbl 8pavel pasiuyHbIX CHeYyualbHoOCmel 8 3a8UCUMOCIU Om
KAUHUYECKOU CUmMyayuu 8 pamkax Mya1bmuOUCYUnIUHAPHO20 80eHUs.
o PexoMeHng0BaHO BceM MaleHTaM C KJIMHUYECKUMU MPU3HAKAMHU MYKOMOJIMCAXapUa03a
IV tuna mpueM (OCMOTp, KOHCYJbTAIlMs) Bpada-T€HETHKA MEPBUYHBIA U TOBTOPHBIE C IEJIBIO
JMAarHOCTHKU M MEIUKO-TEHETHYECKOT0 KOHCYIbTHpoBanus [97, 98].

YpoBens yoennteabHocTH pekoMeHaannii — C, ypoBeHb JOCTOBEPHOCTH J0KA3aTeIbCTB - O
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° PexomengoBano Beaenue nanueHToB ¢ MIIC tun IV MyapTUaHCIIMTIITTMHAPHON KOMaHI0M
CHEIMAIMCTOB C IEJIBI0 OKa3aHWs KAaueCTBEHHOW MEAWIIMHCKOW ToMOIM (yCIyrd YKa3aHbl B
komMeHTapun) [88, 96].

YpoBeHb yoeauTeJbHOCTH pekoMeHaanuii — C, ypoBeHb J0CTOBEPHOCTH 10KA3aTeJbCTB - 5
Kommenrtapuii: 6 sudy moco, umo 3abonesanue Xxapaxkmepuszyemcs NOPaA*CeHUem MHOSUX
Op2ano8 u cucmem, ymo mpeoyem KOMNIeKCHOU mepanuu u OuKmyem HeobXo0uMocms 6e0eHUs
(3Manuvlx OCMOMPO8) NAYUEHMA CNeYUAIUCAMU PA3HbIX Npouiell, NOKA3aHbl Npuemvl
(ocmMompbl, KOHCYTbmMAyuu) 6pava-neouampad, 6pada-mepanesma/8pava oodweln NpaKmuku
(cemetinozo epaua), epaua-neeéponoea, épaua-eenemuka, épaua-kapouonoeal epaua-oemckozo
Kapouoioza, 8paya-omopuHoOIApPUH20102d, B8PaAYaA-cypo0I02a-0OmoOPUHOIAPUHE0N02d,  8PAYd-
2acmposumeponoea, 6pava-opmanbmonoea, 8pava-nyIbMOHON02d, 8pava-xupyped, epaa-
Helipoxupypea, —8paia-opmoneoda-mpasmamonoed, 6paia-cmomamono2a/epaia-cmomamonoca
0emcKo20, 8pava no 1e4ebHoll pusKyIbmype, pava-gusuomepanesma nepsudHbvle U NOSMopHbvle,
ocmMomp (KOHCyIbmayus) 6paiom-aHecme3uoio2oM-peanuMamoo2om nepeudHblll U N08MopHble,
, a4 makdyce eépaveu Opy2ux CneyuaibHocmel Nno KIUHUYECKOU HeoOX00UMOCmu, a makice
MEOUYUHCKUX NCUXOTI0208.

J PexoMeHI0BaHO TIpY YCTAHOBJICHUM JIHArHO3a MalMeHTa ¢ KIMHUYCCKUMH MPU3HAKAMU
MIIC IV HampaBuTh K Bpauy-CTOMAaTOJIOTy/Bpady- CTOMATOJIOTY JAEeTcKoMy (mpueM (ocMoTp,
KOHCYJIbTAIlMsl Bpaya-CTOMATOJIOra JAETCKOTO0 TEPBUYHBIN U MOBTOPHBIE) C IENbI0 TUATHOCTHUKU
aHoOMaJuii 3y0OB M CBOEBPEMEHHOI'0 Havasa MpopUIAKTHKU U TepaIy maTojloruu 3yoos [2,45].
YpoBenb yoenuteabHocTH pekoMenaanuu C (YpoBeHb 10CTOBEPHOCTH A0KA3aTEJIbCTB — 5).
KommenTapmii: Baowcrnoe 3uauenue 01 npedomepawjeHus Kapueca U «NaAmoloSUYecKoll
cmupaemocmu (cmavugaemocmu) 3y008» umerom muamenbHvlli. MOHUMOPUHE passumus 3y008

(no Kpatineii mepe, exce200HO).

3. JleyeHne, BKIKYAS MEIUKAMEHTO3HYI0 U HEMEIUKAMEHTO3HYI0 Tepanumn,
AUETOTEePanuIo, 00e300/1UBaHNEe, MEAUINHCKUE TOKA3AHUS U

MNPOTUBONOKA3aHUHA K IPUMCHCHHUIO METO/10B JICHCHUSA
s newenuss MIIC N A muna 6 xauecmee namoceHemuueckoz2o nedeHusi 0000peHO
npumenenue memooa pepmenmuou  3amecmumenvrou  mepanuu  (D@3T)  npenapamom
Onocynvgpaza anvgha, nozeonarwum nposooums JjieyeHue cucmemHo. Inocyrvgaza anvgpa
oxazanace 3¢hgexmuena, u obradaem o6aazonpusmuviM npoguiem bOezonacwocmu. Jleuenue
MIIC mun IV npeononazcaem u cumnmomamu4ecxyro mepanuio.

3.1 IlaToreHern4yeckoe JeyeHme
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. PexomennoBano mposenenre ®3T mammeHTam mnpemapatoM syocynbdaza ainbda ¢
ycraHoBieHHbIM juarHozoM MIIC IV Tun A ¢ uenplo 3aMeUIeHHs IPOrpECCHUpOBAHUS
3abonesanus [2,51,52,87].

YpoBeHb yoeauTeIbHOCTH PeKOMeHIaluu A (YPOBEHD J0CTOBEPHOCTH A0KA3aTEJIbCTB — 2).
KommenTapuu: npenapam ésooumcs 6 0oze 2,0 me/ke/nedento nymem 6HYMpPUBEHHO20 66€0€HUS
8 meyeHue npumepHo 4 u amoOyIamopHo, 8 YCI08UAX KPYeAOCYMOUHO20/OHeBHO20 CMAYUOHAPA.
Paccuumannyro 003y cnedyem npu KOMHAmMHOU memnepamype pazeecmu pacmeop HAmpus
xnopuoa** (0,9%) 0o obweeo odbwema 100 mn (y nayuenmos secom <25 xe) uau 250 mn (v
nayuenmos eecom > 25 xe). Iloopoonas ungopmayus o pazeéedenuu npenapama npeocmasiena 6
Hucempyrkyuu. Dnocyrvazy anvgha He credyem cmewusamsv ¢ OpyeuUMU, HOMUMO DPACMBOPA
Hampusi xnopuoa** (0,9%), pacmeopamu 01 61u8aHuUll, NOCKOILKY ee COBMECMUMOCHb C
opyeumu npenapamamu He usydena. /o u nocie nauara @3T cnedyem nposecmu ucxooHmoe u
nocnedyrowee oocreoosanue. P3T nymem 6HYMPUBEHHO20 86€0€HUs NPOBOOSAM €HCEeHeOeNbHO
NOJICUBHEHHO.

Hugpysua nposooumcs uepe3 nepugepuveckuti Uiy yeHmMpaibHolll 6eHO3HbIN OOCMYN U
KOHMPOAUPYemcsi — MeOUYUHCKUM — NepPCOHANOM.  Beedenue — ocywecmensemcs — uepes
nepughepuyeckull 6eHO3HbLIL Kamemep (Kamemep nepugepuyeckuil) uiu yepes nopm-cucmemy
(nopm UHDY3UOHHBIU/UHBEKYUOHHBII, uMnaaHmupyemviii ***), Ilopm-cucmemvl
VCMAHABIUBAIOMCS  (UMNIAHMAYUSL  NOOKOJNCHOU — 8EHO3HOU  NOPM  CUCIEMbl)  CO2NACHO
Pacnopsiocenuro  Ilpasumenvcmea Poccutickou ®edepayuu om 31.12.2018 Ne 3053-p «O6
VMBEPAHCOeHUU NePeuHsi MeOUYUHCKUX U30eUll, UMNIAHMUPYEMbIX 8 OP2aHU3M Yelo8eKd npu
OKA3AHUU MEOUYUHCKOU HOMOWU 6 pPAMKAX NPOSPAMMbL  20CYOAPCMBEHHbIX — 2APAHMULL
Oecniamno2o OKa3aHus eparcoOanam MeOUYUHCKOU NOMOWU, A MAKICe NePeyHs MeOUYUHCKUX
uz0enutl, OMnycKkaemvlx N0 peyenmam Ha MeOUYUHCKUe U30eius npu npeoocmasieHuu Habopa
COYUATILHBIX YCTIY2).

Ilpu noevlueHHOM pUCKe BO03HUKHOBEHUs QIepeUYecKux peakyuil 6 omeem Ha UHQY3uio,
npumepno 3a 30-60 mum 00 Heé nayueHmam HAZHAYAIOMCA AHMUSUCMAMUHHbIE CPEOCMEd
CUCMEMHO20 OelicmeUsl 8 COYEeMAaHuU C JHCaponoHudxcarowel mepanuei (napayemamon™®* umu
ubynpogen**) nenocpedcmsenno nepeo ungysueii [19,32]. Ilpu 603HUKHOBeHUL HedCENAMENbHOU
peakyuu UHQY3uto HyHCHO OCMAHOBUMb 00 PA3PEULEHUS CUMNIMOMO8 U 3amemM NPOOOIHCUMb CO
CKOPOCMbIO HA NONOBUHY MeHbUe MO, ¢ KOMOPOU OHA NPOBOOUNLAC.

Ilpu pazeumuu anaghunaxmouonol/anagunakmuveckou peaxyuu uH@ysuw cireoyem

HeMeOIeHHO npekpamums, Ha4anb coomeemcmeyrwuiee JieueHue u Haboenue. szec)yem
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NPUOEPIUCUBAMBCSL  COBPEMEHHBIX — CMaHOapmos  Heomnodxchou  mepanuu  [29,30]  u
CcOOmMEemcmayouUx KIuHU4eckux pekomernoayut, cm. Ilpunoscenue A3.6 u llpunoscenue A3.7
Pesxoe npexpawenue @3T, nepepvisvr 6 P33T He dwcenamenvHbl U MO2ym NPUBECmu K
VXYOUleHUr0  cCoOCmosiHua — nayueHmos. Tsoicenvie unu  onachvle OISl JCUSHU — peaxkyuu
2UNEPYYBCMBUMENbHOCIU 8 CYYAAX, K020d COCMOsAHUe NAYUEHMO8 He Nno00aemcs KOHMpOI,
ABNAIOMCA  NPOMUBONOKA3AHUEM Ol NOBMOPHO20 NPUMEHeHUs npenapama (OaHuvlie U3
Huempykyuu  no  meouyumckomy — npumeHeHuro  npenapama  3nocyibghaza  anvga,
https://grls.rosminzdrav.ru).
. PexomMeHna0BaHO TpOBEACHHE MEIUKAMEHTO3HOW MpeMEAMKAIMN TpU TOSBICHUH
MOOOYHBIX AJUIEPTUYECKUX peaKkUuid mpu UH(Y3UU ¢ LEeNbl0 MPeaylnpekIeHUs UX MOBTOPEHUS
[2,19,32].
YpoBenb yoenurenbHocTH pekoMenaanuu C (YypoBeHb J0CTOBEPHOCTH 10KA3aTeNbCTB — 5).
Kommenrapuu: V nayuenmoe ¢ MIIC, nonyuarowux @31, xax u npu 6/8 esedenuu 11006020
0py2020 0enK08020 npenapama, MO2ym pazeumscsi NOOOUHble peakyuu (IUXopaoxda, 03HOO,
pseoma, KpanueHuyd, madxcenvle peaxkyuii cunepyyecmeumenbHOCmu  Allepeuiecko20 muna),
npoucxooswue Uiy 80 8pemMsa UHgy3uu, Uiy 8 medenue OHsa nposedenus ungysuu. Ilpu noserenuu
NOOOUHBIX peakyull 80 8pems/nocie UHQY3UuU peKkomeHOyemcs coomeemcmayujee ieuerue, npu
KOMOpOM HeobX00UMO C1ed08amb COBPEMEHHBIM CMAHOAPMAM OKA3AHUS MEOUYUHCKOU NOMOUU
(AaHMUSUCMAMUHHBIMU CPEOCMBAMU CUCMEMHO20 OeUCmEUs U/UnU npenapamamu, oo1adarouumu
HCAPONOHUINCAIOWUMY ~— CBOLICIMBAMU (napayemamon®*  unu  ubynpogen**) u/unu
KOpMUKOCMepouodsbl  CUCEeMHO20  Oelicm@us  (MpeOHUu3onoH™**  umu  Odexcamemason™**)

Ilpunosncenue A3.6 u Ilpunoscenue A3.7.

3. 2 CuMIoroMaru4yeckoe Je4eHue

. PexomengoBano nanuentam ¢ MIIC IV Ttuna npu odrambMoIOrHyecKuX HapyHIEHHSIX
MPOBOANTH JIEYEHHE 1O IIOKa3aHWUSM, MOAOOp TepamuH OCYIIECTBISETCS Ha OCHOBAaHUU
PEKOMEH AN IO JIEUEHUIO COOTBETCTBYIOIINX HO30JI0THI C LIEIbI0 KOPPEKLINHU 3pEHUS [2].
YpoBensb yoenuteabHoCTH pekoMeHanuii C (YpoOBeHb 10CTOBEPHOCTH 0KA3aTEJILCTB — 5).
. PexomennoBana nanuentam ¢ MIIC IV tuna oproneauueckasi KOPpEKIUs HapyIIEHHUs
OCaHKHM, KOHTpPAaKTyp CyCTaBOB C  HCIOJb30BAaHHEM  HEXUPYPIMUECKUX  METOJOB:
¢busznonpoueaypsl, GpuznuecKue ynpaKHeHus, IpUMEHEHHE OPTONEANYECKUX YCTPOUCTB C IIEIbIO
yMEHbIIICHHs 00JIE3HEHHOCTH, COXPAHEHHs ABUraTelIbHON QyHKIMu. [2,6].

YpoBensb yoenuteabHOCTH pekoMeHaanuii C (YpoBeHb 10CTOBEPHOCTH T0KA3aTEIbCTB — 5).

KommeHnTapmii: neoOxooumo cmumyrupoeamv nayueHmos GulnoIHAMb O00blYHble @u3uyecKue
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VAPAd#CHeHUsl, NO38OJAIOWUE TyYlUle COXPAHUMb (DYHKYUIO CYCMABO8 U MENKVI0 MOMOPUKY,
yuacmeoeamv 6 MAKUx 6uodax OesameibHOCMU, Kak JjeyeOHoe niaeéanue 6 bacceline U
unnomepanus (npogheccuoHanbras u @uuomepanus ¢ UCNOIL30BAHUEM OBUICEHUL TOULAOU).
Dusuomepanus modcem OblmMb NEPCOHUDUYUPOBAHA ONISL KANCOO20 NAYUECHMA U HANPABIEHA HA
Hauboee nopaxjcenHvlie 8 OAHHOE 8PeMsl CYCmasbl U/unu QyHKYuu.

Ilo noxazanusm ocywecmensiiom Xupypeuveckoe JjeyeHue CUHOPOMA KApnaibHO20 KaHAd,
npoBOOUMCsL  IHOONPOME3UPOBAHUEe Opmoneoudeckoe mazobedpeHHoco cycmasa (pezekyus
NPOKCUMATbHO2O omoena 6e0peHHOU KOCmL), SHOONPOME3UPOBAHUEe OPMONEeOUYECKOe KOJIEHHO20
cycmasa, ocmeomomusi kocmu (07 ucnpasienus ocu KOHeuHocmel) (CM. noopaszoei
«Xupypeuueckoe neuenuey)

. PexomengoBano Bcem mnamuentraMm ¢ MIIC |V Tuna yacThix pecnUpaTOpPHBIX
3a00JICBAHUSAX BEPXHUX/HIDKHUX JBIXQTCIBHBIX TYyTEH MPOBEACHUS CHUMITOMATHYCCKOM,
AHTUOAKTEPUAILHOW TEpaliuu, TPU TOKEIBIX PEHUIUBUPYIONIMX OTHTaX — CEJICKTHBHO -
MOCTAHOBKA TUMITAHOCTOMHUYECKOM TPYOKH ¢ JieueOHoit renpio [92, 93].

YpoBeHnb yoenurenbHocTH pekomenaanuii C (YypoBeHb J0CTOBEPHOCTH 10KA3aTeNbCTB — 4)
Kommenrapum: ungexyuu, xax npaeuno, npomexarom 6oiee OIUMEIbHO, YeM 8 CpPeOHeM 8
noaynAyuy, 8  psode  CIyuaeg  Mocym — nompebogamvCsi  NPOQUIAKMUYECKUE — KVPCbl
npomusomuxpobnot mepanuu [93] paccmompemv noo6op cuyxoeoco annapama. Annapam
CYX0B0U KOCMHOU NPOBOOUMOCMU C KOCMHOU ¢puKkcayuel umnianmupyemviii *** Annapam
CIYX0B0U KOCMHOU NPOBOOUMOCMU C KpenjeHuem Ha 2onoee™** Cucmema umnianmayuu
CpedHe2o yXa NOIHOCMbIO uMnIaHmupyemasn***, Annapam ciyxo8ot KOCMHOU NPOBOOUMOCIU C
UMRAAHMUpYyeMbiM  guopamopom™***),  eciu  nomepsa  ciyxa  uyacmuyHo — 00yCl08leHd
npocPeccupyioumum HeupoCeHCOPHbIM INEMEHMOM C Yelblo obecneyeHus: CIyXoeol QYHKYuu
[2,45].

. PexoMeHn0BaHO ydacTHe MyJbTUIMCHUAILNIMHAPDHOM KOMaHIbl B BEACHUM CEPACYHOMN
HenocTatouyHOCTH y narueHToB ¢ MIIC IV ¢ nensio yaera 0ocoO€HHOCTEN JaHHBIX MAllUeHTOB U
obecrieueHus UX aJIcKBaTHBIM JieuenueM [2,16,17].

YpoBensb yoenuteabHOCTH pekoMeHaanuii C (YpoBeHb 10CTOBEPHOCTH T0KA3ATEIbCTB — 5).
Kommenrapumu: npu Jneuenuu cepOeyHou  HeOOCMAMOYHOCMU, NAMONO2UU  KIANAHOS8,
KapOUOMUONAMUU, HAPYUWIEHUU DPUMMA U HPOBOOUMOCHU Cepoyd HA3HAYEeHUe Mmepanuu 6
coomeemcmeuu ¢ KIUHUYeCKUMU pekomenoayuamu. Basicno 3namov, ymo nogvluennas yacmoma
cepoeunvix coxpaujeruti npu MIIC IV mooicem dvimos HeobXoouma 07151 KoMneHcayuu HeboarbUL020
obvema yoaproeo cepoya. Taxum obpazom, ciredyem usbecamv nedeHus: maxuxkapouu Oema-

aopenodnokamopamu. Taxoice credyem ¢ OCMOPONCHOCMbIO NpumeHsms uneudumopwvr AIlD,
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NOCKONILKY OHU MO2YM NPU8eCmU K HENnpONOPYUOHATILHOMY YBEIUYEHUI0 YACMOMbl CepOeyHblX
COKpawjenuti, 0CO6eHHO HAa (POHEe BbLIPANCEHHBIX USMEHEHUL apmepuaibHo20 OAGleHUs MeHcoy
noaodceHuaAMuY nexca u cuos. Ilpu pazeumuu unu npocpeccupo8aHuu msxicenvlx nopadceHull
aopmanbHO20 UIU MUMPATLHO20 KIANAHO8 MOJICHO PACCMOmMpPems npogedeHue npome3uposanus
K1anaHos  (npomesupoeanue  MUMpAaibHo20  KIANawa 68  YCIOBUAX — UCKYCCHMBEHHO20
Kpo8oOOpaujenus, npomesuposanue AopmaibHo20 KIANAHA 6 YCI08UAX UCKYCCMBEHHO20

KpoB8ooOpawerus).

J PexoMeH10BaHO IpHU JIEYEHUM apTepuanbHOM runepreHsun y namueHtoB ¢ MIIC IV
Ha3HAUYE€HUE AaHTUTUIEPTECH3UBHON Tepanuu B COOTBETCTBUU C KIMHUYECKUMHU PEKOMEHIALUIMU
10 apTepuaibHON runeprensuu [2,16,17].

YpoBeHnb yoenurenbHocTH pekomenanuii C (ypoBeHb J0CTOBEPHOCTH 10KA3aTeNbCTB — 5).
. PexomengoBaHo mnpu XpoHU4eckoW Helpomarnyeckoil 6onu y maunuentoB ¢ MIIC IV
Ha3HAuEHHUE IIPernaparoB, BO3ACHCTBYIOLUIMX HAa LEHTpPaJbHblE MEXaHU3Mbl (POPMHUPOBAHUS
XPOHUYECKON 00JIM: NIPOTUBOAUIENITHYECKUX IPEenapaToB (J03a MOAOUPAETCS HHANBUIYAIIBHO),
AHTHUJICTIPECCAHTOB (TMPUMEHSIOTCS BHE HMHCTPYKLUHM [0 PEUICHHIO BpayeOHON KOMMCCHUH) C
LIEJIBI0 KYMPOBAHUSI CHMIITOMATHUKY [2,32].

YpoBenb yoenurenbHocTH pekomenaanuu C (YypoBeHb J0CTOBEPHOCTH J0KA3aTENbCTB - 5).
KommeHnTapumn: o6Oonv  6uisvigaem 2nasHviM 00paA3oM nopajcenue OnOPHO-08USAMENbHO2O0
annapama (nanpumep, 601U 8 Cycmasax u mvluieunvie O0U), U OHA MOICEM pPA3BUBAMbCS 80
MHO2UX O001acmax menda, € MmoM uucie 6 0061acmu NO360HOYHUKA, 6EPXHUX U HUICHUX
KOHeuHocmel, a makdice 20106bl U weu. bonv mooicem 3nauumenvho Hapywams no6CEOHEHYI0
0esamenbHOCIb, U MOACEN NOOYIHCOAMb NAYUEHMO8 NOIb308AMbCA UHBATUOHOU KOMACKOU.
Tonooxcumenvrozo a¢pghexma chapmaxomepanuu xponuueckou 6oau y nayuenmog ¢ MIIC mooxcro
000UMbCsL NPU yuéme NPUHUMACMBIX NAYUEHMOM NPenapamos u pecyiapHOM MOHUMOPUHSE
oezonacnocmu nevenus. Ilpu neuenuu 6016020 cuHopoma y nayueHma ciedyem UCnoab3068amb

HauMeHee UHBA3UBHDILL CNOCOo0.

3. 3 Xupyprudeckoe JeyeHue

Xupypauueckoe neuenue nayuenmos c¢ MIIC NV crnedyem npogeodumv npu yuacmuu
MYTOMUOUCYUNTUHAPHOU ~ KOMAHObL 68 COOMBEMCmBUY €  OetcmeyIoWUMY  KIUHUYECKUMU
PEKOMEHOAYUAMU.

o PexoMeHna0BaHO NpoOBeEHNE XUPYpPrudeckoro smemarenscrsa nmanuertam ¢ MIIC IV ¢
JUAarHOCTUPOBAHHBIM CTEHO30M IIEHHOIO OTAENa - JEKOMIIPECCHMM IT03BOHOYHOIO KaHaia

MHUKPOXHPYPTUYECKOH/IEKOMIIPECCUH  TO3BOHOYHOTO  KaHala,  OTKPBITBIM  JIOCTYIIOM
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/MEKOMIIPECCUU  KPAHHOBEPTEOPAILHOIO IEpexoja, OTKPBITHIM JOCTYHOM  (JIEKOMIPECCHH
CIIMHHOT'O MO3ra), YTO MMEET pelIallnee 3HAYCHHE B YCTPAHCHHWM CTEHO3a, HECTaOMIBHOCTH
aTJIaHTO-aKCHAJIbHOIO couaeHenus [2,3,4].

Yposenb yoeauteabHocTH pekoMenaanun C (YpoBeHb A0CTOBEPHOCTH A0KA3aTEJIbCTB — 4).
Kommenrapun: KpanuogepmebpanbHulii cmeHo3 MOMCHO YCMPAHUMb ¢ NOMOWbIO 0eKOMNpeccuu
Ha OGHHOM YpoGHe (Hampumep, OEKOMNPECCUBHAS JIAMUHIKIMOMUS, Kpaesds pe3eKyus Kocmu
(pezexyuu 3a0ne2o0 kpas 60bUO20 3aMBLIOYHO20 0MEePCMuUsL)) OJisl PACUIUPEHUST NO380HOYHO20
Kanana u 0c8o00dcOeHUss OypaibHo20 MewKa co CcnoHounooe3a. MucmpymenmanvHas
cmabunuzayus pekomeHoyemcs 0Jisk NPOQUIAKMUKU PA3BUMUST HeCMAOUIbHOCMU U PYOY0B8020
cmenosa [81]

B bonvwuncmee  ciyuaes  8vblnoaHsemcsi  OEKOMHpeccusi  NO360HOYHO20  KAHAIA
MUKDOXUPYPSUUECKOU/QeKOMNPECCUsL NO360HOYHO20 Kauana, OMKPbIMbLM
oocmynom/0eKomnpeccus  KpaHuogepmeoOpaibHo2o — nepexood,  OMKPbIMbIM — OOCIYHOM
00PCANIbHLIM OOCMYNOM, HOCKOAbKY HNepeOHssl OeKOMnpeccus 0Oonee CIONCHA U3-3a OJU3KO020
PACNON0MAICEHUS. MPaxel, NUueso0a, A3bIKa U WUMOBUOHOU JHCele3bl.

B cnyuae mnoeoyposnesoco cmenoza chauania Heobxo0uMo 8bINOIHUMb OEKOMIPECCUuro 00aacmu
Hauborbuie2o pucka (yauje 6ce2o0 ypoeeHb KpAHU08epmeOpaivbHo2o omoena). XupypeuvecKux
peKomeHOayuyu no O0eKOMApeccuu HNO360HOUHO20 KAHALA MUKPOXUPYPSUUECKOU/0eKoMnpeccuu
NO360HOYHO20 KAHANA, OMKPLIMbIM OOCHYNOM/OEKOMNPECCUl KPAHUOSEpmMedpaibHo20 nepexood,
OMKPLIMbIM OOCMYNOM (OeKomnpeccuu CnunHo2o mo3ea) oas ecex munos MIIC na cecoOnswmHuil
OeHb He cyujecmeyem u3-3a WUpoKo2o apCeHala Memooo8 U MexHuK, UCHONb3YeMbIX 68 PA3HbIX
KAUHUKAX U OCHOBAHHBIX HA COOCMEEHHOM KIUHUYECKOM Onblme, 4mo 00YCl081eHO pedKOCbIO
3a6onesanusi. OnepamusHvle MeUAmMenrbCmed Ha NO360HOUHUKE 6Ce20a OOJIICHbL GbINOIHAMbCSL
C UHMPAONEPAYUOHHBIM INEKMPOPUIUOLOSULECKUM UCCTe008aHUEM NepudhepuiecKux Hepeos/
INEKMPOPUIUOIOUYECKUM MOHUTNOPUHSOM HEUPOMBIUUEYHOU NPOBOOUMOCMU, C ONUCAHUEM U
unmepnpemayuel OAHHbIX INEKMPOPUIUOIOUHECKUX MEeMOO08 UCCIe)08AHUL/PACUUPDPOBKOL,
onucaxuem u uHmepnpemayuell OGHHbIX 1eKMPOPUIUONOSUYECKUX MEMOO08 UCCIe008aHULl (NOO
Hetipouzuonocuueckum konmponem) [82,83,84].

Coasnenue  cnumnoco  mo3ea npueooum K HeoOpamumviM  HE8pPON0SUHECKUM
HapyuwleHusM, Onepayuro ciedyem paccmampugams 0ax3ce y NAYUeHmos 06e3 He8posocUdecKoll
CUMNMOMAMUKU, eCU CASUMMANbHBIN OUAMemp NO360HOYHO20 KAHANA CYJiceH 0olee yeM Ha
50%.  Xupypeuueckoe  emewlamenbCmeo — OONNHCHO — GbINOJHAMbCA — paAHbULE — DA3GUMIUSL
HeB8pON02UYeCKUX NposigleHull. B nyoauxkayusx o0bIYHO NPUOEPIHCUBAIOMCA MOUKU 3PEHUS

paHHe2o JleyeHus KpamuosepmebpanbHo2o cmenoza y nayuenmog c¢ MIIC, npeocoe uem
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Pazosvbemcs Heoopamumas OUCQYHKYUsL CHUHHO20 MO32d.

Tpyono onpedenrumsv Hauboree ONMUMATbHLIE CPOKU Ol  BMEUAMENbCmEd, NOCKOIbKY
NnoOMmMeHYUaIbHble NpeuUMymecmea O0eKOMNpeccuu OO0AHCHbL OblMb COOMHECeHbl C BbICOKUMU
puckamu, ceazannbiMu ¢ anecmesueu u xupypeueu npu MIIC. bonee mozco, cmenens Komnpeccuu
npu 8U3YAIU3AYUU He 0053aMeNbHO KOppeaupyem ¢ He8posocudeckumu npossienuimu. Hanuuue
NPUSHAKOB U CUMNIMOMOS8 MUETONAMUU ABNAEMCa AOCOIIOMHbLIM NOKA3aHUeM 0 Onepayuu.
OmuocumenvHbIMU NOKA3AHUAMU  AGNAIOMCS  BbIPAdNCEHHAs HecmabunbHocms (> 8 mm) u
usmenenue 6 cnunHom mosee (ouazu mueronamuu) na MPT [85,86].

Munumanshoe npocmpancmeo NO360HOYHO20 KAHANA, HeobXooumoe Ol  HOPMANbHO2O0
QYHKYUOHUPOBAHUA CNUHHO2O MO32a He YCmanoeieHo. 1103momy HeobXooumo ucnoib308ams
pexomeHoosanuvlie wikanvl oyenku cmenoza npu MIIC IVA u MIIC VI ona onpeoenenus
HeobXoo0uMocmu  0eKoMNpeccuu KpaHuo8epmeOpaibHo20 nepexoodd, OMKPbIMbIM OO0CHYNOM
(kpanuosepmebpanvhoii dexomnpeccuu) [85].

Ilpu Hanuuuu nokazawuil K ONEPAMUBHOMY JNeYeHUI0 WelHOU Mueionamuu u oeghopmayuil
KOHeuHOocmel,  Nepeol  PeKOMEeHOOB8AHO  NPOU3BOOUMb  ONEPAMUBHYIO  OeKOMNPEeccuio
NO360HOYHO20 KAHANA MUKDPOXUPYPUHECKYI0/0eKOMNPEeCcCUt0 N0360HOUYHO20 KAHAAA, OMKDPbIMbIM
00CMYNOM/OEeKOMNPeccUur0  KpaHuo8epmeoOpaibHo2o  nepexood,  OMKPblmMbIM — OOCIYHOM
(0exomnpeccuro  cnunnoco  mosea). Tonvko npu  OIA2ONPUAMHOM — UCX00€ — OAHHO20
eMeuamenbCmed peKkoOMeH008aHa ONepamuenas Koppekyus degopmayuii KOHeUHOCmell.

. PexoMeHI10BaHO TIPOBEICHUE XUPYPTHUECKON KOPpEKIuu aedopmariii mMo3BOHOYHUKA,
ckeneTHbIX Jepopmannii manumentam ¢ MIIC IV npu BblpakeHHOM HapylmieHHMM (QYyHKIMH U
OTCYTCTBUH 3((PeKkTa OT KOHCEpBATUBHON TepanMM C LENbI0 YMEHbIIEHHUs 0O0JEeBOro CHHIpOMA,
yAy4IIeHHs ABUTATeNbHBIX QyHKIwmi [2, 10,11].

YpoBeHnb yoenuresnbHocTH pekoMmenaanuu C (YypoBeHb J0CTOBEPHOCTH 10KA3aTeNbCTB — 5).
Kommenrapumn: [loxkaszanus k onepayuu no nogoody mopaxkoaomobanisHo2o Kugosa: oegpopmayus
noseonounuxa 6onee 45-50° npocpeccuposanue oegopmayuu, cmeHo3 NO360HOUHO20 KAHALA C
HeBpO 102UYECKOU CUMNMOMAMUKOU U 6e3 Heé.

Hanoowcenue ropcema npu namonoeuu 2pyono2o omoena NO360HOYHUKA/HATIOHCEHUE
Kopcema npu namonocuy NOACHUYHO20 omoena no3eoHoyHuxka (kopcemuposanue) npu MIIC, &
bonvuwuncmee cuyuaes, He obocnosano. Ilpu ucnonvzoganuu xopcema pebeHOK UCHbIMbIEAEm
ouckompopm, 0cobeHHO NI0XO0 e20 NepPeHOCAm Oemu MAaoule2o 803pacmda, 6 CB8A3U C
0CODEHHOCMAMU MENOCTIONCeHUs. U BHYMPUOPIOWH020 Oaénenus. Hcnonvzoeanue kopcema y
ManeHbKux — Oemeli  BO3MOJCHO  MOJILKO  Hpu  bvlcmponpozpeccupyrouem  Kugosze U

HEeB803MONCHOCMU XUPYPSUHECKOU KOPPeKyuu no Kakum-auoo npuuuram. OObiuHO NOKANbHbIU
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Kkugoz oonee 10° u cxoauoz 6onee 40° sergiomces noxazawuem 0ns  ONEPAMUBHO2O
BMeuamenbCmead, maxce Kaxk u Hanuvue muenonamuu [61].

Memooukotii evibopa sa615emcst 3a0HAL UHCIMPYMEHMANbHASL ukcayus ooracmu Kugosza u
CMEJICHBIX Ce2MeHmMOo8 ¢ NOCIeONepayuoHHbIM Kopcemuposanuem 6 medenue 3 — 6 mecsayes.
Tepanusa crxoauosa e umeem Kaxkux-iudo cneyuguueckux oaa MIIC ocobennocmeti, nosmomy
UCNONIL3YIOMC MPAOUYUOHHBLE MEMOOUKU.

Ilo noxazanusam pekoMeHO08AHO OCYWECMEIAMb XUPYPSUUecKylo Koppekyuio oegopmayuii
KOHeuHOoCmel, UCNnpasiieHue ocu HudicHell KOHeuHocmu. B saseucumocmu om 6o3pacma u
msdcecmu Oeghopmayuil, NOOBbIGUXOE MA300EOPEHHBIX CYCMABO8 MOICHO JleYUmb Memooamu
ocmeomomuu  (kocmeti maza U  OeOpPeHHOU KOCMmU), GAPUAHMOS  aAyemadyIonIACmMuKU
(npeonoumenue credyem omoasame ayemabynroniacmuxe muna San-Diego) wiu momanvno2o
9HOONPOMe3UpPoB8aHUs mazobeopenHo2o cycmasa. Banveycnyto oeghopmayuro konennoco cycmaga
KOPPUSUPYIOM C NOMOWbIO MEXHOI02UU KOHMPOJIA POCMA (2eMUdINUPU3U00e3 ¢ NOMOWbIO HAbopa
0151 KOppeKyuu pocma KOCmu npu Qukcayuu nAACMUHAMU (860CoMUOOPAZHLIMU NIAACHMUHAMU),
aghgpexmuenoco y pacmyueco pebeHka u no3eoaoueco npedomapamums pasgumue nopatceHuti
mazo0be0peHHbIX CYCMABos8 U 8aIb2YCHOU dehopmayuu 100bidiceK & bonee no3oHeMm eo3pacme. Y
nayuenmog Oonee cmapuieco eozpacma mozym Ovims d¢ghpexmusnvl ocmeomomus (KOIEHHO20
cycmaea) unu  apmponiacmuka KOAeHHO20 cycmasd. Bamweycuylo oegopmayuro 100bloCcKU
MOJCHO 8 YeloM Jedumsb Opmoneoudecky, Ho UH020a MOodicem Nomped08amvCs XUpypeuuecKas
KOoppeKkyus (Hanpumep, HanpagIaiowuti pocm Uiy 0Cmeomomus Kocmu (Kocmetl, cOCMagissiouux
J00bLICKY)).  Banveycnas oOegopmayus konemnHoeo cycmasa  u/unu  0ObINCKU — HEPeoKo
peyuousupyem. Ileped xupypeuueckumu emewamenscmeamu, mpedylowumMy anecmesuu,
HeobXo00UMo nposecmu npedonepayuoHHy0 OYeHKy akmopos pucka 6 OmHOueHUU aHecmesuu,
U NPOBOOUMD ee DONHCHBL 2PYNNbL CNEYUATUCTO8, UMeloujue ONbIM Je4eHUs IMuUx 3a001e6aHU.

. PexomennoBano nauuentam ¢ MIIC IV tuma paccMoTpeTh, MpH HAIWYMM MOKa3aHWH,
OTEpaTHUBHOE JIEUEHHE TYrOyXOCTH, TMPOBEICHUE AACHOUIIKTOMUN (aJCHOUIIKTOMHH C
WCTIOJIH30BAHUEM BHUICOIHIOCKOMMYECKIX TEXHOJOTHI) W/WIIM TOH3WUIDKTOMHH (TIPEATIOUTEHHE
CIIEYeT OT/AaBaTh TOH3WUIDKTOMHH C WCIIOJIB30BAaHUEM BHJICOIHIOCKOMMIECKUX TEXHOJOTHIA) C
EJIBIO YIYYIIIEHUS MPOXOJMMOCTH JbIXaTeNIbHBIX myTel [2,34,35].

YpoBensb yoenuteabHoCTH pekoMeHaanun C (YpoBeHb 10CTOBEPHOCTH T0KA3aTEJbLCTB — 5).
KommeHTapuu: konoykmusnylo  my20yxocmo, O00VCIO8IEHHYIO CKONJIEHUEM JHCUOKOCMU 8
cpeoHeM yxe, MONCHO JleYunsb ¢ NOMOWbIO UWLYHMUPOBAHUS U OPEHUPOSaHUsi OapadaHHoU HOI0CMuU
[2,45]. Tumnanocmomuueckue mpyoxku O OAUMENTbHO20 NPUMEHEHUS HpeonoumumenvHee 6

n€p6blﬁ pas ucnoib3osamsv C yyemom pPUucKoe npoee()esz anecmesuu U puUcKoe noemopHoco
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cKonenus sxcuokocmu 8 cpeonem yxe [2,45]. Cuyxosvie annapamei (Annapam ciyxo8ou KOCMHOU
npoBOOUMOCMU C KOCMHOU (puKrcayuel umnianmupyemviit*** Annapam ciyxo8oti KoCmHOU
npoBOOUMOCMU C KpenlieHuem Ha conose***, Cucmema umniaumayuu cpeore2o yxa noJHOCMbIO
umnianmupyeman®***,  Annapam cuyxo80u KOCMHOU NPOBOOUMOCMU C UMIIAHMUDYEMBIM
gubpamopom™**) yenecoobpazno npumeHnams, eciu nomeps CAYXa YACMUYHO 00YCl08NeHa
npocpeccupyioumum HeupoCeHCOPHuIM daeMeHmoM. Ilpu obcmpykyuu epxHux OvlXamenbHbiX
nymet — 4acmo — mpeoyiomcs — MOH3WIIIKMOMUS — U/uiu  yoaieHue  adeHoudos.  Ilpu
Hea(heKMUBHOCMU 6eHMUIAMOPHOU NOOOEPIHCKU ULU NPU OOCMPYKYUU ObIXAMETbHbIX NYMell 60
epems b600pcmeosanus Modxcem nompebosamucs NnOCMAaHo6Ka 8PEMEHHOII
MpaxeocmMomuvl/nOCMAHO8KA NOCMOAHHOU mpaxeocmomsl. OQOHAKO, NOCKOIbKY HOCMAHOBKA
8pemMennol mpaxeocmomovl u yxo0 3a mpaxeocmomou ( nocredyiowuil yxo0 3a Heil) Mo2ym
CONPOBOANCOAMbCSi  OONLUIUM — KOIUYECTIBOM — OCIOJNCHEHUU, 9MO BMeuamenbcmeo ciedyem
npo6ooums mobko 8 yeumpax, umeiowux onvim aedenuss MIIC 1V [2,58]. I1o neobxooumocmu
NPOBOOAMCS CMEHA MPAXeOCMOMUYECKOU MPYOKU, 3aKpblmue mpaxeoCcmombl.

Hanuvie emewamenvcmea npumensitomes y nayuenmos ¢ MIIC IN muna, xax u 6 obwetl
nonyisyuu, ¢ CUHOPOMOM OOCMPYKMUBHO20 HOUYHO2O ANHOI, IKCCYOAMUBHLIM ~OMUMOM,
3ampyoHeHueM HOCO8020 ObIXAHUA U PeYUOUBUPYIOWUMU UHDEKYUAMU BEPXHUX ObIXAMETbHbIX
nymeu. Ilpu smom Heobxooumo yuumwieams, umo npu MIIC N muna xupypeuueckoe
emewamenvbcmeo mpebyemcs yawe, yem cpeou obvrunvix oemei. Ilayuenmam ¢ MIIC IN muna
credyem  6vl0Upamv  MAKCUMATbHO wadsuue U 3IpgexkmusHvle Memoouxu, omoasams

npeonoumenue sHO0CKonudeckum emewamenvcmeam [36,37,38].

4. MeqnumnHCcKasi peadMIMTAIIUA U CAHATOPHO-KYPOPTHOE JIeYeHHe,
MeIUIUHCKUE TOKA3aHUS U MPOTUBONOKA3AHUSA K IPUMEHEHUI0 METO/10B
MeIUIUHCKOI peadWIuTaunuu, B TOM YHUCJIe OCHOBAHHBIX HA MCIOJIb30BAHUM

NPHUPOIHBIX Je4eOHbIX (PaKTOPOB

B kpye peabunumayuonnvix meponpusmuii nayuewmam c MIIC N moeym 6vimo
BKIIOUEHbI 3AHAMUSL C MEOUYUHCKUM NCUXOTIO20M, OMObIX 6 CReYUATUZUPOBAHHBIX CAHAMOPUSIX, 4
Makdice  COYUANIbHO-PeAOUIUMAYUOHHAsL paboma (CoyuanbHas adanmayus) ¢ yuacmuem
CReyuanucmos8 U  COYUAIbHbIX PAOOMHUKOS, KYPCbl  00We20 Maccaxca MeOUyuHcKozo.
Cneyuguueckue memoovl  peabunumayuu  npu  HAIUYUU — OCTONCHEHUUl  YKA3AHbl 6
COOMBEMCMBYIOWUX PA30eNaXx.

Peabunumayuonnvlie meponpusmus JHceiamenbHo Nposooums 6 YCI08USIX OHEeBHO20

cmayuonapa ¢ yacmomoii 3-4 pasa e 200, ONUMENbHOCHIb onpedeﬂﬂemc,q mAsMcecnvbro COCMOAHUA
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U OMBemoM Ha NPOBOOUMbLE MEPONPUSIMUSL.

Heuponcuxonozuueckas peabuiumayus

Ilcuxonozo-neoazozuueckas nomouiob

Ilposooumcsa 6 Komniexce peaburumayuoHHvlx meponpusmui. Koppexyuonuo-
neoazozuyeckoe 8030elcmeue U HeuponCuUxoi0eUYecKas KoppeKyuoHHO-80CCMAHOBUMENbHAS
npoyedypa npu HapyuleHusx NCUXu4eckux QYHKyul onpeoeisemcs 8 3a8UCUMOCHU O MAICeCmu
U OIUMeNbHOCMU medeHus: Oole3HU, CMeneHu Heodopa3sumus NO3HABAMENbHOU OesmelbHOCU,
Muna SMOYUOHAILHO2O Peazupos8anusi, 0cobeHHocmell nosedeHuss pebenka. Bxaouenue
KOPPEKYUOHHO-NEOA202UYECKO20 CONPOBOICOCHUSL U HEeUPONCUXOI02UYeCKOl peaburumayuu 6
KOMIJIEKC — B80CCMAHOBUMENbHbIX — MEPOnpusmull  obecneyusaem OONOJHUMETbHYIO — OYEHKY
OUHAMUKU NCUXUYECKO20 PA3BUMUSL KAK 0OHO20 U3 8AJICHBIX NOKA3amenell COCMOsHUSL 300P08bS,
nosvluiaem 3QPOeKMUBHOCHb MepPanesmudecKux BMeuamensbCcmes, CHUNCaem 3KOHOMUUECKoe
Opemsi OaHHOU NAMONO2UU 34 CUem COYUANUZAYUU NAYUEHMO8 U COXPAHEHUSl NCUXOI02UYECKO20

nomeryuaia mpydocnoco6Hblx YNEeHO6 ceMbU.

5. IllpodpunakTuka U AUCHIAHCEPHOE HAOIIOIeHUEe, MeIMIIUHCKHE MIOKA3AHUS U

NMPOTHBONIOKaA3aHUA K IPUMECHCHUIO METO0B HpO(l)I/I.]'laKTI/IKI/I

° PexomengoBan tmiocie ycraHoBiueHus guarHoza MIIC IV nanuenty wim  ero
opUIMANBEHEIM TPEICTAaBUTENAM MpueM (OCMOTp, KOHCYJbTAllMsI) Bpada-TeHETUKA C LENbI0
pa3bsCHEHUS TEHETUYECKOTO pHCKa, OOCYXACHHS BO3MOXKHOCTEH MNPEUMILTAaHTAIIMOHHOTO
TEHETUYECKOTO TECTUPOBAHUS (MPEHATAIBHOTO W MPEUMIUIAHTAI[MOHHOTO TE€HETUYECKOTO
TECTUPOBaHUs SMOpHoHa) [2,12].

YpoBeHb yoenurebHoCTH pekoMenaanuu C (ypoBeHb J0CTOBEPHOCTH J0KA3aTEIbCTB — 5)
Kommenrapuu: yuumoigas aymocomno-peyeccusnviti mun naciedosanus MIIC \N muna, puck
NnOBMOPHO20 podicOeHuss 8 cemve pebenxa ¢ MIIC |V, uezasucumo om nona, pasen 25% -
gvlcokutl. TIpeumnianmayuonHoe 2eHemuyeckoe mecmuposanue (NpPeHamaibhas OUdeHOCMUKA)
803MOJICHA Memooamu npsamou umu Koceennou /[HK-ouacnocmuku ons cemell ¢ u38eCmHuiM
2EHOMUNOM.

. PexoMeHng0BaHO TIpOBEIECHHE BaKIMHAIIMM 1O HAIIMOHAIILHOMY KaJeHAAapi0 MPUBUBOK
BceM manmentam ¢ MIIC IV, a taxke BakMHAlMK OT TPUIINA, THEBMOKOKKOBOW WH(EKIHUU C
L[eJbI0 TPEOTBPAIICHUS BAKIIMHOYTIPABISEMbIX HHPEKIUN 1 UX OcI0XKHEeHH [88].

Yposenb yoenuteabHocTH pekoMenaanun C (YpoBeHb J0CTOBEPHOCTH 0KA3aTEJIbCTB — 5).

Kommenmapuu: Taxoice dcenamenvras 6aKyuHayus om MeHUH20KOKKOBOU UHDeKyUU.

5.2 Iucnancepuoe Hadoawoaenne nanuenros ¢ MIIC 1V
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3abonesanue umeem MyibMUCUCMEMHYIO NPUPOOY U Heobpamumble, Npopeccupyrouue
KAUHUYECKUE NPOsGIeHUs, YMO 00YC08IUsaem HeodX00UMOCMb HAOIIO0EHUs He MOAbKO Y3KUMU
cneyuanucmamu (8Pa1uOM-0MOPUHONAPUHSONIO2OM, 8DAUOM-XUPYD2OM/8PALOM-0EMCKUM
XUpypeom, 8PAUOM-MPABMAMOLO2OM-0PMONEOOM, 8PAUOM-0hMaANbLMONI020M, 8pauom-
KapOuosi020mM/6paiom-0emcKum Kapouoio2com, 6paiomM-nyibMOHOI020M, BPAYOM-HEBPOTIO2OM,
8PAYOM-CIMOMAMONI020M/BPAYOM=  CHMOMAMON020M OemCKUM U M.0.), HO U JO20Ne0OM,
MEOUYUHCKUM NCUXON020M, PAOOMHUKAMU NATIUAMUBHBIX CILYAHCO U OpYy2UMU CReYUATUCMAMU NO
Heobxooumocmu.

Hayuenmot ¢ MIIC IN 00101cHbl NOCMOAHHO HAX0OUMbCsl N0 Habnodenuem, 1 paz 6 6-12
Mec. (8 coomeemcmeuu ¢ MANCeCmvblo COCMOAHUS) NOKA3AHO KOMNIEKCHOe 00Cnedosanue 8
MHO20NPODUILHBIX CMAYUOHAPAX.

Habniooenue nayuenmos no mecmy oicumenbcmea (8 amo6y1amopHO-noOIUKIUHUYECKUX
VCI0BUAX) OONNCHO OCYWECMEIAMbC NOCMOAHHO. Jlabopamopuvie u uncmpymenmanvhvie
00C1e008aHUsL U peKOMEeHOYeMasl Yacmoma ux nposedenus npedcmaenena ¢ Ilpunoycenuu A3.3.
e PexomeHn0oBaHO BceM NAlMEHTaM C MYKOIOJIMcaxapuao3oM IV Tuma KOJIM4eCcTBEHHOE
ompeielieHue TJIMKO3aMUHOTJIMKAHOB MOYHM (KOMILJIEKC MCCIEIOBAaHUM I JUArHOCTHKU
MyKonosicaxapuaosa tan IV) B tunamuke [87].

YposeHnb yoenuresbHocTH pekoMenaanuu C (ypoBeHb J0CTOBEPHOCTH 10KA3aTeIbCTB — 5).
KommenTapuu: npogsooumcs, 6 cpednem, uepes 3 mec. nocie unuyuayuu P3T u danee 06biuHO
Kadcovle 6 mec.

. PexomengoBano BcemM mnamuentam ¢ MIIC IV mpoBeneHune aHanmmza KpoBU
OMOXMMHUYECKOTO OOIIETEPANEBTUYECKOTO C LETBI0 ONpe/eeHus] (PYHKIIMOHATBHOTO COCTOSTHUS
neyeHu (UcCClieJoBaHHE YpOBHS oOmero OunupyOMHa B KpPOBH, HCCIEAOBaHUE YPOBHS
OunupyOrHa CBSI3aHHOTO (KOHBIOTMPOBAaHHOTO) B KPOBH, HCCIEIOBAHHWE YpPOBHS OMIMpyOMHA
CBOOOJTHOTO (HEKOHBIOTMPOBAHHOTO) B KpoBHU, McciemoBaHue YpoBHSI XOJieCTEpHUHA B KpPOBH,
Hccnenoanue ypoBHsI Hatpusi B KpoBH, VMccinenoBanne ypoBHSI Kanusa B KpoBH, MccienoBaHue
ypOBHS 00IIETO Kalbllusi B KpoBH, VccrnenoBanue ypoBHsI OOIEr0 MarHUsi B CHIBOPOTKE KPOBHU
[17, 87,89,90].

Yposenb yoenureabHocTH pekoMenaanuu C (YpoBeHb 10CTOBEPHOCTH 0KA3aTEJILCTB — 5).
KommenTapuu: uccredosanue xonecmepuma exknouaem 8 mom yucie, UCCIe008aAHUE VPOBHS
XonecmepuHa TUNONPOMeUH08 8blCOKOU NJIOMHOCIU 8 KPOBU, UCCIe008AHUE YPOBHS XOJleCMepUuHa
JIUNONPOMEUHO8 HU3KOU MNJIOMHOCMU, UCCIe008aHue YPOGHs JUNONPOMEUHO8 6 KpOBlU,
uccreodosanue ypogHs mpueiuyepuoos 8 kposu. HMccieoosanue ciedyem nposooums 8 npoyecce

OUHAMUYECK020 HabI0OeHus, 8 cpeonem, 1 paz 6 6 mec.
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) PexomennoBano Bcem mamuweHtam ¢ MIIC IV npoBenenune o0miero (KIMHUYECKOTO)
aHanu3a KpoBu (OO (KIMHUYECKUI) aHAINW3 KPOBU PAa3BEPHYTHINA) AJISI OLEHKH OCHOBHBIX
apaMeTpOB KPOBETBOPEHHS M BBISBIICHUS BO3MOXKHBIX HH(PEKIIMOHHBIX Tporieccos [17, 91].
Yposenb yoeauteabHocTH pekoMenaanun C (YpoBeHb A0CTOBEPHOCTH A0KA3aTEJIbCTB — 5).
KomMmeHTapuu: 6 c6a3u ¢ 6blCOKUM pUCKOM pa3eumus UHMEPKYPPEHMHbIX UHGexyul,
acnupayuonnou nuesmonuu y nayuenmos ¢ MIIC IV [87] pexomenoyemces nposedenue oannozo
uccredosanusi, 6 cpeonem I pas 6 6 mecsyes.

) PexomennoBano Bcem mamuweHtam ¢ MIIC IV npoBenenune o0miero (KIMHUYECKOTO)
aHaJIM3a MOYH ]ISl OIICHKH COCTOSIHVISI MOYEBBIBOISAIIUX MTYTEH U IMOYCK B CBSA3H C BEPOSITHOCTHIO
MOSIBJICHUSI PU3HAKOB HEHPOTEeHHOI'O0 MOUYEBOTO MY3bIps (COCTOSHUE, OTHOCsIIEecs K pakTopam
puicka pa3BuTHs HH(EKIIUK MOYEBBIBOAIIIMX myTeit) [94, 95].

YpoBenb yoenuteabHOCTH pekoMeHaanun C (YpoBeHb J10CTOBEPHOCTH H0KA3aTEJIbCTB — 5).
KommenTapum: 6 ces3u ¢ puckom pazeumus unmepKyppesmuuix ungexyuu y nayuenmos ¢ MIIC
IV pexomenoyemcs nposedenue oannozo uccieoosanus, 6 cpeouem, 1 paz 6 6 mecayes.

. PexomengoBano Bcem maunumeHtam ¢ MIIC IV mpoBenenue  uccienoBaHus
KOaryjiaorpaMMbl (OpUEHTHPOBOYHOTO UCCIIEIOBAHMS CHCTEMbI TeéMOCTa3a) JIJIsl OLIEHKH COCTOSHUS
CHCTEMbI KOAryJIsIlIiU U CBOCBPEMEHHON MPODUIAKTHKH Pa3BUTHS TpoMO030B [17].

Yposenb yoenuteabHocTH pekoMenaanuu C (YpoBeHb 10CTOBEPHOCTH A0KA3aTEIbCTB — 4).
Kommenrapuu: ucciedyromes 00biuHO aKMUBUPOBAHHOE YACUYHOE MPOMOONIACMUHOBOE
8peMsl, onpeoeienue npompoMoOUH08020 (MPOMOONIACMUHOB020) 8PEMEHU 8 KPOSU UL 8 Nid3Me,
onpeoeiieHue MpPoMOUHOBO20 BPEeMeHU 8 KPOBU, UCCIe008aHue YPO8H (QuOpuHocena 6 Kposu,
onpeoeieHue KoHyenmpayuu J[-oumepos 6 Kpogu - yacmoma ucciedosanus, 6 cpeonem, 1 paz 6
12 mec., npu Heobxooumocmu — uawe (nepeo Kaxcobim onepamusHbiM BMeuameibCmeom,).

. PexomengoBano Bcem maunuentam ¢ MIIC IV mposenenune Y3W opranoB OpromrHoit
nosioct (YIbTPa3ByKOBOE MCCIIEIOBAHUE OPraHOB OPIOMIHOW TOJIOCTH (KOMIUIEKCHOE) W/WIN
MPOBEJICHUE MArHUTHO-PE30HAHCHOW ToMorpaduu OpraHoB OpIOIIHON TMOJOCTH  W/HUIU
KOMITBIOTEPHOU TOMOTrpaduui OpraHoB OpPIOIIHON TOJOCTU C IENBI0 BBISBICHUS YBEIHYCHUS
pa3mepoB redyeHu u (pexe) cenesenku [2,44,45,76].

Yposenb yoenureabHocTH pekoMenaanun C (YpoBeHb J0CTOBEPHOCTH A0KA3aTEJIbCTB — 5).
KomMmenTapum: guisgnaiomes ymepennas 2enamome2anus unu (pesxce) 2enamocnieHoMe2anus.
Buvibop memooa uccnedosanus — no uHOUBUOVATLHLIM NOKA3AHUAM UCXOO0SL U3 BO3MOICHOCTELL
nayuenma u KiuHudeckou nompedonocmu. llpu neobxooumocmu npumensemcs HapKo3.

Kpamnocmoe uccneoosanusn 1 pas 6 12 mec. npu neobxooumocmu - uauye.
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J PexomengoBano nauuentam ¢ MIIC IV npoBeaenue peHtrenorpadpuu menHOro otaena
MO3BOHOYHUKA W/UJIM PEHTIeHOrpaduu rpyAHOTO OT/IeNa TMO3BOHOYHHMKA W/WIKA peHTreHorpaduu
MOSICHUYHOTO OTJIela MO3BOHOYHUKA (B T.4., PEHTIeHOTrpauio MO3BOHOYHHUKA, CIICHUATHHBIC
WCCIIEIOBaHMS U MPOEKIMU) W/WIK CHHpajibHas KOMIIBIOTepHAas ToMorpadus Iieu, rpyaHOro U
MOSICHUYHOTO OTJIeNIa MO3BOHOYHUKA (KOMITbIOTEpHAsi ToMOrpadus MO3BOHOYHUKA (OJUH OTAEN)),
Ta300€IpeHHBIX CYCTAaBOB (KOMIIBIOTEpHAss ToMorpadus MOo3BOHOYHUKA (OJMH OTHEN)), a TaKKe
peHTreHorpauu BEPXHUX M HIDKHUX KOHEYHOCTEH (peHTreHorpadus BepXHEW KOHEYHOCTH,
peHTreHorpadgusi HUKHEH KOHEYHOCTH) C IENBI0 BBIABICHUS MHOXXECTBEHHOTO IH30CTO33, B
cpennem, 1 pa3 B 12 mec. [2,3,4,10,11,87].

YpoBeHb yoenuresibHocTH pekoMenaanuu C (YypoBeHb J0CTOBEPHOCTH 10KA3aTeIbCTB — 5).
KommenTapuu: 6 3asucumocmu om KiuHUuecKko2o0 medenus 3a001e8anus, cieoyem nposooums
peHmeenozpaghuio wielno2co omoena No360HOYHUKA, 8 M.4Y., PEeHMeHO2paguio NO360HOUHUKA,
cneyuanbHble UCCIe008aHUsl U Npoekyuu (6 nepeoHne3aoHem, 0OOKOBOM  HEUMPAIbHOM,
ceubamenvbHo-pazeudamenbHoOM  NOJONCEHUSX), U peHmeeHozpaguio  epyoHo2o  omoena
NO360HOYHUKA,  PEHMeeHocpauio  ONOACHUYHO20 ~ OmOeld  NO360HOYHUKA, 6  Mm.u.,
PpeHmeeHozpaghuio N0360HOYHUKA, CReYUaibHble UCCIe008aHUs U NPOeKyuU (8 nepeonesaoHell u
bokosoitl npoexyusx) [2,4,87].

. PexomenaoBana Bcem manuentam ¢ MIIC IV npuem (ocMOTp, KOHCY/IbTAIlMs) Bpaya-
OTOPHUHOJIAPUHTOJIOTA TIEPBUYHBIN U TOBTOPHBIE C TPOBECHIUEM OCMOTPA BEPXHHUX JbIXaTEIbHBIX
myTel (HOCOTTIOTKH ¥ TOPTaHM), B TOM YKCJIE€ SHIOCKOMMYECKas YHA0HA3aIbHAs PEBU3HS MOJIOCTH
HOCa, HOCOTJIOTKH, IMH(PAPUHTOIAPUHTOCKOIHUS C IEIBI0 JTUATHOCTHKHU, KOHTPOJISI OCIIOKHEHUH
CO CTOPOHBI BEPXHHUX JIBIXATCIBHBIX IMYTEH W BBIOOpA ONTHMAIBLHOM CTPATErHH Tepaluy 2 pa3a B
rox [2, 25].

YposeHb yoenurebHOCTH pekoMenaanuu C (YpoBeHb J10CTOBEPHOCTH 10KA3aTeIbCTB — 4).
Kommenrapuu: npu Hamuuuu cumnmomos oOCmMpyKyuu u nepeod onepayuei  MONCHO
paccmompems nposedenue BUOeOIaAPUHSOCKONUU.

Ilpu nanuyuu nokasanuti NPOBOOUMCs IHOOCKONUUECKAS IHOOHA3ANbHAS PeU3Us NOJIOCMU HOCA,
HOCO2NIOMKU,  SNUPAPUHSONAPUHSOCKONUA,  INUDAPUHLOCKONUA — 8UOEO0IHOOCKONUYecKds (8
cpeonem, 1 paz 6 12 mec.).

o PexomengoBana npueM (ocmoTp, KOHCYJIbTAIHSI) Bpaua-cypjaoora-
OTOPUHOJIAPUHTOJIOTA W TPOBEICHUE MOHANLHOU  ayouomempuu (nopo2osol) /MOHANbHOU
ayouomempuu 8 c80000HOM 38YKOBOM nose/peuesoti ayouomempuu/ueposoti
ayouomempuu/pecucmpayuu CmayuoOHapHvlX CIYX08blX Gbl36aHHbIX nomenyuanos (ASSR mecm)

BceM nanuenTtam ¢ MIIC IV ¢ nensto BeisIBIEHHS TyroyxocTu He pexe 1 paza B 12 mec. [1,2,25].
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YpoBenb yoenurenbHocTn pekomenanuii C (YypoBeHb 10CTOBEPHOCTH 0KA3aTeNbCTB —4).
Kommenrapuu: /lpu nooospenuu Ha cuudicenue ciyxa HeoOX0OUMO HpoeedeHue MOHANbHOU
ayouomempuu/pevesol  ayouoMempun/ueposot  ayouomempuu  (MOHAIbHOU — AYyOUOMempuu
(nopoeosoil)  /monanvHou  ayouomempuu 8  CB0O0OHOM  38VKOBOM  NoJjle/peuesoll
ayouomempuu/uepogoui ayouomempuu)l pecucmpayuu 6b136aHHbIX AKYCMUYECKUX OMEEMO8 MO32A
Ha NOCMOSIHHblE MOOYIUposanHvle moHvl (ASSR mecm (pecucmpayuu cmayuoHapHuIX CIYXO0B8bIX
8b1368aHHbIX nomenyuanos (ASSR mecm)) (npu omcymcmeuu sxccyoamuenozo omuma) Escecoono
HE0OX00UMO  NPOBOOUMb MOHANLHYIO  AYOUOMEMPUIO/PEUEBYI0  aAYOUOMEMPUIO/USPOBYVIO
ayouomempuio  (MOHATLHYIO — AYOUOMEmMPUIO  (NOPO208YI0) /MOHANBHYIO — AYOUOMEmpPUio 8
CB0OOOHOM 38YKOBOM NOJE/Peuesyio  ayouomempuro/uepogyio ayouomempuio)l pesucmpayuro
8bI36AHHBIX ~ AKYCIMUYECKUX OmBemos Mo32d HA NOCMOAHHbIE MOOYIUPOBAHHbIE MOHbL
(pecucmpayuro cmayuonaphix ciyxosvix eviz6anHvix nomenyuanos (ASSR mecm) ¢ xoppexyuei
no éospacmy [2,45].

. PexomennoBaHo omnpezeieHne GopcupoBaHHOM KU3HEHHONW eMKocTh jerkux (DPXEJD) u
MaKCHMAJIbHOW MPOM3BOJIBHONM BEHTHJISIMU JIETKUX (maximum voluntary ventilation — MVV)
(MccnenoBanne HECTIPOBOIIMPOBAHHBIX JBIXAaTEIBHBIX OOBEMOB W TOTOKOB, McciiemoBaHue
JbIXaTeNbHBIX 00BEMOB C MPUMEHEHUEM JIEKapCTBEHHBIX mIpemnapatoB) nanueHtam ¢ MIIC 1V,
CIIOCOOHBIM BBITIOJTHUTH TPeOyeMbIi AbIXaTeTbHBIA MaHEBpP, €XKETOAHO ISl OLEHKU COCTOSHUS
OpOHXOJIETOYHO# cucTeMbl, He pexe 1 paza B ron [2,87].

YpoBeHnb yoenurenbHocTH pekomenaanuii C (YypoBeHb J0CTOBEPHOCTH 10KA3aTeNbCTB — 5).
KommenTapum: riposedenue uccneoosanus gyukyuu enewineco ovixanus (PBL) memooom
cnupomempuu ecem nayuenmam ¢ MIIC |V, cnocobuvim vinonnums mpedyemvlii OblXxamenbHblil
manesp cpednem, 1 paz 6 12 mecsayes. Ilpu usmeHeHUU BbIPAANCEHHOCNU PECRUPATMOPHBIX
CUMRMOMO8 UMU  pA3GUMUU  UHMEPKYPPEHMHLIX — 3a0071e6aHull  HeobX00UMO  Npo8OOUMb
O0ononHumenvHoe obciedosanue. s MOHUMOpUHeA USMEHEHUUl OblXamenbHOU @QYHKYuu y
OONbHBIX ¢ MeyeHueM BpemMeHU MONCHO UCHONb308AMb  AOCONIOMHbIE 3HAYEHUS IMUX
noxazameneu. OyeHumsv @QYHKYUI0 6HeUIHe20 ObIXAHUS MaKdyce caedyem nepeo Jao0biMU
NJIGHOBbIMU asuanepeiemamu, ymoowvl obecnedums 6e30NACHOCMb NAYUEeHma 80 8peMs nojema
[2,75,80].

. PexomengoBano 1npoBefeHHE peHTreHorpadguu Jerkux (peHTreHorpa@uu Jerkux
udposoii) Bcem naruentam ¢ MIIC 1V ¢ nenbto onieHku AedopMaliuu rpyaHoi kieTku [26].
YpoBensb yoenuteabHOCTH pekoMeHaanun C (YpoBeHb 10CTOBEPHOCTH T0KA3aTEJILCTB — 5).
Kommenrapuu: Taxoice npu ucciedoganuu mocym Ovimb 0OHAPYIHCEHbI USMEHEHUs 1e20UHOU

mkanu. Cnedyem paccmompems npogedeHue OaAHHO20 UCCIe008aHUs U HpU  HATUYUU
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AYCKYIbMAMUGBHbIX USMEHEHUNl 8 JNIecKUX 6 CBA3U C B03MONCHOCMbIO PA36UMUS NHEBMOHUU Y
nayuenmos ¢ MIIC \V. Kpamnocme ucciedosanus onpedensemcs uHOUsUOYaivbHo, 8 cpeonem, 1
pasz 6 12 mec.

o PexomeHn10BaHo CEJICKTHUBHOE (pu HATHYUU MOKAa3aHU ) MpOBEJICHUE
MOJIMCOMHOTpadUH/KapIUOPECTUPATOPHOTO  MOHUTOpUHTA  (YCIYTM  TIEPEUUCIICHBI B
KOMMeHTapu#) 00iabmuHCTBY naneHToB ¢ MIIC IV mns nuarHOCTHKH OOCTPYKTHBHOTO aIltHO?
cHa [2].

YpoBenb yoenureabHocTH pekoMeHaanun C (YpoBeHb 10CTOBEPHOCTH 0KA3aTEJbCTB — 5).

Kommenrapum: 0ns OuacHocmuku U OYewku CmeneHu O0OCMPYKMUBHO20 aNnHOd  CHA
PEKOMEHOYemcsl  edlce200HO  NPOoBOOUMb  CKPUHUH2080€ UCCIe008AHUEe CHA C KOHMPOJLeM
HacvlujeHus Kposu KUCIopoOoM. Hccnedoeanue cHa ¢ NOAHOU  NOMUCOMHOZpaghuell 6
CReyuanu3UpOBAHHOM YeHMpe PeKOMeHOYemcs NPo8oOUMs NPU YCMAHOBIeHUU OUASHO3A U 3ameM
Kadicovle 3 200a, U OONOIHUMENbHO — NO KIUHUYECKUM NOKA3AHUAM uiu neped onepayuei. Ilpu
NONONCUMENILHOM — pe3yibmame — mecmupoganusi u nompedonocmu 6 HBJI  neobxooumo
obcnedosanue v cneyuanucma 8 obnacmu HapyuweHutl CHa.
Tonucomnoepagpus/kapouopecnupamopHuiii. MOHUMOPUHZ NO360J5€M  ONPeOenums Xapakmep
ObIXAMENLHBIX HAPYUWEHUT (UCKTIOYUMb YEeHMPATIbHBLI 2eHe3, C853b C unepmpoduell adeHouoos,
CepOeyHOll HeOOCMAMOYHOCIbIO WU KOMNJLEKCOM NPUYUH), NAMOLOSUIO CEPOEYHO-COCYOUCTIOU
cucmembvl, 8 CpeoHeM.

B coomeemcmeuu c Ilpuxazom Munzopasa Poccuu 13 oxkmsaops 2017 2 Ne 804u om «O6
ymeepoicoeHuu HOMEHKIIamypbl MEOUYUHCKUX yeayey omcymcmeyem yenyea
«llonucomnoepaghusy, 6 c6a3u ¢ ueM  BO3MOJCHO  UCHOAb306AHUe Habopa  ycuye:
Onexmposnyepanocpagus c BUOCOMOHUMOPUHSOM, Cymounoe  monumopuposanue
apmepuanbHo2o  oasnenus, Peeucmpayus — snexmpoxapouoepammel,  Monumopuposanue
NEeKMpoKapouoepagpuueckux OaunHvix, Xoamepoeckoe MOHUMOPUPOBAHUE CePOEYHO20 PUMMA,
Pacwugposxa,  onucanue u  unmepnpemayus — INeKMPOKAPOUOCPAPUYECKUX — OAHHDIX,
Onexmpomuoepagus  HakodxcHass (00HA  AHAMOMUYECKAs. 30HA), Diekmpookyrozpagus,
Onpeoenenue napyuantbHo2o oasneHus KUCI0poOa 8 MACKUX MKAHAX
(oxcumempust)/T1yIbCOKCUMETPHS).

. PexomengoBano mnposenenue OKI' (perucrpamus snextpokapauorpammsl), Ixo-KI'
(axokapauorpadusi) Bcem nanuentam ¢ MIIC |V nns olieHKH COCTOSIHUS CeplIeYHO-COCYAUCTON
cucteMbl He pexke 1 pasa B rox [2,16,17].

Yposenb yoenuteabHocTH pekoMenaanun C (YpoBeHb J0CTOBEPHOCTH A0KA3aTEJIbCTB — 5).
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KommenTapuu: nockonvky nopaswcenue cepoya npu MIIC |V, kax npasuno, nemsdicenoe,
anekmpokrapouoepaguio (OKT) u sxoxapouoepaghuio docmamouno npogooums edice200no. o u
nocie edxce200H020 6 muHymno2o mecma xo00v0wi (6MTX) (mecmuposanus Ha 6bIHOCIUBOCHID)
credyem — usmMepamv — YACMOM)  CePOeyHbIX  COKpawjeHuli U  apmepuanvHoe  OdeleHue.
Apmepuanvroe 0agieHue u 4acmoma cepoedHbix COKpaujeHuli 8 nokoe (neped nposedenuem 6
Munymnoeo mecma  xo0bovl  (6MTX) (mecmuposanuem Ha — 8bIHOCIUBOCHIL)) — MO2YM
CBUOemeNbCMB08AMb 0 HANUYUY APMEPUATbHOU SUNEPIMOHUU ULU MAXUKApOuUu nokos. 4Ymooul
OYeHUmsb pe3epebl  CepOeyHO-COCYOUCMOU CUCmeMbl U  Bbla8UMb  CEPOeYHO-COCYOUCTYIO
He00CMAamoyHOCMb, MOICHO NOBMOPHO UBMEPUMb UX HENOCPEOCMBEeHHO Nnocie nposedenus 6
Munymnoeo mecma xo0voel (6MTX) (mecmuposanusi na eviHociugocms). [uamemp nesoeo
JHceny0ouKa nocie NpeKpawjeHus pocma, Kak Npasuiio, He Y8eludusaemcs, eciu MmoJbKo Hem
8bIPAINCEHHO20 KIANAHH020 nopaxcenus. Ilpu nanuyuu KiuHUYecKux nposasieHull (Hanpumep, npu
nooospumenvuvix oanuvix IKI) unu y nayuenmos 6 nocmnybepmamHom 603pacme Ha MOMeHMm
VCMAHOBNeHUsT O0uasHo3a U Kadxcovle [-2 200a enociedcmeuu HeoOX00UMO NpPOB8OOUNIb
onumenvHyto pecucmpayuio IKI (xonmeposckoe MOHUMOpUpoOBarue cepoOedHo2o pumma), 4moowl
8bIABUMb  APUMMUU  cepOyd, BO3MONCHOCHb KOMOPBIX MONCHO N0003pesams NHO  ONbIMY
Habooenus opyeux munos MIIC.

B coomeemcmeuu ¢ Ilpuxazom Munzopasa Poccuu 13 okmsabps 2017 e Ne 8041 om «O6
VMBEepHCOeHUU  HOMeHKIamypwvl — meduyunckux — ycayey:  Cymounoe — MOHUMOpUpOSaHue
apmepuanvHo2o  oasnenus, Peeucmpayus — snexkmpoxapouocpammel,  Monumopuposarue
aneKmpoxapouoepagpuieckux OamHwvlx, Xoamepoeckoe MOHUMOPUPOBAHUE CePOEYHO20 PUMMA,
Pacwughposka, onucanue u unmepnpemayus 21eKmpoKapouOpaAPuyecKux OAHHbIX.

. PexomengoBano Bcem mnanueHtam ¢ MIIC IV mpoeaenne MarHuTHO-pe30HAHCHOM
tomorpaduu men u/mnu CrnupanbHOW KOMIBIOTEPHONH TOMOTpaduy LIEH C IENIbI0 ONpeleIeHUs
HAJIMYHUS CTEHO3a, HeCTaOMIILHOCTH Ha YPOBHE KpaHHO-BepTeOpaabHOTo nepexona [2,4].
YpoBensb yoenuteabHocTH pekoMeHaanun C (YpoBeHb 10CTOBEPHOCTH T0KA3ATEIbCTB — 5).
KommenTapuu: 1 paz 6 2 coda (npu neobxooumocmu uawe) ciredyem nposooums KT
KpanuosepmeodpaibHO20 nepexood, WetiHo2o, 2pyOH020, NOACHUYHO20 OMOEN08 NO360HOYHUKA,
Qyukyuonanvnas KT wetinoco omodena NO360HOYHUKA C MAKCUMANbHLIM —C2UOAHUEM U
MAKCUMAIbHBIM PA32UOAHUEM C YeblO BblAGNEHUSA HeCMAOUTLHOCIU U 3Y008UOHOL KOCIU,

MPT  kpanuosepmebpanvhoco nepexood, WeluHo20, 2pyOH020, NOSACHUYHOZO — OMOEN08

NO3B0HOUHUKA C YebI0 ONpedeeHUsi 04az08 mueronamuu u cmenosa [2,4].
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. PexomengoBano mnamuentam ¢ MIIC IV mpuem (ocMOTp, KOHCYJIBTAIlMs) Bpada-
o(ranpMosiora M TMPOBEICHHE WCCIEAOBAHMS IEPETHEr0 CErMEHTa Ija3a METOJIOM OOKOBOTO
OCBCILIEHUS, WU3MEpeHHe BHyTpHUriazHoro maaBieHus (OQTaIbMOTOHOMETPUS) W OICHKHU
cocrossHus rnasHoro gHa (Odranbmockonusi, buomukpodororpadus rmazHoro mgHa C
UCIOJIb30BaHUEM (pyHAYyC-KaMepbl), OCMOTP MPHU MOMOLIM IIeNeBOi JaMiibl (OMOMUKPOCKOMUS
rJla3a) C LEeJbI0 BBISIBICHUS TJIAYKOMBI, U3MEHEHHSI MPO3PAYHOCTU TJIa3HBIX Cpel, MOMYTHEHHS
POTOBHIIBI U COCTOSIHUS ceTuaTku [2,45,87].

YpoBenb yoenurenbHocTH pekoMenanuu C (YypoBeHb J0CTOBEPHOCTH 10KA3aTeIbCTB — 5).
KommenTapuu: xpamuocms uccieoosanus, 6 cpeonem, 1 paz 6 2o0.

. PexomengoBano Bcem mauumentam ¢ MIIC IV tuna npoBeaeHus 6 MUHYTHOTO TecTa
x0a60b1 (6MTX) ¢ uM3MepeHuEM HACBIIIEHUS apTEePHATBHON KPOBU KHCIOPOAOM C MOMOIIBIO
MyJbCOKCUMETPA, HM3MEPEHHE YacTOThl cepAleOueHus (M3MEpeHHe YacTOThl CEpACUHBIX
COKpAIICHUIT) U U3MEPEHUE YACTOTHI JbIXaHHsI MPH JHUATHOCTUKE MJIM C MOMEHTA BO3MOXKHOCTH
MalUeHTa K BBIMOJIHEHUIO TECTA C LENbI0 OIEHKU (PU3NYECKOW BBHIHOCIUBOCTH MAllMEHTOB, B TOM
yucie, Ha poHe pepMEHTHOM 3aMeCTUTENNbHOM Tepamnuu [2,18].

YpoBenb yoenurenbHocTH pekoMenaanuu C (YypoBeHb J0CTOBEPHOCTH 10KA3aTeNbCTB — 5).
KommenTapunu:

Hccneoosanue nposooumcs nayuenmam, cnocoOHbIM 8bINOIHUMb 3A0aHUe, 00bIYHO C 5 1emHe20
so3pacma (e pedce 1 pasa 6 6 mecsayes).

. PexomengoBan Bcem nanueHtam ¢ MIIC IV koHTposib MUHEPaIbHON IJIOTHOCTH KOCTEH
(pPEHTTEeHOACHCUTOMETPUS) B Mpoliecce AMHAMUYECKOTO HaOIIOAEHUS C LENbI0 OIpe/esIeHUs
HEOOXOJMMOCTH €€ KOPPEKIIMU U IPOBEJICHUSI COOTBETCTBYIOIIUX MeporpusiThii [28,29].
Yposenb yoenuteabHocTH pekoMenaanun C (YpoBeHb J10CTOBEPHOCTH 0KA3aTeJILCTB — 4).
Kommentapuu: IIpoBoautcsi ¢ 5S-1eTHero Bo3pacrta. JlokasamenbuviX OAHHLIX — HO
ONMUMANBHOU YaAcmome Npo8edeHUsi UCCIe008aHUsl Hem, Nposooumcs, & cpeonwem,l paz 6 1-2
2ooa.

. PexomennoBano npu aucnancepuzanuu nanumeHta ¢ MIIC IV HanpaBuTh K Bpauy-
CTOMATOJIOTY/Bpauy-CTOMATOJIOTy JE€TCKOMY C LeJIbl0 JUarHOCTHKM aHOMaluil 3y0oB U
CBOEBPEMEHHOTr0 Hayaia Npo(pUIakTUKK U TepaIriiy NaToJIoruu 3yoos [2,45].

YpoBensb yoenuteabHocTH pekoMeHaanun C (YPOBeHb 10CTOBEPHOCTH T0KA3aTEJbCTB — 5)
Kommenrapmii: Basicrnoe 3nauenue ona npedomsepawjeHusi Kapueca u UCmupanus 3y606 umeom
MujamenbHulll MOHUMOPUHE pazeumus 3Y008 (no KpatiHeli mepe exce200H0) U pe2yiapHas

CcmomamoJsiocudecKasl noMouls.
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HUunvle Ouacnocmuveckue uccieoo8anus npOGO@fll’l’lC/‘Z no peweruro epaue5H020

koncunuyma [2].

6. Opranusanus MeIUIMHCKON MOMOLIH

IMammenram ¢ MIIC IV B 3aBHCHMOCTH OT HEOOXOOMMOCTH, MOXET OBITH OKa3aHa
MEIUIIMHCKAs TTOMOIIb JII00OTO BUJA, YCIOBHUSA, (DOPMBI, TPEAYCMOTPEHHBIX 3aKOHOIaTEILCTBOM
Poccuiickoit @enepanuu.

Benennem manmentoB ¢ MIIC IV 00blyHO 3aHHMMaeTcsi Bpad-lieauaTp/Bpad-
TEparneBT/Bpad-TPaBMaTOJIOT-OPTOIIE I/ Bpad-KapAHOJIOT/Bpad-IeTCKH KapIUOJIOT, Bpauy-TeHETHK.

Yaie rocnuTanu3anys OCyIIECTBISETCS B MeIUaTPUUYECKOE/TeparieBTUHIECKOE OT/ICIICHHE
WIM B XUPYPrU4e€CKOe/TpaBMaTOJIOr0-OpTONEAUYECKOE OTMAEJICHHE, TaKXKe JIEYCHHE MOXKET
MPOBOAUTHCS B KAapAHOJIOTHYECKOM, HEBPOJIOTHYECKOM, IMYJIbMOHOJIOTUYECKOM H Jp. B
3aBUCHMOCTH OT JJOMUHUPYIOIINX CHMIITOMOB 3a00JIEBaHUS U BO3pacTa MaIueHTa.

Opranuzanust JAUETHYECKOTO TUTAaHUS MAIlMEHTOB TMPH CTAallMOHAPHOM JICYEHUU B
MEIUIIMHCKUX OpraHU3alMsAX IPOBOJUTCSI B COOTBETCTBUM C IlpmiokeHuem 3 mpuKasza
MunsznpaBa Poccun ot 23.09.2020 Ne 1008H «OO0 yTBepkIeHUU TMOpsAaKa oOecreyeHus

IIalfMCHTOB JIe4eOHBIM [MUTAHUEM).

6.1 Iloka3anus AJIA TOCITMTAJIM3AIMA B MCAUMIIMHCKYIO OPraHu3anmio.

6.1.1 Ioxa3zauus IS NVIAHOBOW TOCHUTAJIN3AAN

— TIPOBEACHWE JUATHOCTHKU M JICUCHHsS, TPEOYIOIIMX KPYIJIOCYTOYHOTO MEIHIIHHCKOTO
HaOJI0ICHUS,

— COCTOSIHME, TpeOyrolee axkTUBHOTO JICUCHHUS] U KPYIVIOCYTOYHOTO MEIMUIIMHCKOTO
HaOII0ICHUS,

— OTCYTCTBHE BO3MOKHOCTH obecrnieueHus O3T B aMOyJIaTOpHBIX 51
CTAIIMOHAPO3aMEIAIOIINX YCIOBUSIX;

— HEOOXOJMMOCTh IPOBEICHUS pPa3IMYHBIX BHJIOB OKCIIEPTH3 WM OOCICIOBaHUSI B
MEAWIIMHCKOW OpraHu3allid TMPU HEBO3MOXKHOCTH NPOBEACHHS MX B aMOYIaTOPHBIX
YCIOBUSX, TPeOYIOMIMX JAWHAMHYECKOTO HabmofeHuss (B TOM uucie odopmieHue

3aKIIIOYCHUA (be;[epanLHoro KOHCI/IJ'II/IYMa);

6.1.2 Mloka3zaHus QIS SIKCTPEHHOW rOCIUTAJIUZANUA

— OCTphbIC 3a60J’ICBaHI/I${, TpCGYIOH_II/IC CTAllMUOHAPHOTO JICUCHU A,

— 000CTpeHHs XpOHUYECKHX Oosie3HeH, TpeOyrolue CTallMOHAPHOTO JICUSHHS;
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— OTpaBJIECHUS U TPaBMbl, COCTOSHHUSA, TPEOYIOLIME MHTEHCHUBHOM TEpalmuu U IEepeBoja B
pEeaHUMAaIOHHbIE OTACJICHUS WIM OTJEJIEHUS HHTEHCUBHOM Tepanmuu (B TOM YHCIE
noOOYHBIE pEaKUWH, MPOUCXOAAIIME B TIpouecce WHQPY3UH WM B TEYCHUE JIHSA
npoBeaenust nHQPy3uu O3T, nepBUKAIBHBIN CTEHO3 ¢ KOMIIPECCHEH CIMHHOTO MO3ra H
Ipyrue Yrpo’karolle JKU3HU OCTpble COCTOSIHHA), a TaKXkKe KpPyIJIOCYyTOYHOIO
MEIULUHCKOrO0 HAOMIOJACHUU U TPOBEACHMS CIIELUANbHBIX BHJOB OOCIEIOBaHUA U
JICUYCHUS.

6.2 Iloka3anus K BbINHCKE MAIMEHTA U3 CTAIIMOHAPA

1) otcyrcTBHE YrpoO3bl )KU3HU MAIMEHTA,

2) OTCYTCTBHE YTPO3bl Pa3BUTHS OCIOKHEHHA, TPEOYIOIINX HEOTIOKHOTO JICUCHNUS;

3) crabuiau3anusi COCTOSIHMS W OCHOBHBIX  KJIMHHKO-Ta0OpaTOPHBIX  IOKa3aTesei
MaTOJIOTHYECKOTO Tpoliecca M0 OCHOBHOMY 3a00JIEBaHUIO;

4) OTCYTCTBHE HEOOXOJUMOCTH B IIOCTOSSHHOM BPaueOHOM U KPYIJIOCYTOYHOM METUIIMHCKOM
HaOJII0ICHUH TI0 OCHOBHOMY 3a00JICBaHUIO;

5) HEoOX0AMMOCTH MepeBo/ia MAIMEeHTa B IPYTrOi CTAIIMOHAD WK YUPEKICHUE COLMATbHOTO

oOecrieueHusl.

7. JonoanuTenbHas nuHpopMmanus (B TOM unciie (paKTOPbl, BJIUSONIAE HA

HCXO0)

[Ipn npoBeneHHM HapKO3a M MHTYOAMM HEOOXOAMMO IOMHHUTH O BBICOKOM pHCKE
KOMIIPECCUM CIIMHHOTO MO3ra BCJIEICTBUE HECTAOMJIBHOCTH AaTJIAHTOAKCHAJIBHOIO CyCTaBa.
Koportkas miest, orpaHiueHre NOJIBUKHOCTH HWKHEH UYENIOCTH, YBEIUYEHHUE SI3bIKA, BHIPAKEHHAs
runepTpodus ageHOUI0B U MUHJAIMH CO3JIal0T MPOOJIEMbI IPU MPOBEIEHUH HApPKO03a, TO3TOMY
MPENNOYTEHUE CIEAYeT OT/AaBaTh MECTHOMY WJIM peruoHaibHOMYy o0e30onuBaHuio. I[lanueHT
MPEBAPUTENILHO KOHCYJIBTUPYETCS BpAauOM-KapIUOJOrOM/BpayoM — JIE€TCKUM KapAHOJIOTOM,
Bpa4OM-OTOPHUHOJIAPUHT0JIOTOM, BpavuOM-aHECTE3U0JIOTOM-PEAHUMATOJIOTOM, BpavuoM-
HeBposoroM.  OO0s3aTeIbHO  MPOBEJIEHHE IOJIHOTO  KapAUOJOIMYECKOro  00CieOBaHHMs,
noJincoMHorpaduu (11 BbISIBICHUS CTETIEHU JbIXaTeIbHBIX HApYIIEHUH ), TpU HEOOXOAUMOCTH -
SH/IOCKOIIMM HOCOTJIOTKM W KOMIBIOTEpPHOW ToMOrpaguu OpraHoB TpPyJHOH IOJIOCTH
(criupanbHOM KOMIBIOTEPHOM ToMOTpaduu erkux). OnepaTuBHOE BMEIIATENbCTBO C aHECTe3neH
HE00XO0IMMO MPOBOJUTH B KPYMHBIX MEAUIIMHCKUX IIEHTPaX, UMEIOLINX OTJEJIICEHUE peaHuMaIun
n uHteHcuBHoM Tepanuu (OPUT), Tak kak uHTyOanus Tpaxeu M MOCIEAyromas 3KCTyOanus y

TAaKUX MAIUCHTOB MOKCT BbI3BATb 3aTPYJIHCHUSA [2]
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Ocobennoctu (usnveckoir Harpy3ku aist narueHToB ¢ MIIC IV - Henb3s BBIMOTHATH

KYBBIPKU.
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Kpurtepuu oneHku kayecTBa MeIUIIMHCKON MOMOIIU

Kpurtepuu kayecrBa

OIIEHKa BbIITOJTHCHHU A

BrimonHeHo onpesenenne akTHBHOCTH TraJIaKTO3aMUH-6-
cynedar-cynbdatassl (B cxydae MIIC IVA), B-ranakro3ugassl
(B ciryqae MIIC IVB npu nmoctaHoBKe uarHosa)

Ha/Her

BblnosiHeHO MOJIEKYISIPHO-TEHETUYECKOE UCCIIEJOBAaHHE
ManueHTaM co CHIXKEHHOM akTUBHOCTBIO (hepmeHTa N-
aleTUIranakTo3aMuH-6-cynbsgarassl (MIIC IVA) u B -
raiakto3uaassl (MIIC IVB) npu nocranoBke quarsosa

Ha/Her

Brimoaaeno g nanuentos ¢ MIIC IVA nasnauyenue
(dhepMEHTHOM 3aMECTUTEIILHOM TepaIruu 10CyiIb(ha3oi ambda

Ha/Her

BrITIosTHEHBI peTuCTpanus AIEKTPOKAPAUOTPAMMEI,
axokapanorpadus (€cim He MPOBOAMIOCH TToceaHue 12
MECSIIEB)

Ha/Her

BeimosiHeHO omnpeienenne pa3MepoB MEYCHH U CETIC3CHKH 110
Y3U opranos OpromnrHoi nosocty (YIbTpa3ByKOBOE
HCCJICIOBAHKME OPTAaHOB OPIOMTHOM MOJOCTH (KOMIUIEKCHOE))
W/WJIM MarHUTHO-PE30HAHCHOM ToMOrpaduu opraHoB OPIOIITHON
MOJIOCTH /WM KOMITBEOTEPHOH TOMOTpaduu OpraHoB
OPIONIHOM MOJOCTH (€CIM HE MPOBOAMWIOCH TTocieanue 12
MECSIICB)

Ha/Het

Beinonnena peHTreHorpagus meiHHoro oT/e1a No3BOHOYHUKA
W/WH peHTreHorpadus TPYIHOTO OT/IesIa ITO3BOHOYHUKA H/HITH
pEeHTreHorpa(guu NOoSCHUYHOTO OT/Ie)Ia TO3BOHOYHMKA (B T.4.,
peHTreHorpadus MO3BOHOYHUKA, CTICIIUAIbHBIC UCCIIEIOBAHNUS
U MPOEKIIMN) W/WIN CIHpaJIbHAS KOMITBIOTEpHAs ToMorpadust
IeH, TPYAHOTO U IOSICHUYHOTO OT/IENIa TIO3BOHOYHHKA
(koMmbIOTEpHast TOMOTpadus MO3BOHOYHUKA (OJJUH OTJEN)),
Ta300€/IpeHHBIX CYCTaBOB (KOMIIBIOTEPHAsI TOMOTpa(Us
MO3BOHOYHMKA (OJIMH OT/EN)), @ TAKXKE peHTreHorpaduu
BEPXHHUX M HWKHAX KOHEUHOCTEH (peHTreHorpadus BepxHei
KOHEYHOCTH, pEHTreHorpadus HIKHEH KOHEYHOCTH)

Ha/Het

BrinonHena MarHUTHO-pe30HAaHCHAs TOMOTpadus Ieu U/UiTu
CHMpaJIbHAsi KOMITBIOTEpHAs ToMorpadus meu (eciu He
POBOIMIIACK MOCTeTHHIE 24 MecsIa)

Ha/Het

BrinonneHo onpeneneHrne GyHKIUU BHEITHETO JbIXaHUS
(MccnemoBanre HECIIPOBOITMPOBAHHBIX JIBIXATEIIBHBIX 00BEMOB
U TMIOTOKOB) (€CIIU HE IPOBOIMWIOCH MocieiHue 12 mecsies)
(Ipu OTCYTCTBUM MPOTUBOMNOKA3aHUI M HATMYUU CIIOCOOHOCTEN
BBITIOJTHUTH JIBIXaTEIILHBIA MaHEBP)

Ha/Het

BeimosHeH npueM (0CMOTp, KOHCYJIbTAIHSI) BpauOM-T€HETHKOM
[IEPBUYHBIN U IIOBTOPHBIE IIPU YCTAHOBIICHUN JUArHO3a U Ipu
IJIAHUPOBAHUH OEPEMEHHOCTH B CEMbE

Ha/Het

10.

[TpoBenen 6 MuHyTHBIHN TecT X0ap0b1 (6MTX) mipu
BO3MO>KHOCTH BBITTOJTHCHUS

Ha/Het
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10.

11.

12.
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14.
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neauatpoB Poccun, coBetHuk pykoBoautenss HUN neguatpuu m oxpaHsl 310pOBbs AETEH
HKL[ Ne2 ®I'BHY «PHIX wum. akax. b.B.IlerpoBckoro», mpodeccop Kadeapsi
nequatpun U naerckoit pesmatosorun KMJI3 um.H.®.OunatoBa ®I'AOY BO Ilepssiii
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cypnosorun HUU nenunatpum u oxpansl 310poBbs aereir HKL[ No2 ®T'BHY «PHIIX um.
akan. b.B.IletpoBckoro», Bpau-0TOPUHOIAPUHTOJIOT

Xypkoa H.B., x.M.H., Benymui HayuHslii corpynHuk HWW neguarpum u oxpaHsl
3nopoBbs nereid HKIL Ne2 ®I'BHY «PHIX um. akan. b.B.IlerpoBckoroy», wien Coro3za
nequatpoB Poccun, uineH Acconuanuy MEAUIIMHCKUX TeHETHKOB

3axapoBa E.}O. n.m.H., 3aBenyromas naboparopuell HacleJCTBEHHBIX Oolie3HelH oOMeHa
OI'GHY "Menuko-renetnueckuil HayuHslii 1ieHTp UM. Akagemuka H.I1.boukoBa", unen
Poccuiickoro oOmiectBa MEAMIIMHCKMX TE€HETHMKOB, WIEH €BpOIeickoro ooOuiecTBa Mo
M3Y4YEHHIO HACTIEICTBEHHbIX OoJie3Hel oOMeHa BeriecTB (SSIEM)

WBapnaBa Mapuka MHIukoeBHa, K.M.H., 3aBEAYIOIIMI OTIEICHUEM OOIIeH TNeauaTpuH,
Bpau-Teauarp, 3aBeyroas OTAeIOM pa3paboTKU Hay4HBIX MOJXO0/I0B K BEICHUIO JeTeil ¢
nsurarenbHeiMu HapymeHnusmu HUUW neauatpum u oxpansl 310poBbsa gereid HKIL Ne2
OI'BHY «PHIX wum. akan. Bb.B.IlerpoBckoro», moueHT kadenpbl (GakymbTETCKOM
neauarpun MHctutyra marepuncrBa u jgerctBa ®PI'AOY BO «PHUMY um. H.U.
[Tuporosa» Munsapasa Poccuu (ITuporosckuit Yuusepcutet), uieH Coro3a neguaTpos
Poccun

KaiitykoBa Enena BiagumupoBHa — K.M.H., 3aMECTUTEb PYKOBOJUTENS IO MEULIMHCKON
JEATEIbHOCTH - PYKOBOJUTEIb KOHCYJIbTaTUBHO-JUArHOCTUYECKOrO0 LEHTpa I ACTEM,
Bpay-raCTpOdHTEPOJIOT, B.H.C. oOTAena opQaHHbIX OoNe3Hed H  NPOPUIAKTUKA
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15.

16.

17.

18.

19.

20.

21.

22.

23.

WHBaJIMIM3UpYyromux 3aboneBanuii HUW neguatpun u oxpansl 310poBbst aereit HKI] Ne2
OI'BHY «PHIIX wum. akan. b.B.[lerpoBckoro», momeHT kadeapbl ¢akyiIbTETCKON
nenuatpun Mucrturyra marepunctBa u gerctBa ®I'AOY BO «PHUMY um. H.U.
[Tuporosa» MunznpaBa Poccun (ITuporockmii YHuBepcurer), wieH Coro3a neauaTpoB
Poccun

Kennc B. M., a.M.H.,, Bpay-TpaMaToJOr- OPTOIEH, 3aMECTHTENb JUPEKTOpa IO
WHHOBAIIMOHHOMY pa3BUTHIO M pabore ¢ perunoHamu, DPI'BY HMMUI] nerckoi
TpaBmatosioruu u oproneauu umenu .M. Typuepa

AnekceeBa A.A. — K.M.H., 3amectuTesib pykoogutens KLl mns pereit-Bpau-nemuatp,

3aBeNyroIasi MHOTONPO(DHUIBHBIM  IMEIUATPUYECKUM JIHEBHBIM  CTAllHOHAPOM-Bpad-
aJJIeproJor-uMMYHOJIOT, B.H.C. OTAENAa KIMHUYECKON HMMYHOJOTMM W aJlJIepProJOruu
HWUW nemmatpuu u oxpanbl 3710poBbsi aereit HKI[ No2 ®I'BHY «PHIIX wum. axkan.
b.B.Ilerposckoroy, unen Coro3a neauarpos Poccun

Jleeuna FO.I'., na.M.H., 3aBenyrolas OTIEIOM KIMHMUYECKOM HMMYHOJIOTMM U
aJuIeproJjoruu, Bpay amuieprojgor-uMmmyHosnor HUM neauatpun u oxpansl 340pOBbs 1€TEN
HKII No2 ®I'BHY «PHIIX um. akaxa. b.B. [letpoBckoro» Muno6puayku Poccun, goneHt
kadenpsl (akynprerckoi neauarpuu Muctutyra marepunctBa u aercrea ®I'AOY BO
PHUMY um. H.U. Tluporoa Munszapasa Poccuu (IluporoBckuii YHuBepcHUTET), UjieH
Coro3a neguatpoB Poccun

Muxaiinosa JI.K. a.M.H., mpodeccop, Bpau TpaBMaTOJIOT — OPTOIE BEAYIIUA HAyIHBIN

corpynauk HUW nenuatpum u oxpans! 300poBbs aereil HKIL Ne2 ®I'BHY «PHIIX num.
akan. b.B.Ilerposckoro», unen Coro3a mnenmarpoB Poccun, uineH acconuanuu
TPaBMAaTOJIOrOB - OpTOIEe0B Poccun, wieH acconuanuy MEJUIIMHCKUX TEHETUKOB
Ounposa I1.B., k.mM.H., Yuensiii cexkperaps llenTpa Wnuzaposa, TpaBMaTOJIOT-OpTOIE
KJIMHUKH TaTOJIOTUM MO3BOHOYHMKA M peakux 3aboneBanuii ®PI'BY «HMUL TO umenn
akanemuka [".A. MnuzapoBa» Munzapasa Poccun

[TamkoB A.B, A.M.H., 3aB. OTIEIOM OTOPHWHOJApHHrosoruu u cypposornn HUU
neauatpud 1 oxpansl 370poBbsi naeredt HKI[ Ne2 ®I'BHY «PHIIX wum. akax. b.B.
[Terposckoro»

[TevatnuxoBa H.JI. - pykoBoaurens LleHTpa opdaHHBIX M APYrUX peAKHX 3a00JeBaHUN
I'BY3 «Mopo3oBckast eTcKasi TOpocKas KuHu4eckast 0onbHuma J[3My».

[TonoBa B.M. - Bpau-reHeTHK, Hay4HbI COTPYAHUK HAYYHO-KOHCYJIBTATUBHOI'O OTIENIA
HUMN nemmatpum m oxpassl 370poBbs aerert HKI[ Ne2 ®I'BHY «PHIX wum. akan.
b.B.Ilerposckoro», unen Coro3a neauarpos Poccun

O¢ennueBa Kamuina EBrenbeBHa — K.M.H., OTBETCTBEHHbIH cekpeTaps Cor03a 1neauaTpos
Poccun, 3amecTuTens pyKOBOIUTENS MO MEXKIYHApOJHBIM CBSI3SM M 00pa3oBaTelbHOU

JEATEeIbHOCTH, BEAYIIUN HAay4YHBIH COTPYIHHUK, Bpad aiepronor-ummyHosnor HHUU
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24,

25.

26.

217.

28.

29.

neauatpud U oxpanbel 370poBbs  gereil HKI[ Ne2 ®I'BHY «PHIX wum. akan.
b.B.IletpoBckoro», momeHT kadeapbl ¢akyapTeTckoi  mneamatpun  WHcTHTYyTa
MarepuHcTBa U gerctBa PI'AOY BO «PHUMY um. H.U. ITuporoBa» Muun3apasa Poccuun
(ITupororckuii YHauBepcurer), wieH Coro3a neauatpoB Poccun

Ps6bix C.O., A.M.H., TPaBMaTOJIOT — OPTOIIE]], 3aMECTUTEIIb TUPEKTOpa 10 00pa30BaHUIO U
B3aHMOJEUCTBHIO c pernoHaMu dOI'BY «HarnmonansHbIN MEIUITUHCKUN
UCCJIEOBATEIbCKUM LEHTP TPaBMAaTOJIOTMM M OpPTONEIMM HUMEHM akaxeMmuka [A.
Nnuzaposay M3 PO

Cemsaukuna A.H., n.M.H.,, ®I'BY «Mockosckuit HUU nenmatpun u AeTckoil XUpypruu
Munsnpasa Poccuny»

Cemumssanosa JI.P. - kM.H., 3aBeqyromas OTAEIOM CTaHAAPTU3ALUN U U3YYEHHUS OCHOB
nokazarenbHo MenuuuHbel HUWM neawatpuum u oxpansl 310poBbs gereid HKI No2
OI'BHY «PHIX wum. akan. b.B.IlerpoBckoroy», goneHT kadenpsl meauaTpuu U JETCKOM
pesmaronorun KUJ3 um.H.®.Dunatroa ®PI'AOY BO «llepriit MI'MY um. U.M.
CeuenoBa» MunsapaBa Poccun (CeueHOBCKUN VYHHBEpPCHTET), IOLEHT Kadeapsl
¢bakynbprerckoit neguatpun MHctuTyra marepuHctBa u aercrea @PI'AOY BO «PHUMY
uMm. H.U. Iluporoay MunznpaBa Poccuu (IluporoBckuii Yuusepcurer), wien Coro3a
nenuatpoB Poccun

CmuproBa O.fI. — Bpau-TeHETUK MEIUKO-T€HETHYECKOrO OTAENEeHUs MOCKOBCKOIro
obmactHoro HUM akymepcrBa u ruHekosnoruu uMeHu akaaemuka B.M.KpacHonoasckoro
I'bY3 MOHMUAT, unen Corosza nemuatpoB Poccuu, uineH Accomuanuu MeIUIIHCKUX
TE€HETUKOB

denoceenko Mapuna BragucnaBoBHa, K.M.H., 3aBeaylollas OTAEIOM pa3padOTKu
Hay4HBIX ITOAXO0J0B K MMMYHH3AIUHU MALUEHTOB C OTKJIOHEHUSMHU B COCTOSHUH 310POBbS
U XPOHUYECKUMM OOJIE3HAMHU, BEAYUIMH HaydHbIH COTpyOHHUK, Bpau-neguatp HUU
neauatpuu U oxpansl 310poBba aereid HKI[ No2 (LIKb PAH) ®I'BHY «PHIX um. akan.
b.B.IlerpoBckoro», noueHT kadenpbl (akyJIbTETCKONH MeaUaTpuu IMeIHaTpHuecKoro
¢akynprera ®I'BOY BO «PHUMY um. H.U. IluporoBa» MunzapaBa Poccum, unen
Coro3a nequatpos Poccun

O¢dennuena Kammina EBrenbeBHa — K.M.H., OTBETCTBEHHBIN cekpeTaph Coro3a neanaTpos
Poccun, 3amecTuTens pyKOBOIUTENS MO MEXIYHApOAHBIM CBSI3SM M 00pa3oBaTelbHOU
JEeATEIbHOCTH, BEAYIIUW HAy4HbIM COTPYAHHUK, Bpad ajuepronor-ummyHosor HHWU
neauatpun U oxpanbel 370poBbs  gered HKI[ Ne2 OI'BHY «PHIX wum. axan.

b.B.IletpoBckoro», momeHT Kadeapbl  dakynbTeTcKoM neauatpun  HMHCTHTYTA
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marepuHcTBa u erctea GDI'AOY BO «PHUMY um. H.U. ITuporosa» Munszapasa Poccuu

(ITuporosckuii Yuusepcurer), wien Coroza neauatpoB Poccun

ABTOpBI IOATBEPKAAIOT OTCYTCTBHE (PMHAHCOBOM MOIACPKKH/KOHMINKTa HHTEPECOB,

KOTOPBIA HEOOXOMMO 0OHAPOIOBATH.

53



Ipuiaoxenue A2. MeTox0s10rusi pa3padoTKu KINHAYECKUX PEKOMeHTalu i

Hacrosimme pekomenpauuu OpeAHA3HA4YeHbl JUII  IPUMEHEHUS  MEAUUMHCKUMH
OpraHM3aAIMSIMH U YIPEKICHUSIME (eIepaIbHBIX, TEPPUTOPUATBHBIX U MYHUIIUTIAIBHBIX OPraHOB
YIOpaBJICHUS 3JPaBOOXPAHCHHEM, CHCTEM OO0S3aTeIbHOTO W JTOOPOBOJIBHOTO MEIUITUHCKOTO
CTpaxoOBaHHUsl, IPYTUMHU MEAUIUHCKUMHU OpPraHU3alMAMHU PA3IMYHBIX OpPraHU3alMOHHO-TIPABOBBIX
(dhopM AesITeNsHOCTH, HAIPABIICHHOW HA OKa3aHUE METUITUMHCKOM TOMOIIIH.

Hacrositiue pexomeHAaluu yCTaHABJIMBAIOT BHIBI, O0BEM M HMHAMKATOPHI KayecTBa
MEIUIIMHCKOW oMoty narueaTam npu MIIC IV

MIIC oTHOCATCA K PEAKMM HACJICACTBEHHBIM 3a00JEBaHMSIM, 4YTO HCKIHOYACT
BO3MOJKHOCTBH TPOBEACHHUSA OOJBIINX KOTOPTHBIX W PaHJIOMHU3UPOBAHHBIX KOHTPOJHUPOBAHHBIX
HCCIIEIOBAHUN W JJISI CO3JaHUs MPOTOKOJOB AUATrHOCTUKH M TEpalMU HCHOJIb3YIOTCS JIMIIb
TEMAaTUYECKHUE UCCIIEIOBAHUS IKCIIEPTOB, ONyOIMKOBAHHBIE B MTOCJIECIHUE JIBA JECATUIICTHSI.

Ounenka ypoBHA YOEAMTEIbHOCTH PEKOMEHIAUMWA U  YPOBHA  JIOCTOBEPHOCTHU
JI0KA3aTeJIbCTB MPUMEHECHHUS MEAUIMHCKUX TEXHOJOIMH MpPOBOJMIIACH B COOTBETCTBUM C

yYHH(DUIMPOBAHHOH IIKATIOH, MPUBEICHHOMN B Tabmumax 1-3.

LesieBasi ayANTOPUS JAHHBIX KJIMHUYECKHX PEKOMEH/IALMii:
Bpauu-neguatpsr;

Bpauu-tepaneBTsl;

Bpauu o6mieit npakThky (cemMelHble Bpaun);
Bpauu-renerukuy;

Bpauu-nabopaTopHble TeHETUKH;

Bpauu-pesmarosnory;

Bpauu-nerckue kapauonoru;

Bpauu-kapauonora

© © N o g b~ w D

Bpauu-neBpoiory;

[EN
o

. Bpaun-TpaBMaTOI0TH-0pTOIIE IBI;

[EEN
[EEN

. Bpaun-xupypru

[EEN
N

. Bpaun-nerckue xupypru

[EN
w

. Bpaun-oroprHoIapuHronaoru

[EEN
IS

. Bpauu-cypaoia0ru-oTopuHOIapUHTOJIOTH;

[EEN
a1

. Bpaun-cromarosnoru
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16. Bpaun- cTOMaTOJIOTH JETCKHE

17. Bpauu-ractposHTeposioru

18. Bpaun-anecTe3noi0ru-peaHuMaToNIoru
19. Bpauu-peHTreHosory;

20. Bpaun ¢pyHKIIMOHATHHON JUATHOCTHKH,
21. MenuiuHCKHe IICUXOJIOTH;

22. Ctynentsl MegunHCKuX BY30B;

23. O0yuaromuecs B OpAHHATYPE.

Ta6auna 1. lkana ouleHKH ypoBHEU N10CTOBEpHOCTH AokazaTenbeTs (Y /]) ans metonoB

AUarioCTHKHU (I[I/Ial"HOCTI/I‘ICCKI/IX BMGH_IaTCJ'ILCTB)

YA Pacuu¢poska

1 Cucrematudeckre 0030pbI UCCIICIOBAHHA C KOHTpOJIEM pedepeHCHBIM METOJOM HITU
cHUCTeMaTU4YeCKHii 0030p paHIOMM3MPOBAHHBIX KIMHUYECKUX MCCIEIOBaHUHA C
IPUMEHEHHEM MeTa-aHaln3a

2 OtnenbHbIE HCCIENOBAaHUS € KOHTPOJIEM pe(EepeHCHbIM METOIOM WM OTJIeNIbHbIE
PaHIOMU3UPOBAHHbIE KIMHUYECKUE HCCIENOBAaHMS U CUCTEMaTHuYecKue 0030pbI
HCCIIEIOBaHUM Jr000ro nu3aifHa, 3a UCKIIOUEHUEM PaHIOMHU3WPOBAHHBIX KIMHHUUYECKUX
WCCIIEIOBAHH, C TPUMEHEHUEM MeTa-aHaJIn3a

3 HccnenoBanust 0e3 IOCIEIOBATEIBHOTO KOHTPOJNS pe(PEepeHCHBIM METOJIOM  HJIH
UCCIIEIOBaHUsI € pe(pepeHCHbIM METO/O0M, He SBISAIOUIMMCS HE3aBUCHUMBIM  OT
HCCIIElyeMOro MeToJla WJIM HEpaHJOMU3MPOBAaHHBIE CPABHUTENIbHBIE HMCCIIEJOBAHUS, B
TOM YHCJIE€ KOTOPTHBIE UCCIIEI0BAHMS

4 HecpaBHuTenbHbIE HCCIEIOBAHUS, OMMCAHUE KIMHUYECKOTO CITydast

5 Nwmeercst muimbs 000CHOBaHHME MEXaHU3Ma JICHCTBHS WM MHEHHE SKCIIEPTOB

Tab6auua 2. IIkana oueHku ypoBHE# 1ocToBepHOCTH JToka3aTenscTs (Y1) ams meTonoB

HpO(bI/IJ'IaKTI/IKI/I, JCUYCHUA U pea6I/IJ'II/ITaL[I/II/I (HpO(i)I/IJ'IaKTI/I‘-ICCKI/IX, J]e‘Ie6HBIX, pea6I/IJ'II/ITaI_[I/IOHHBIX

BMEIIATENHCTB)

Pacuugposka

YA
1

Cucrematnuecknit 063op PKU ¢ npuMmenennem mera-ananusa

2 Otnenpapie PKU u cucrematmyeckue o030pbl HCClAeAOBaHWM Jr000TO aM3aiiHa, 3a
uckmouennem PKU, ¢ mpuMmeHeHneM MeTa-aHanmn3a

3 HepaHI[OMI/ISI/IpOBaHHI)Ie CpaBHI/ITeJ'II)HI)Ie HCCICa0BaHus, B T.Y. KOFOpTHI)Ie HNCCIICI0OBAHUA

4 | HecpaBHUTENbHBIE UCCIECAOBAHUS, OMHCAHUE KIMHUYECKOTO CIydas WM CEpUU CITydaesB,
WCCIICTIOBAHMSI «CITYIaii-KOHTPOJIb)

5 Nmeercs numb 00OCHOBaHHME MEXaHW3Ma JICWCTBHS BMENIATENbCTBA (JOKIMHHYECCKHE

I/ICCJ'Ie,ZIOBaHI/ISI) HJIM MHCHUC ODKCIICPTOB
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Ta6muma 3. Ilkana omeHku ypoBHeH yOemutenbHOCTH pekoMeHmamwmii (YVYP) mns
METOJIOB TPO(MUIAKTUKU, AWATHOCTUKH, JIeYeHUs U peabunutammu (MpoQUIaKTUISCKUX,

AUAarHoCTHYCCKUX, J'IG‘IC6HBIX, pea6I/IHI/ITaHI/IOHHBIX BMCH_IaTeJ'IBCTB)

YYP Pacmmgposka

A CunpHas pexkomeHmanus (Bce paccMmarpuBaeMble Kputepud 3S((HEKTHBHOCTH
(MCcX0pl) SIBISIFOTCS  B@KHBIMH, BCE WCCICAOBAaHHS HMMEIOT BBICOKOE WA
yIOBICTBOPUTEILHOE  METOJOJIOTUYECKOEe  KadecTBO, WX  BBIBOABI IO
WHTEPECYIONIMM UCXOJIaM SIBIISTFOTCS] COTIIACOBAHHBIMH )

B VYcioBHas pekoMeHJanus (He BCE paccMaTpuUBaeMble KpUTEpUH 3(PHEKTHBHOCTH
(ucxompl) SABISIOTCS BAXKHBIMU, HE BCE HCCIEIOBAHUS HMEIOT BBICOKOE HIIH
yIOBJICTBOPUTEIBHOE METOJOJOTMYECKOE KAuyeCTBO W/MIM WX BBIBOABI 10
MHTEPECYIOIIMM HCXO0/aM HE SIBIISIOTCS COTJIACOBAHHBIMH )

C Cnabas pexomennaius (OTCYTCTBUE JTOKa3aTEJIbCTB HAJJICKAIIEro KadecTBa (BCe
paccMaTpuBaeMble KpUTEpUU IPPEKTUBHOCTH (HCXOJIbI) SIBJISIOTCS HEBAYKHBIMU,
BCE HCCJICIOBAHUS UMCIOT HU3KOE METOJOJIOTUIECKOE KAa4eCTBO M WX BBIBOJBI 110
HWHTEPECYIOIIMM UCXO0JIaM HE SIBJSIFOTCS COTJIACOBAHHBIMH)

JKOHOMHUYECKUH aHAU3:

AHaM3 CTOMMOCTH HE TPOBOAWJICS W TMYOJUKamuu 10 (HapMaKOOIKOHOMHKE HeE
aHAJIN3UPOBAIUCH.

Metoa BaquaAn3aniy peKOMeH/aluii:

. BHemHss 3kcniepTHas OLICHKA;
. BHyTpeHHss dKCIEpTHASI OLIEHKA.

Onucanue MeToaa BAJIMIM3ALMN PEKOMEHIALMIA:

Hacrosimue pekomMeHIanuu B OpPEIBapUTENIbHOW BEpCHMM OBUIM  PELEH3UPOBaHbI
HE3aBHCUMBIMH JKCIIEPTAMM, KOTOPBIX MONPOCHIN NPOKOMMEHTHPOBATh IPEKIE BCEro TO,
HACKOJIbKO MHTEpHpeTalys J10Ka3aTelbCTB, JIKAIIUX B OCHOBE PEKOMEHIAIUM, OCTyIHa s
MTOHUMAaHHS.

[ToryyeHbl KOMMEHTAapuu CO CTOPOHBI Bpadyeld IEPBUYHOIO 3BE€HA B OTHOIICHHUHU
JOXOJUYMBOCTU HM3JO0XKEHUS W OLIEHKM BAXKHOCTH PEKOMEHJAlMH Kak pabodyero HWHCTpyMEHTa
MOBCEHEBHOW MPAKTUKH.

[IpenBaputenbHas Bepcus Oblla Tak)Ke HalpaBlIeHAa pPELEH3EHTY, HE HMEIIIEeMY
MEIULMHCKOTO0 00pa30BaHusi, A TOJIY4YeHUS KOMMEHTapueB C TOYKM 3pPEHUS MEPCIEKTHUB
MAIMEHTOB.

KomMmeHnTapuu, molydeHHblE OT OKCHEpPTOB, TIIATENbHO CHCTEMaTHU3UPOBAIUCH U
oOcyXJanuch MpejacenaTesieM W wieHamMu pabouedt rpymmbl. Kaxnaplii myHKT oOcyxknaancs, H
BHOCHMBIE B pPE3YJIbTaTE€ ATOI0 H3MEHEHHS B PEKOMEHAALMM PErucTpUpoBaiuch. Eciam xe
MU3MEHEHHUS HE BHOCUIIUCH, TO PETMCTPUPOBAINCH IPUYMHBI OTKa3a OT BHECEHUS N3MEHEHUN.

KoHcyabTanus M 3kcnepTHasi OlleHKA:
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[TpoekT pexoMeHmanuii OBLT PEIEH3UPOBAH HE3AaBHUCHUMBIMU JKCIEPTAMU, KOTOPBIX
IOIMPOCHUIIM TPOKOMMCHTUPOBATL, IMPCIKAC BCCTO, AOXOAYHMBOCTH W TOYHOCTH HHTCPIIPETAlUU
JI0Ka3aTeNIbHOI 0a3bl, Jiexkallell B OCHOBE pEKOMEHJAIIHiA.

PaGouyas rpynna:

JIJisi OKOHYATENBPHON PEHaKIUU M KOHTPOJISI KauyecTBa PEKOMEHJANNU OBUTH MOBTOPHO
MPOaHATM3UPOBAHbl WiCHAMHU pabodeill TpyMIbl, KOTOpPbIE MPHUIUIA K 3aKIOYEHUIO, YTO BCE
3aMe4yaHusl © KOMMEHTapHUH SKCIIEPTOB MPHUHATHI BO BHUMAHHUE, PUCK CHCTEMAaTHYECKHX OLIMOOK
pH pazpaboTke peKOMEHJAINI CBeJIeH K MUHUMYMY.

Iopsiaok 00HOB/IEHHS KIMHUYECKHUX PEKOMEH/ AU,

Mexanu3sm  OOHOBJIEHHSI ~ KJIMHUYECKMX  PEKOMEHJAIUN  IpeaycMaTpUBaeT  MX
CUCTEMAaTUYECKYIO aKTYyaJIH3aIMI0 — HE PEXKe YeM OJMH pa3 B TPU rojia, a TAKKe MpU MOSBICHUU
HOBBIX JIaHHBIX C TO3UIUU J0Ka3aTeIbHOW MEAMIIMHBI 10 BOMPOCAM IHMArHOCTHUKH, JICUEHUS,
npoQUIakTUKH W peadWIMTalid  KOHKPETHBIX 3a00JICBaHM, HAIMYUM OOOCHOBAHHBIX

JOTIOJTHeHN/3aMe"anuii K panee yrBepkaEHHbIM KP, HO He wame 1 paza B 6 mecsiies.
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IIpuioxkenue A3. CripaBo4Hbie MaTepHAJIbl, BKJIKYas COOTBETCTBHE
NMOKA3aHNH K MPUMEHEHUIO U POTUBOMOKA3aHU, ClI0CO00B NPUMEHEHUS 1
103 JIEKAPCTBEHHBIX MPEeNapaToB, MHCTPYKIUM MO NPUMEHEHHUIO

JIEKapCTBEHHOT0 Mpenapara

1. [Ipukaz Mun3apaBa Poccum «O06 yrBepxkaeHuu Ilopsiaka oxazaHUs MEIUITUHCKON

MIOMOIIM OOJIBHBIM C BPOXJIEHHBIMU M (MJIM) HACIEACTBEHHBIMU 3a00jeBaHUAMU» OT 21 ampens

2022 r. Ne 274n).

2. WNudpopmannsa o JexkapcTBEHHbIX Mpenaparax: ['ocyapcTBEHHBIN peecTp JIeKapCTBEHHBIX
cpeacts: https://grls.rosminzdrav.ru

3. Oenepanbhblil 3akoH OT 21 HOsOps 2011 1. No 323-03 «O6 ocHOBax OXpaHbI 3/I0POBBS

rpaxaan B Poccuiickoit ®enepanun» (Cobpanue 3akoHomarenbcTBa Poccuiickoir Denepanum,

2011 r., Ne 48, cT. 6724);

4. MexaynaponHas kinaccupukanus Ooyie3HeH, TpaBM M COCTOSIHMM, BIMSIOIMX Ha

3mopoBbe (MKB — 10);

S. [lpukaz M3 P® or or 02.05.2023 Ne 205H «OO0 yTBepXIE€HUHM HOMEHKJIATYPHI

JOJKHOCTEN METMIIMHCKUX paOOTHUKOB U (papMalleBTUYECKUX PAOOTHUKOBY;

6. [Tpukaz M3 P® ot 23 utonsg 2010 r. Ne 5411, Enunblii kBanu(uKamoHHbIH CIpaBOYHUK

JOJDKHOCTEH  pyKOBOJAMTENEH, CHEUATUCTOB M CchayxXamux, paszjnen KsamudukanuoHHble

XapaKTePUCTHKU JIOJKHOCTEN paOOTHUKOB B c(pepe 3ApaBOOXpaHEHHUS.

1. ®enepanbHblil 3ak0H 0T 25.12.2018 Ne 489 489-®3 «O BHeceHUH U3MEHEHHH B cTaThio 40

@enepanbHoro 3akoHa "OO 00s3aTeNTbHOM MEIMIIMHCKOM CTpaxoBaHMUW B Poccuiickoit

@enepanun" u denepanbHbliil 3akoH "OO OCHOBaxX OXpaHbl 370pOBbS T'pakaaH B Poccuiickoit

®enepanyn" Mo BonpocaM KIMHUUECKUX PEKOMEHAAIIHI.

8. [Tpuxaz MunsapaBa Poccun Ne 1031 ot 28.02.2019 r. «O06 yrBepxkaeHUM MHOpsSAKa U

CPOKOB pa3pabOTKM KIMHMYECKMX PpEKOMEHJAlMi, UuX I[epecMoTpa, THIIOBOH (OpPMBI

KIMHUYECKUX pEeKOMEeHJanuii u TpeOoBaHMH K UX CTPYKType, COCTaBy U Hay4HOH

000CHOBAaHHOCTH BKJIFOUa€MOM B KIIMHUYECKHE PEKOMEHAAIMHU HH)OPMALIUN».

9. [Tpuxaz Munzapasa Poccun ot 13.10.2017 N 804n "OO yTBepkaA€HUH HOMEHKIATYpPhI

MEIULIUHCKUX YCIyr".

10.  Ilpuka3 MunuctepcTBa Tpyna U corpanbHoi 3amuTsel P® ot 27 aBrycra 2019 r. Ne 5851

"O knaccuUKaMAX U KPUTEPHUSIX, UCHOJIB3YEMBIX IMPH OCYLIECTBICHUHM MEIUKO-COLMAIbHOMN

SKCIIEPTU3BI TPaXJaH (perepaqbHbIMU TOCYJapPCTBEHHBIMU YUPEXKIECHUSIMU MEIUKO-COLMATbHON

"n.
SKCIIEPTU3HI";
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11.  Ilpuka3 Munzapasa Poccun (MunucrepctBo 31paBooxpanenust P®) ot 24 nosiopst 2021 r.
Nel094n  «O6 yrBepxnaenun Ilopsiaka Ha3HA4YeHHUs JIEKAPCTBEHHBIX IperaparoB, (opm
pelenTypHbIX OJaHKOB Ha JieKapcTBeHHbIe mpernapaThl, llopsaka odopmiieHHs yKa3aHHBIX
OlaHKOB, MX YydeTa M XpaHeHHUs, (opMm OJAHKOB pEUENTOB, COJACPXKAIIMX Ha3HAuYCHUE
HapKOTUYECKUX CpPEICTB WM ICUXOTPONHBIX BeuwlecTB, llopsaka uX  M3rOTOBIEHHS,
pacripeniesnieHusi, perucTpalyy, ydera W XpaHeHus, a Ttakke I[IpaBun odopmiieHus: OIaHKOB
pELenToB, B TOM 4Kciie B (hOpMe JIEKTPOHHBIX TOKYMEHTOB)

12. [Ipuka3 MUHHCTEPCTBO 3APABOOXPAHEHUS U COLMAIBHOIO pa3BuTHsi Poccuiickoit
@enepann «O TOpsiAKE NMPUMEHEHUS JIEKAPCTBEHHBIX CPEACTB Y OOJBHBIX MO JKU3HEHHBIM
nokazanusiM» ot 9 asrycra 2005 r. Ne 494

13. Hudopmanuonnoe mnucbkMo MunzapaBa Poccunm 1m0 BO3MOXKHOCTH — 3aKyNKH
JIEKapCTBEHHOTO npernapara 1o TOPrOBOMY HAaUMEHOBAHUIO

(https://www.rosminzdrav.ru/news/2019/12/18/13043-minzdrav-podgotovil-informatsionnoe-

pismo-po-vozmozhnosti-zakupki-lekarstvennogo-preparata-po-torgovomu-naimenovaniyu).

OcHOBHBIC HOPMATHBHO-TIPABOBBIC AKTHI, PEryJIMPYIOIIHNe OKA3aHHe

NAJJIHATUBHOA MeINIUHCKON IMOMOIIM
1. Oepnepanbubiii 3akoH "O BHecennn u3MeHeHuil B denepanbHbiii 3akoH "OO ocHOBax
OXpaHbl 310pOBbs TpaknaH B Poccuiickoit denepanuu” mo BOmpocaM OKa3aHUs MaTTHATUBHON
MeaunuHckon momoum” ot 06.03.2019 Ne 18-@3.
2 ITpuka3 Munznpasa Poccun Ne 208H, Muntpyna Poccun Ne243u ot 14.04.2025 «O0
YTBEPKACHUM TOJIOKEHHUsST 00 OpraHMu3alMi OKa3aHWs MaJUVIMaTUBHOW MEAMIIMHCKOW IOMOIIH,
BKJIIOYasl MOPSAOK B3aUMOJAECWCTBUS MEAMIIMHCKMX OpraHM3alluid, OpraHu3aluil COLUAIbHOIO
OOCITy’)KMBaHHsI ¥ OOIIECTBEHHBIX OOBEIUHEHUH, HHBIX HEKOMMEpPYECKMX OpraHMu3alui,
OCYILIECTBISIONIMX CBOIO JAEATENBHOCTD B Chepe OXpaHbl 370POBbS».
3. [Tpuxa3z MunznpaBa Poccun Ne 398H ot 9 nrona 2025 rona «O0 yTBep:KJI€HUU NEpEUHS
MEAUIMHCKUX W3JIeNHi, MpeIHa3HAaYeHHbIX JUIsl MOJAJIEp’KaHUs OpPraHOB M CHCTEM OpraHu3Mma
4eNI0OBEKA, MPENOCTABIAEMbIX NALMEHTY IPU OKa3aHWU MAJUIMATUBHON MEAMIIMHCKOW IOMOIIU
JUIS. ICIIOJIB30BAHUS HA IOMY».
4. [Tpuka3 Munznpasa Poccun Ne 5051 ot 10 utons 2019 rona «O6 yrBepxaenuu Iopsaka
neperay  OT MEAMIMHCKOM OpraHu3alliyd MalnueHTy (ero 3aKOHHOMY IPEICTaBUTEINIO)
MEIAUIMHCKUX W3JeNUN, MpeJHa3HAYeHHbIX I THOJAep>KaHus (QYHKIMA OpraHOB U CHCTEM
OpraHM3Ma 4eJlOBeKa, AJIs UCIOJIb30BaHUs Ha JOMY IPU OKa3aHUU MAJUIMATUBHON MEIUIIMHCKOU

IIOMOIIIK).
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ITpuiaoxenne A3.1 Kinaccndbukanusg MyKOIOJIHCAXAPHUI030B.

[1] Knaccudukarus MyKomoJncaxapuma030B.

MIIC | Hoarun Cunapom I'en ®epmenTHbIil nedexT | Jokyc OMIM
MIICITH I'ypaep 607014
MIIC I Hedunut anpda-L-
I IDUA 4p16.3 607015
H/S I'ypnep-1lleiie HTypPOHHIA3bI
MIICIS leiie 607016
Jeduuut nagypoHar-2-
I MIIC II XaHTtepa IDS ¢ P Xq28 309900
cynbharasb
MIIC IIA Hedurut remapan-N- 252900
SGSH 17925.3
cynbharasbl
Hedunur N-anerun-o-D-
TITIOKO3aMHHU/1a3bI
MIIC IIB NAGLU 17921.2 | 252920
Hedunur N-amerui-o-
n Candumnmo TITIOKO3aMHHU/1a3bI
Jedunut renapan-o-
MIIC 1IIC HGSNAT TIIFOKo3aMuHU N- 8p1l.21 252930
areTHaTpanchepassl
Hedumut N-
MIIC 1D GNS AEeTUITITIOKO3aMHUH-6- 12q14 252940
cyabdarassl
MIIC IVA JedunuT ranakTo3aMuH-
GALNS 16924/3 | 253000
6-cynbtaTassl
v Mopkuo
Hedumur B-
MIIC IVB GLB1 3p21.33 | 253010
rajaKTo3uaa3bl
VI | MIICVI| Maporo-Jlamu ARSB Jlequuur N- 5q14.1 | 253200
alleTHIraJIaKTO3aMUH-4-
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cynbharasbl

Hedunut B-
VIl | MIIC VII Cmas GUSB 7921.11 | 253220
TITIOKYPOHUAA3BI
MIIC IX | HenocraTtounocts
IX HYAL1 |deduuunt ruanyporugassi| 3p21.31 | 601492
THaTypOHHIa3bI
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Ipuioxkenne A3.2 Oco0eHHOCTH KJIMHMYECKHUX NMPOSIBJICHUI B

3aBHCHMMOCTH OT Bo3pacta aedoora MIIC IV

Cucrema Cumnrom HoBopoxnennsie | Maagenust | [Jern | loapocTkn/
B3pociible
CepaeuHo-
pA VYronmeHue - - + +
cocyaucras
CTBOPOK KJIAIIAaHOB
IHC LlepBuKanbHas - - + ++
MHEONATHS
[Mumesapurtens | HucyHrums - - + +
Hast Me4eHH
CUCTEMa
Oprax ciyxa CHIXEHHE ciyxa - - + +
Oprad 3peHus [TomyTHEHHE - - + ++
POTOBHIIBI
CkeneTHo- HecrabunsHOCTH - +++ +++ | +++
aTJIaHTO-
MBILIEYHAsI
OKIMITUTAJILHOTO
COYJICHEHUS
I'pyObie uepTh - - + +
JUIa
Hucnnazus TBC - - ++ ++
MHO€eCTBEHHBI! - - + +
JTU30CTO3
Banbrycnas - - 4+ | 4+
nedopmarus
KOJIEHHOTO CyCTaBa
CnabocTh - - + +
(pacirataHHOCTB)
CyCTaBOB
Kugos - ++ ++ ++
OpoHTOreHHAS - - ++ ++
TUIOTIIA3HUs
Huzkopocnocts - + +++ | ++4+
Bribyxanne - + ++ ++

TPYJIHOU KJIETKU
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JpixaTensHas

PectpukruBHOE
3aboseBaHue
JIETKUX

Crnenuann-

HbIE JTabopaTop-
HBIC TECTHI

Keparancynbdar B
Moye

n-1

n-1

AxrtusHocTh N-
aleTHIraJakTo3a-
MUH-6-Cynb(arasbl
i f3-
raJaKkTO3MIa3bl B
nerkonuTax (B
3aBUCHUMOCTHU OT
MOATHUITA

A%

A%

%)

L

O6mue I'AT" B Moue

n-1

n-1

n-1
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IIpuaoxenue A3.3 YacTora npoBeaenus oocaeaosanusa v nauuentos ¢ MIIC IV tuna

[16]

Pexe 1
pazaB 12
Mec

[TepBonavanbnas | Kaxneie | Kaxabie 12

HccnenoBanus
OILICHKA 6 Mec MecC

IIpuem (ocmotp,
KOHCYJIbTalMsl) Bpaya-
reHeTHKA NMePBUYHbIN U

MOBTOPHbIE

X X

[TonTBepkaeHHE TMarHo3a X

AHamHe3 00J1e3HH (cO0p
aHaMHe3a | kajo0 X
TEpareBTHUCCKUH )

IIpuem (ocmoTp,
KOHCYJIbTAalMsl) Bpava-
neaguarpa/spava- X X
TepaneBTa NePBUYHBIN U
NOBTOPHBbIE

N3smepenue pocra,
M3MEPEHUE MACChI TeIIa,
U3MEpPEHHE OKPYKHOCTH

TOJIOBBI

Tect 6-MUHYTHON XOJbObI
(6 MTX)"

IIpuem (ocmotp,
KOHCYJIbTalMs) Bpava-
HEBPOJI0ra NepBUYHBIH U
NOBTOPHBIE

IIpuem (ocmotp,
KOHCYJIbTalnMs) Bpava-
Hellpoxupypra X X
NepBUYHBINA U
NOBTOPHbIE

Pentrenorpacgus meitHoro
OTJIelIa TIO3BOHOYHHKA
W/Wn peHTreHorpadus
TPYIHOTO OT/ENa X X
MO3BOHOYHHUKA W/HUIH
peHTreHorpadus
HNOSCHUYHOTO OTJIEJIa
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MO3BOHOYHUKA (B T.4.,
pPEHTTEeHOTPaPUATIO3BOHOT
HUKa, CIIEIHaJIbHbIC
UCCIICIOBAHMS U
MIPOCKITNHN ) W/UITH
criupanbHas
KOMIIBIOTEpHAs
ToMorpadus mrewu,
IPYAHOTO U MOSCHUYHOTO
OTJesa IO3BOHOYHHKA
(KoMIIBIOTEpHAS
ToMorpadus
MMO3BOHOYHUKA (0JIUH
0TJIeN)), Ta300eAPEHHBIX
CyCTaBOB (KOMIIBbIOTEpHAS
Tomorpadus
MO3BOHOYHUKA (OJTUH
0TJIeN)), a TAaKXKe
peHTreHorpapuu BepXHUX
Y HIOKHUX KOHEYHOCTEH
(pentrenorpadus BepxHen
KOHEYHOCTH,
peHTrenorpadus HIKHEN
KOHEYHOCTH)

MarautHo-pe30HaHCHas
ToMorpadus meun

1p/2 rona

IIpuem (ocmoTp,
KOHCYJIbTAllMs1) Bpaya-
OTOPHHOJIAPHHI0JIOTa

NepBUYHbIA ¥ MOBTOHBIE

DHAOCKONMUYEeCKas
9HJIOHA3aJIbHAs PEBU3HS
MOJIOCTH HOCA, HOCOTJIOTKH
(DHAOCKOHUSI HOCOTJIOTKH)

IIpuem (ocmoTp,
KOHCYJIbTAllMs) Bpaya-
cypaoJiora-
OTOPHHOJIAPUHI0JIOr A
NepBUYHBINA U
NOBTOPHBIE

IIpoBeneHne TOHAIBHON
ayIMOMEeTpHH (ITOPOTrOBOil)
/TOHAJIBHOM ayIMOMETPUU

B CBOOO/THOM 3BYKOBOM
noJie/pedeBoi
ayTMOMETPUHU/UTPOBOM
ayJAMOMETPUH/PEruCTpalu
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Y CTallMOHAPHBIX
CIIyXOBBIX BBI3BAHHBIX
noteHimanoB (ASSR tecr)

IIpuem (ocmoTp,
KOHCYJIbTAIUsA) Bpaya-
oprasbmoJIora
NMePBUYHbIN U
NMOBTOPHBbIE

OB/ (ciupomeTtpus)
(uccrnenoBanue
HECTIPOBOIIUPOBAHHBIX
JBIXATEIbHBIX 00BEMOB H
ITOTOKOB)

HccaenoBanue
cHa/nosiMcoMHorpadgus/

KapauopecnupaTopHbIi
MOHUTOPHUHT

X (mipu
BO3MOYXHOCTH H B
COOTBETCTBHUH C
BO3PAacTOM)

[Ipu
BO3MOXKHOC
TH, B
cpenHeM,
1p/3 rona
WIIH TI0
TIOKa3aHHsI
M

IIpuem (ocmoTp,
KOHCYJIbTAIlU) Bpaya-
Kapauosora/

BpPavya-I1eTCcKoro
KApAH0JIOTa NepBUYHBbIH
U IOBTOPHBIE

Perucrpanus
BJIEKTPOKAPANOTPAMMBI

Oxokapauorpadus

IIpuem (ocmotp,
KOHCYJIbTanMs) Bpava-
TPaBMAaToJI0ra-opromnena
NepBUYHBINA U
NOBTOPHbIE

YapTpa3BykoBoe
HCCJIeI0BaHKE OPIONTHOM
MoJI0CTH (KOMITIIEKCHOE) (C
OIIeHKOI 00bema
CEIIe3CHKH, IEYCHN)

IIpuem (ocmortp,
KOHCYJIbTalMs) Bpava-
cromarosiora/
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Bpay4a-cToMAaToJI0ra-
JAETCKOr0 NepBUYHBIN U
NOBTOPHBIE

JlabopaTopHbie
ucciIeI0BaHHA

Ompenenenne AT X X

AHanus KpPOBH
OMOXUMHYECKUI
o01eTepaneBTHYECKU
(OnpeneneHre akTHBHOCTH
acrapraraMHHOTpaHcepa
30 B kpou (ACT),
OmnpeneneHne akKTUBHOCTU
aJlaHMHaMUHOTpaHcdepa3
i B  kpoBu (AJIT),
UCCIICIOBaHHE YPOBHS
oOmero OunupyouHa B
KPOBH, HCCIIeIOBAaHHE
YpOBHS ounupyorHa
CBSI3aHHOTO
(KOHBIOTHPOBAHHOTO) B
KPOBH, HCCIIEIOBAaHHE
YPOBHS OounnpyOouHa
¢BOOOIHOTO
(HEKOHBIOTHUPOBAHHOTO) B
KpOBH, HccnenoBanue
YPOBHSI  XOJECTEpUHA B
KpOBH, HccnenoBanue
YPOBHSI HaTpHUs B KpOBH,
Hccenenoanue YPOBHS
Kanus B KpOBH,
Hccenenoanue YPOBHS
o011ero Kauplius B KPOBH,
Hccenenoanue YPOBHS
o01iero MarHus B
CBIBOPOTKE KPOBH)

'-Jlns mereif crapiie 5 JIET; pacCTOSHME, TIPOMIEHHOE 32 6 MUHYT (IIPEINOYTHTENLHBIM
SABJIAETCS TOT K€ IPOMEXYTOK BPEMEHHM, YTO U B MPEABIAYIIUX TECTAX ITOrO MALMEHTA); YUCIIO
CTYNIEHEW, MPONJEHHBIX BBEpX 3a 3 MHMHYThl. OLEHMBAIOTCSA ITOKA3aTENH IYJIbCOKHUMETPHH,
M3MEPEHUST YacTOThI JIBIXaHWM, W3MEPEHHUS YacTOThI CEPJACYHBIX COKpPAIIEHWHA 1O M IOCHe

Harpys3kKu.
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[Mpunoxenue A3.4 3a06op Onomarepuaia il TMarHOCTUKU B HATHAX KPOBU

KpoBp coOupaercss Ha CTaHAAPTHYIO KapTOYKY-(QHIBTp

(Ne903), KOoTOpast MIPUMEHSIETCS JUTSt CKpUHUHTA L N
HOBOPOXXIEHHBIX B Poccutickoii Denepanuun WU
AQHAJIOTMYHYIO JAJISl TOJIy4EHHUs CyXOoro msTHa KpoBu. KpoBb

He macsirvs, afinacry anorurmen cnman Ha wocs a00am a6 AN A

MOJXET OBITh, KakK KalmuJuIsapHas (1/13 majibla, HHTKI/I), TaK W | * Kanau 4o/mkHbl NONHOCTLIO NPONMTaTh KPYXXKM € 06paTHO CTOPOHbI
¢ He kacaiitecb 061acTit, NPONUTaHHO KPOBbLIO
BEHO3Has. BeHO3Has KpoBb cobOupaercss B TPOOHPKY,

aKKypaTHO TIEPEMEIINBACTCA M 3aTeéM OBICTPO C IHOMOIIBIO
MMUNETKH HAHOCUTCA Ha ¢QmibTp mo 25-50 MKI KpOBH Ha . .

KaXIyl BBIICICHHYIO o0yiacTh. HeoOxoauMo Xopoiro

OpOMHTaTh BBINCICHHYI0 007acTh Ha ¢uistpe (puc. 1).
IIpennoyrutensHO coOUpaTh OOpasipl mocie enapl uepe3 40 Pucynox 1. OGpasen npaBHIbHOTO HAHECCHH S KPOBH Ha
KapTOUKY-(PUIBTP
MuUHYT - | dac. BO3MOXHO TaKkKe OCYIIECTBHUTH B3SITHE =
- -
3 5 TN TN TN TN TN
KalMWUIIPHOW KPOBW/B3SATHE KPOBH W3 Mepu(epHISCKON BEHBI ( ) ( ) ( \ ! v ! \
I\
(3260p KpOBH) U HATOIIAK. Noof N NG N St
903 2 2023-10 000002Q/W001
Ha xaprouke-pumpTpe 0053aTETBPHO HODKHBI OBITH YETKO XpauTs npi 42 - 425 C*
ykazansl @O, xeM M OTKyJa HalpaBieH IalUeHT, Jara
POXKICHUS U TeJS(OH JIeHaIero Bpaya (PUCYHOK 2).
OO6pazerr cyxoro msTHA KPOBU BKIAJBIBACTCS B YHCTHIN
@ X 6 0010608

KOHBEPT, 00 B uucThi (haitn. Kaprouka-¢puisTp He N0OImKHA ®MO Naupenta
COIIPHUKACAThCS C TPS3HOW TOBEPXHOCTBIO W C OOpasznaMu

ara [eHUA aTa B3ATUA KPOBYW Non
JIPYTUX TanueHToB. HeoOXomuMo MpHIIOKHUTE K oOpasmaM Aama pos A P
WHPOPMHUPOBAHHBIC COTJIACHS MAIlMEHTa WU €ro 3aKOHHBIX P40 bpad
npeacTaBuTenae Ha [IpOBEICHUE nmabopaTOPHBIX Any / fopoa / Aapec
UCCIIEIOBaHUM

E-mail spaya

TenedoH spava

Tecr

Dd’aﬁpu Dnomne Drome DMHCI DLyso-GL 1 DLyso—GL-3

[:] CemenHbIA CKPUHMHT, MyTauun:

Pucynok 2. O6pasen kapTouku-GuiIbTpa

AJITOPUTM JelCTBUH MeIMIMHCKOIO0 NMePCcoHAJIa NPH B3ITHU 00pa31ll0B KPOBH

®  BBIMBITH PYKH (TUTHEHUYECKHUI YPOBEHB), HAJIETh IEPUYATKHY;

e  BBIMBITH PYKH MallMeHTAa (MATKY peOeHKa, B CiIydae, €Clii KpOBb OepeTcsl U3 MATKH);

e MpoTepeTh 00JIacTh MPOKAJIBIBaHUS caleTKoN MapiaeBOd MEIUIIMHCKON CTepHIIbHON, CMOYEHHON
70% cnupTOM, NPOMOKHYTH Ccal(eTKol MapiieBOi METUIIMHCKON CTEepUIbHON (Ccyxoi); -

MIPOKOJIOTH CTEPHIIBHBIM OJJTHOPA30BbIM CKapH(PHUKATOPOM;
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®  CHATbH [IEPBYIO KAIUIIO KPOBU BaTHBIM IIAPUKOM, CTEPUIIBHBIM CYXHM;

®  MJAIKO HaJIaBUTh JUIs [TOJIy4EHUs BTOPOH KaIlIu KPOBH;

®  PUJIOXKHUTH NEPIEHAUKYISPHO TECT-0IaHK K KaIie KPOBU U MPOIUTATH €r0 KPOBBIO HACKBO3b;

® AHAJOTMYHBIM OOpa30M HAHECTH Ha TecT-OnmaHk 6-8 Kamenb, BHJ ISTEH KPOBU JIOJKEH OBITH
OJIMHAKOBBIM C 00EHX CTOPOH.

®  BBICYIIUTh TECT-OJJAHK B TOPU3OHTAIILHOM IOJIOKEHHH Ha YUCTOH 00€3KHUPECHHON TOBEPXHOCTH HE
MeHee 4 4 6e3 IpUMEeHEeHNUs TeMJI0BOI 00pabOTKH 1 MOMaAaHus MPSAMBIX COJHEUHBIX JIy4ei;

e ymakoBaThb TECT-OJIAHKM B UHUCTHI KOHBEPT TakUM 00pa3oM, uTOOBl TISITHA KPOBU HE

COIIPHUKACAIUCD.

OcobennocTy npu MH(QY3NOHHOH Tepanuu
HekoTtopble manueHTsl MOT'YT MOJIy4aTh WH(QY3HOHHYIO TEpaIulo, IepenBaHue KOMIIOHEHTOB KPOBH,
YTO MOXKET OKa3aTh BIMSHUE Ha Pe3yibTaTbl TeCTOB. Hampumep, mpu NepeauBaHUU ILIa3Mbl KPOBU
MOTYT OBITE IMMOJIYYCHBI JIOXKHO-OTPULATCIIBHBIC PE3YJIbTAThI, TaK KaK OIPCACIACMbBIC (bepMeHTI)I
HAaXOJSTCS B TUIA3ME U B KIIETKaX KPOBH. PeKoMeHIyeTCsl OCYIECTBUTh 3a00p KpOBHU ISl (pepMEeHTHOU
u JIHK-auarnoctuku He paHee ueM uepe3 6-7 AHEN mocie mepeuBaHus I1a3Mbl KpoBU U dyepe3 7-10
JHEH 10CIIe NEPEIUBaHus KOMIIOHEHTOB KPOBHU.
He nomyckaercs 3a00p KpoBH:

e cpa3sy nocie NpoBeJeHNs NalMeHTy HHPY3MOHHOH Teparuy;

¢ (Cpasy MMocCJjIi€ 3aMCHHOT'O ICPCIIMBAHUA KPOBH.

XpaHeHHe U TPAHCIIOPTHPOBKA OGMoMaTepuajia
OO0pa31bl BHICYHIEHHBIX MSATEH KPOBU MOKHO XPaHUTh B OOBIYHON Kamepe XonoawibHuka npu +4 C 1o
orrnpaBkd. CpoK XpaHEHHMs JO MOMEHTa OTIPAaBKM HE JIOJDKEH IpeBblIaTh /7 AHEW. Ecinm XpaHWThH
Jojiblie U mpu Oosiee BBICOKOH TemmepaType, TO aKTHBHOCTb (epMEHTa Jake€ B HOPME MOXKET

CHMXXATbCs, YTO NPUBEACT K JIOKHO-TIOJIOKUTCIIBHBIM PE3YyJIbTaTaM.
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Ipuaoskenune A3.5. Tect 6 MUHYTHOM X0AL0BI (6M'TX)

6MTX — TecT 6-MUHYTHOI X0AbOBI

6MWT — tect 6-munHyTHO# X0160b1 (6 Minutes walking test, 6GMWT)

Tect 6-MUHYTHOW XOABOBI SIBISETCS OJHUM W3 HaubOoOJee MPOCTHIX M JOCTYITHBIX B
MHUPOBOH TPAKTHUKE CIIOCOOOB OIEHKH BBIHOCIUBOCTH W (YHKIHMOHAIBHBIX BO3MOXKHOCTEH
MAlUEHTOB C KapMOJIOTMYECKOM U JIETOYHOM MAaTOJIOTHsIMU, a TAK)XKE BBISIBIICHUS TaKOBBIX, B TOM
yucie u y gereil. Ilepen HayasioM Tecta M MO HMCTEYCHUM IIECTH MHUHYT CIEHHAIUCTOM
OIICHUBACTCS MPONICHHBIM MyTh C TOYHOCTBIO 10 METpa, a TAKXKe IMEPEHOCUMOCTh Harpy3KHu IO
mkane bopra, aprepuanbHOe NaBlIeHHE, MyJbC, YacTOTAa JBIXaHUS M caTypalus KHUCIOPOJIOM
kpoBu. [lanMeHTy HEOOXOAMMO TPOBECTH HW3MEPEHHE AapTEPUAIBHOTO  JaBJICHUS Ha
nepuepuIecKuxX apTepusx, U3MEPCHUE YaCTOThI CEPACYHBIX COKPAIICHUH, H3MEPEHUE YacTOTHI
JBIXaHUS, MyIbCOKCUMETPHUI0. PeOEHOK M0KeH 32 6 MUHYT IMPONUTH MaKCHUMAalbHO BO3MOXKHOE
JUTsl ce0s pacCTOSIHUE Ha TPEeKe B KOM(POPTHOM JIs ce0s TeMIre. 3ampeniaeTcs IepexoauTh Ha Oer
WJTU TIPBDKKH, HO MOXHO 3aMEJIUTHCS MM OCTAHOBHUTHCS, €CJIM BO3HUKACT Takas MOTPEOHOCTb.
Jucranuuto, npoifeHHyro B TeueHue 6 muH (6MTX), u3MepsoT B MeTpax OLEHUBAIOT B
nuHamuKe 1 pa3 B 6 Mec. U CPaBHUBAIOT C IaHHBIMHU MPEABLAYIIETO UCCIEI0BaHUS.

CnenyeT TOMHHUTH, 4YTO /MM JAaHHOTO TeCcTa HMMEIOTCS CIeAyrolue abCOoMIOTHBIS
MPOTHBOIMOKA3aHUs: OCTpas O0Jb B TPYIHOM KIETKE, ICKOMIIEHCUPOBAHHAs CepIeYHas |
JbIXaTeabHass HEIOCTATOYHOCTh, OCTpble 3a0o0JeBaHUsA, JUXOpaaka, 3a00JeBaHUsSI OIMOPHO-
JIBUTATEIIHLHOTO allfapara MpensTCTBYIONINE BHITTOJIHEHUIO TPOOHI.

K OTHOCHTEIbLHBIM MPOTUBONOKA3aHUAM MOKHO OTHECTH BBIPQXKCHHYIO
OpaauTaxuKapuIo, BBICOKYIO apTEepUATIbHYIO THIEPTEH3UIO W BO3pacT pebOeHka. Maubliam
TPYIHO OCO3HATh W WCIIOJTHUTH BCE MpaBUJa TECTa, TOITOMY OH PEKOMEHJOBAH /i JeTed OT 5
JIEeT ¥ CTaplle.

Ecnu manueHT HaXoAMTCs HAa MOCTOSTHHOM KUCIOPOAHOW MOAJEPKKE, CKOPOCTh MOJauu
KHCJIOPO/Ia TIPU TPOBEICHUH TE€CTA TOJDKHA COXPAHATHCS B COOTBETCTBUU C IIPEANHUCAHUEM Bpaya,
Ha3HAYMBIIETO U KOHTPOIUPYIOIIETO TEPAIHIO.

[IpoBenenue Tecta HEOOXOIMMO HEMEIJIEHHO MPEKPATUTD B CIIydae BOZHUKHOBEHUS 00
B TPYIu, CWIbHOW OJBIIIKH, CYJAOPOT B HOTaX, TOJOBOKPYXEHHS, MOTEPH YCTOMYMBOCTH,
HapacTarolei cnadoCcTy U IBHOU OJIETHOCTHU CIIeTyeT HEMEAJIEHHO MPEKPATHTh TECT.

6MWT npoBoauTCS B TOMEIIEHUH, XOPOIIO 3HAKOMOM MAIMEHTY, UMEIOIIEM JIOCTATOYHO
JUTMHHBIA KOPHUIOP C TBEPJBIM MOKPHITHEM. [[JTMHA MPOXOIUMOTO IMyTH JTOJDKHA COCTABIIATH HE

MeHee 30 MeTpoB ¢ pa3MeTKoi Kaxabie 5-10 MeTpa, a Takke TOYKaMH MOBOPOTOB/pa3BopoToB. Ha
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000MX KOHIaX IyTH HYXXHO pa3METHTh Kpecia JUisi MOATOTOBKM M OTAbIXa MarueHToB. Kpome
TOT0, HEOOXOIMMO T03a00TUTHCS O HATMYMH UCTOYHUKA KUCIOpoaa U 1epUOpHILISATOpA.

Takxe s Tecta BaM IOHAJAOOUTCS TOHOMETpP, Yachl C CEKYHJHOH CTPEJIKOM,
nynscokcumeTp u TenedoH. Tect pekoMeHAyeTcsl MPOBOJUTH B YTPEHHHE Yachl MOCIE JIETKOTO
3aBTpaka. Ha manumente nomkHa OBITH yqoOHast OA€XAa M MOAXOJAIIAsl JJISi HMPOTYIKH OOYBb.
3anpemnieHsl MHTEHCHBHbBIE (DU3MUYECKHE HArpy3Kd MEHEe 4YeM 3a JiBa 4aca 10 HCIBITaHUS.
Jleuenue mnamuMeHTa MNPOXOAUT B OOBIYHOM pexume. Eciu B moBceIHEBHON KH3HU PEOEHOK

HCIIOJIB3YET IS XOAbOBI TPOCTh, KOCTBUIH MJIM XOIYHKH, CIIEYET OCTABUTh MX M st Tecta [18].
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IIpuaoxenue A3.6 OcCHOBHBLIE MEPOHPUATHH TNPH OKA3AHUU

IIOMOIIM _IMANMCHTAM C

aJJIepruyeckoi peaxmnuei Ha npenapar

[19].

Annepruueckas peaxkuus (AP)

OctaHoBUTh HHPY3HIO

OLEHNUTH CTETEHb ANIEPTUUECKON PEaKIINH

Jlerkas AP: nuxopanaka, MOKpacHEHHE, ChlIlb, JIETKas
KpanuBHHIIA.

Tsxenas AP: BblpaXeHHas KpanMBHHIA, OTEK
IWna, 3aTpPyJHEHHOE [JbIXaHHE, MPOSBICHHSA
CEpACYHON HEAOCTATOYHOCTH H JIp.

[penaparsl, obnajaromue JKAPOTIOHIDKAIOIIUMHI
cBoiictBamu  (MOympoder™* wmmm  mapameramon®*),
AQHTUTMCTAaMUHHBIC CPEICTBA CHCTEMHOIO ICHCTBUS B
BO3PACTHOM JJO3HUPOBKE

[Ipenapatsl, o0nagaIIUe >KapONOHWKAIOLTIMH
CBOMCTBAMH (mbympoen™* WA
mapaneraMmon**), aHTUTHCTAMHUHHBIC CPEICTBa
CHCTEMHOT0 JeHCTBYA, KOPTUKOCTEPOUJIBI
cucremHoro gedcrBusi  (1-2  wmr/kr/cyt 1o
MPEHU30JI0HY *¥), eciu BO3HUKHET
HEOOXOAMMOCTb — dmuHepuE**.*

HaOmronenue 3a maieHTOM

[IpopomxaeTcs peakuys Ha BBEJCHUE

Her peakuuu Ha BBeJcHUE

OcCTaHOBHUTH UH(Y3UIO U HE BO30OHOBJIATH B 3TOT JICHb

ITpomomkuTh HHPY3UI0 HA HEOOIBIIONH CKOPOCTH

Crnenyromyto WHQY3UIO TNPOBOJUTH HAa HEOONBIIOW CKOPOCTH TIOCHE IpPEeMEeAUKaluu (TMIOBTOPHUTH

MIPEABIAYIIYIO CXEMY).

OCHOBHBIE MCPOIIpUATUA IIPHU OKA3daHHWH IIOMOIIM IMalUCHTaAM C aHa(bHHaKTHHGCKOﬁ

peakuueit cm. [Ipunoxenne A3.7
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IIpuao:xkenne A3.7 OcHOBHble MePONPHUSTHS NPH _OKA3AHMM _TOMOINM _NALMEHTAM ¢

aHaQUIAKTHYECKOH peaKkuue

[20,21].
1 [Ipekpature BHYTPHBEHHOE BBEJCHHE JICKQPCTBEHHOTO Mperapara, KOTOpOE BBI3bIBACT
aHa()UIIAKCHIO WITH, €CIIM MAIMeHT HavaJl OTMEeYaTh M3MEHEHUsI B 00I[EM CaMOYYBCTBHUHU
2 Ornennte KpoBOOOpaleHne MaIpeHTa (MCCIeOBaHUE ITyNIbCa), MPOXOAUMOCTh JbIXaTeIHHBIX

myTed (W3MepeHWe dYacTOTHl [BIXaHMs), IPOBEIUTE IICHXONMATOJIOTHYECKOE OO0CIIeI0BaHNE
(oLeHKa TICUXMYECKOTO COCTOSHMSI), OLICHUTE YPOBEHb CO3HAHUSA, NPOBEIUTE H3MEpPEHHE
apTepHaJIbHOIO JABJICHHS Ha NepH(EPUYECKUX apTepusiX, HaIW4YMe KOXKHBIX MpOSIBICHUH,
YTOYHHTE Maccy Tela (M3MEpPEeHUe Macchl Tela/cOop aHaMHe3a U JKaJlo0 TepaneBTHYECKHH )

3 Beenure snuHepuH** BHYTPUMBIILIEYHO B MepeHE-00KOBYIO IOBEpXHOCTH Oenpa), 0,01 mr/kr
(makcumym 0,3 mr getsim 6-12 ner; 0,15 mr metsim mo 6 net). 3anuiiuTe Bpemsi, BBEIEHHYIO
03y H, TPH HEOOXOMUMOCTH, MOBTOPUTE uepe3 5-15 MuH. BOJBIIMHCTBY MAI[MCHTOB
HeoOxomuMo 1-2 10361 anuHeppuHa**,

He pexomenayercs BBemeHHE B 0qHO MecTo | mMu m Oonee snumHeppuHa**, Tak Kak, oOnamas
OOJIPIINM COCYOCYKHBAIOIINM JCHCTBUEM, OH TOPMO3UT U COOCTBEHHOE BCAChIBAHUE.

4 [lonoxxuTe mamMeHTa Ha CIUHY €CJIM HMEeTCS PEeCIMpPaTOPHBIA IHUCTpecC W/WIN PBOTa;
MOAHUMHTE HIKHAE KOHEYHOCTH (MALMEHT HE JOJDKEH CTOATh, CHAETh WIIM JABHUIATHCA,
MOCKOJIBKY 3TO MOXKET IIPHUBECTH K BHE3AIIHOW CMEPTH B CIIydasx TKEIOoH aHahMIaKTOMIHOM
peakiun). 3alpOKUHBTE M MOBEPHYTh B CTOPOHY TOJIOBY, BBIBEAUTE BIEPE] M BBEPX HIKHIOIO
YeJFOCTh, MPUOTKPOHUTE POT, 3aUKCUPYHTE SA3bIK, yOATUTE CIN3b U3 BEPXHHX ABIXaTEIbHBIX
IyTeil, eclii B 3TOM HOSBUIACHh HEOOXOJUMOCTb.

5 [lpn mnokazaHusIX JalTe JONMOJHUTENBHO KHCIOpon (6-8 JI/MHH) uepe3 Macky WIH
opodapuHreansHyto Tpyoky (BosayxoBon opodapuHreanbHblii)
BAXHO bera - anpeHO0IOKAaTOPHI YMEHBIIAIOT TepaneBTUUCCKUi 3 dekt snunedpuna**. Ycunuparor

no6ouHble 3P PeKThl dnnHehprHa** CUMIATOMUMETHKH, TUTOKCHH**.
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Ipuiaoxenue b. Aaropurmsl aeiicTBHH Bpaya

[MauneHt ¢ cumntomamu MMNC IV
¥y
[narHocTuka

[unarHo3

KoHcynbTauma npodunbHOro
noaTBEMKAEH?

cneunanucta

MOHUTOPUHT COCTOAHUA
- - - - == === nauneHTos

HasHaueHne O3T

EcTb nokasaHmA K
CUMMTOMATUYECKOH
Tepanun?

CuMnTomaTuyeckas Tepanua

Peabunurauns

EcTb nokazaHuA ana
koppekuum ®3T?
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Ipuioxenue B. Undopmanus 1/ nauueHTa

Cunapom Mopkuo

Cunapom Mopkuo miau mykomnonucaxapuaosz [V (MIIC 1IV) — ogHa U3 caMbIx peaKux
dbopm mykononucaxapuao3op (MIIC). TIlo omeHkam crenuagucTOB, OHO BCTPEYaeTCs KpalHe
penko, ¢ yactotoii ot 1 Ha 640 000 >kxUBOPOXKIEHHBIX AeTeil B 3amagHoi ABcTpanuu 10 1 Ha
76 000 >xuBOpOXACHHBIX eTeit B CeBepHoil Mpnanauu.

3a mpomeamme TOABI OBLI CO3/[aH CIEHUAIBHBIA Tpenapar, KOTOPbIM MO3BOJSIET
3aMe[UIUTh MPOrpeccupoBaHue OO0JIE3HH, CMSTYUTh HEKOTOpble M3 ee mposiiaeHuil. OmHako,
Hapsily ¢ MPUMEHEHHEM JTOro Ipernapara, HeOOXOAMMO HE 3a0bIBaTh, O CHUMIITOMATHYECKOM
Tepanuy, (U3NOTEpanuy, peadWIMTAlH, a TJIABHOE — IIO3UTHBHOM OTHOIICHHHM K KH3HH
MalUeHTa U YWIEHOB €r0 CEMbHU.

IIaTorenes

[Ipu BCEX MYKOIIOJIHCaxapu103ax HapyIIaercs oOMeH (pacuierieHue)
rIKo3aMUHOTTIMKaHOB (I'AI') — 0COOBIX CTPYKTYpPHBIX KOMIIOHEHTOB COEIMHUTEIbHON TKAaHU.

'AT" — 3TO AJMMHHBIE LIETIOYKH MOJIEKYJ caxapa, KOTOpbIe COSIUHSIOTCS ¢ OenkamMu u
CIIy>KaT BaKHBIM CTPOUTEIHLHBIM MaTEPHUAIIOM ISl KOCTEH, Xpsiliei, KOXKH, CyXOKUJIH, KJIalaHoB
cepaua U MHorux apyrux tkaneil. ['Al" comepkarcs B BA3KOW CHHOBUAIBHOM XKHUIKOCTH, KOTOpast
YBJIQXKHSAET CYCTaBbl, BXOJAT B COCTaB CYCTaBOB M CYXO)XWJIMH, KJIallaHOB cepAaua. B Hopme
MIPOUCXOJUT MOCTOSIHHBIN Ipoliecc o0pa3oBanus «HOBbIX» 'Al" u pacuiennienne «crapbix». Jis
nporecca pacuienienus u nepepadborku I'AI' Heo6xonuma rpymnmna ocoOblx OenKoB-(EepMEHTOB.
Hns Toro, 4rodOsl pacmenuts I'Al, ¢depMmeHTsl paboTaloT Mo odepenu, APYr 3a APYroM, U
pacuIeusIIoT JNIMHHYI0 MoJiekyny ['Al Ha yacTu.

VY Bcex nmanuenTtoB ¢ MIIC orcyrctByer depmeHT (0coObriii ms kaxnoro tuna MIIC),
KOTOPBIA HeoOxoaum s pacuierieHust omnpeaenennoro Al ¥V manuentoB ¢ MIIC 1V tuma
OTCYTCTBYET (hepMEHT, Ha3bIBaeMbIil TajakTo3aMuH-6-cynbdar-cynbdaraza (mpu MIIC IVA) unu
B-ramakrozungaza (mpu MIIC IVB), xkotopslii HeoOxomum nis  pacuieruienus [AI —
Kkeparancynbdara. HepacmennenHbiii kepaTanCyab(ar HakaruiMBaeTCsl B KJIETKaX, HapylIas HX
paboty. KepatancynbhaT HaXxoAUTCs, IIaBHBIM 00pa3oM, B KOCTSIX U COEIMHUTEIbHON TKaHU U
€ro HaKOIUIEHHUE, IPEXk/Ie BCETO, BBI3BIBAET MHOXKECTBO MPOOJIEM CBA3aHHBIX CO CKEJIETOM.

HacaexoBanue cunapoma Mopkuo

CungpoM MOpPKHO — OTHOCUTCSI K HACJEJCTBEHHBIM 3a00JIEBaHUSM U HacJlenyeTcs IO
ayTOCOMHO-PEIIECCUBHOMY THIy. DTO 3HAYUT, 4TO OO0JIE3Hb MPOSBISETCS TOJIBKO B TOM CIy4ae,
ecny 00a poauTeNsl SBJIAIOTCS HOCHTEISIMH OOJIE3HHM M, XOTSI CaMHM OHM HE OOJICIOT, MepetaroT

peOCHKyY Ba MOPaXKEHHBIX TeHa (TI0 OJHOMY OT KaXXJO0TO U3 poAuTesei). BonbIIMHCTBO ceMel,
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r7e ecTb peOeHOK ¢ ATHM 3a00JIeBaHMEM, HE CTAJIKMBAJINCHh PaHbBIIE C MOJ0OHOW MPOOIEMOH.
Puck noBTopHoro poxaenus pedenka ¢ MIIC IV B cembe, rze yke €cTb HNALUEHTHI JIETCKOIO
BO3pacTa, coctapisieT 25% Ha Kaxayro 6epeMeHHOCTb.

Bce cempun ¢ MIIC IV jpomkHBl 00s3aTEbHO MPOUTH MEIUKO-TEHETHYECKOE
KOHCYJIbTUPOBAHHE U MOJIYYUTH MOJHYIO MHPOPMALUIO OT Bpaya-reHeTHKa O PUCKE MOBTOPHOTO
NPOSIBJICHUSI JaHHOTO 3a00JieBaHHsI B CeMbe, OOCYIHTHh CO CIIEHUAIUCTOM BCE BOIPOCHI,
CBsI3aHHBbIE C HacienoBaHueM 3aloneBaHus. B Poccum Mmenuko-reHeTndyeckue KOHCYJIbTallUU
paloTaroT B KaXXJIOM PETHOHE.

Kak ycranaBimBalT Auaraos?

Bpaun Ha OCHOBaHMM KIMHMYECKUX CHUMITOMOB MOTYT 3aIl0/I03pUTh O0OJE3Hb. 3aTeM
IIPOBOJIATCS JIaOOPAaTOpHBIE TECTbl M HMHCTPYMEHTalbHble HccienoBaHus. Ilockonbky pasHble
tunbel MIIC oueHb MOX0XH IO CBOMM KIMHHYECKUM IPOSBICHUSAM, HEOOXOAUMO NOJATBEPAUTH
JIMarHo3 ¢ MOMOILbIO JTJAOOPATOPHBIX METO/I0B.

[Tonteepxxnatromas auarnoctuka MIIC 3akirodaercs B ONpeAeneHUN YpOBHS IKCKpELUU
I'AI" B MOUY€ ¥ U3MEPEHUH aKTUBHOCTH ()EPMEHTOB B KJIETKAaX KPOBH, MATHAX BBICYIIEHHON KPOBU
WIH KyJIbType KoOXHbIX (ubpobmactoB. s MIIC IV mpoBonasaT ompexneneHue akTHUBHOCTU
rajakTo3aMuH-6-cynbdar-cynbdaraza (mpu MIIC IVA) unm B-ranakrozunasza (mpu MIIC IVB).
B nanbheitmem pexomenayercs nposeaenue JJHK nuarHoctukm (ecnm akTUBHOCTH (epMeHTa
ObL1a CHUKEHA).

IIpoBenenue nabOpaTOPHOM JUArHOCTUKM JUIS MOJATBEPXKJIEHUS JUarHo3a KpaiiHe
HEe0o0XO0JIMMO, TaK Kak OT 3TOr0 3aBUCUT BbHIOOp JI€UEHHUs, NMPOrHO3 TeueHHs 3a0ojieBaHUS U

OIPCACIICHUC TUIIA HACIICJOBAaHUA 0oJIe3HH.

Kinnudeckue nposisjienusi cuaapoma Mopkuo

CungpoM Mopkuo — mporpeccupyromiee MyJbTHCUCTEMHOE 3a00JIeBaHUEe U y MalleHTa
ObIBalOT MOpaXEHbI HE TOJBKO CKEJeT U CYCTaBbl, CTPAJalOT TAaK)Ke HEpBHAs CUCTEMa, OPTaHbI
3peHHs, CIIyXa, CepACYHO-COCYAUCTast U OPOHXOJIETOYHAs CUCTEMBI.

CreneHp BBIpaXKEHHOCTH KJIMHHUYECKUX IPOSBIECHUN NpU CUHApPOME MOpKHO pas3inyHa.
W3BecTHBl M KpaifHe TspKenble (GOopMbl 3a00JIeBaHUs, KOTOpPHIE IMPOSBISIIOTCS YK€ B PaHHEM
JeTCTBEe, M JOBOJBHO JIETKHWE, MATKHE (GOopMbl 0O0ne3HU. B HEKOTOphIX ciydyasx Haluuue
cuHapomMa MopKkHO He BIMSIET Ha MPOJOJIKUTENbHOCTD KM3HU MallMeHTa, HO KayecTBO >KU3HH,

0€e3yCIIOBHO, CTpaJiaeT MpH Bcex (hopMax OOJIE3HH.
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OcHoBHasl 3a7aua Bpadeil, OJU3KUX U caMOTo MaluMeHTa ¢ CUHAPOMOM MOpKHO — crienarb
KHU3Hb MAaKCUMaJIbHO KOM(OPTHOH, CHH3UTh PUCK TSDKEIBIX OCJIOXHEHHUH, 3aMeUINTh
porpeccupoBanre 00J1€3HU, CMATYUTh OCHOBHBIE CUMIITOMBI 3a00JI€BaHUSI.

Jlanee mnpuBeNeHbl OCHOBHBIE MPOOJIEMBbI, C KOTOPBHIMU CTaJKHUBAIOTCA MAIUEHTHI C
CHHJIPOMOM MOpKHO, HO 3TO HE O3Ha4yaeT, YTO OHM 00A3aTeNbHO OyAyT Y KaKAOro IMaIMeHTa.
3aboneBaHue NPOTEKAET OYEHb MO-PA3HOMY, JIaXKe B OJTHOU CEMbE.

Pannee pa3zButue, poct

[locTaBuTh nuarHo3 cuHapomMa MOPKHO HOBOPOXKJIEHHOMY IPAKTHYECKH HEBO3MOXKHO,
TaK KaK IalMEeHThl PO>KJIAIOTCS B CPOK, C HOPMAJIbHBIMU POCTO-BECOBBIMU MOKa3aTeasiMu. OnHUM
13 MEPBBIX CUMIITOMOB SIBJISIETCA 3aJIep’KKa pocTa ¢ YKOPOUEHUEM TYJIOBULIA U LIEH.

Buemnue ocobeHHOCTH

Mnanenust ¢ MIIC IV mpu poxaeHHHM BBITISAST OOBIYHO, HE HMEIOT MPU3HAKOB
3aboneBanus. TeM He MeHee, W3-3a HAKOIUICHWS B TKAaHAX M OpraHax MaTOJIOTMYECKOTrO
MaTepuasa HapyuarTcsl (YHKIHMH KIETOK, U MOCTENEHHO Pa3BUBAOTCS BbIPa)KEHHbIE aHOMAJIUU
CKeJleTa U CYCTaBOB, a TAaKK€ pAJl BHECKEJETHBIX MPOSBICHUNA, B TOM YHCIE MOpaXKEHUE
JBIXaTEeJIbHONM M CEepAEYHO-COCYJIUCTON CHCTEM, KOMIPECCHUS CIIMHHOTO MO3ra, HapylIeHUs
3peHus, MoTepsl ciyxa, MOpa)keHue 3yOOB, U B MEHbIIEH CTENEHH —YyBEJIUYEHHUE IECUEHHU.
[Mammentsr ¢ MIIC IV oTiauvaercss HU3KUM POCTOM C KOPOTKMMH TYJIOBHIIEM U IIECH.
CkeneTHble IPOSBIEHUS, KaK MpaBuio, Ooyiee BRIpaXKEHHbBIE U Tshkenble, yeM npu apyrux MIIC.
Hia MIIC IV odenp XxapakTepHa MOBBIIIEHHAS MOJBHKHOCTH (TMIIEPIOIBUKHOCTH) CYCTaBOB,
oTiauyamomas 3Tto 3aboneBaHue oT Apyrux tunoB MIIC, m He XapakTepHbl KOTHUTHBHBIE
HapyLICHHUS.

CkeJieT, OOPHO-ABUIaTe/JIbHAS U KOCTHO-CYCTABHAS CHCTEMA

VY mamuentoB ¢ MIIC IV Tuna, kak u npu Bcex Apyrux GopMax MyKOMOIUCAXAPHI030B,
CYIIECTBYIOT TIPOOJIeMbI ¢ (popMUpOBaHMEM M POCTOM KocTel. [lopakeHne MHOTHX KOCTEH ¢
M3MEHEHHEM HuX (OpMbI HA3bIBAIOT MHOKECTBEHHBIM JIM30CTO30M. XapaKTEepHBI JedopMaiuu
MMO3BOHOYHUKA U TPYIHOU KIETKH, X-00pa3zHas naedopMaliiusi KOJCHHBIX CYCTaBOB, MOJBBIBUXU
Ta300€IPEHHBIX CYCTaBOB, HAPYIIEHUE TOXOAKH, THIIEPIOABHKHOCTh CYCTaBOB KUCTEH.

Camble cepbe3Hble, ONACHBIE U KHU3HEYTpOXKAoIue MPoOIeMbl CBA3aHbI ¢ Aedopmaruei u
0COOCHHOCTSIMHU CTPOEHHUSI IIeHHOro oTAena. Eciu cnuHHOM MO3T OyAeT claBjieH WK MOBPEXICH
(mefiHasi MHMEJIONIATHA), HApyIIaeTCsd MHHEpBallMs BCEX YacTel Tejia, 4To MPHUBEAET K cIaboCcTH
(BsUTBIH TIape3) MBI, HAPYIICHUSIM TPU X010€, MHOTA JJaXKe K 3aTPYIHEHHUSM C JIBIXaHHUEM.

Co BpeMeHeM pa3BHBaeTcsi X-00pa3HOe UCKPUBICHHE HHKHUX KOHEYHOCTEH (BaJbIrycHas

nedopmarnusi).  bBoapImmHCTBO  Bpaued  cuuTaer, UTO JaHHas  jaedopmainus  HOCHT
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MPUCIIOCOOUTENFHBIA XapaKTep, MOMOrasi MallMeHTy PacHpeAessaTh BEC, MOITOMY ONEPATUBHYIO
KOPPEKLMIO B pPaHHEM BO3pacTe JIydllle He MpoBOAUTH. Kpome TOro, B CBs3M CO €1abOCTbIO
CBS304YHOIO ammapara W HapylIeHHEM CTPYKTYpPbl KOCTEW, Omepauus HE BCEerja IPUBOIAUT K
OKU/IaeMOMY pe3yJIbTaTy — JedopMalysi BO3BpAIAeTCs CIIYCTs KaKOe-TO BPeMs.

B psne ciyuaeB BO3HHKAeT MOpPAXEHUE TOJOBOK OENPEHHBIX KOCTEH (acenTHYecKHid
HEKpPO3), YTO MPUBOIUT K OOJICBOMY CHHAPOMY U U3MEHEHHIO MTOXOJIKH 110 TUITY «yTHHOW».

Opranbl IbIXaHUA

Hapymenne apixatenbHoi cucteMbl y nanueHToB ¢ MIIC cBsizaHO Kak ¢ 0COOEHHOCTSIMU
CTpOCHHS CKelleTa, Xxpsied Tpaxewm u pebep, Tak U ¢ HakorieHneM ['AlT B MSTKUX TKaHSIX
(YBEIMUMBAIOTCSL aJCHOUMbBI, CIM3UCTBIC, BBICTHJIAIOLIME JbIXaTEJbHbIE IyTH, CTaHOBSTCS
PBIXJIBIMH, THNEPTPO(GUPOBAHHBIMH, B pe3yJIbTaT€ YEro IMPOCBET JbIXaTelbHbIX IyTeH
YMEHBILIAETCH).

BaxxHo mnoHHMMAaTh, YTO HENOCTATOYHOE CHAOKEHUE TKAHEW KHUCIOpOJOM (THUIIOKCHS)
BIMSIET Ha (DYHKIMIO BCEX OPraHOB, IMO3TOMY YyIyYIIEHHE IbIXaTeNbHOH (YHKIMH — OJHA U3
IIEPBOOYEPEAHBIX 3a/1a4.

[IpoGnembl ¢ AbIXaHUEM YCYTIyOJsieT M3MEHEHHOE CTPOEHHE I'pyJHOW KIETKH: TpyAHas
KIIETKA <OKECTKas» M HE MOJKET JIBHTaThCs CBOOOIHO, HE TO3BOJIAET JIETKUM HaOpaTh OOJBIION
00BbeM BO3yxa. ITH 0COOEHHOCTHU MPUBOJAAT K TOMY, YTO MAIMEHThI XYK€ NMEPEHOCAT UH(PEKIUN
BEPXHHUX JbIXATEIbHBIX IIyTEH U JETKUX.

[lepBbIMM cHMOTOMaMH HapylleHUs (YHKIMM BEPXHUX JbIXaTeIbHBIX IMyTE€H MOIYyT
CIIy>KMTb HOYHOH Xpal, IIyMHOE JbIXaHHe, 00CTPYKTHBHOE HOYHOE allHO? (KpaTKOBPEMEHHBIE, J10
HECKOJIbKUX CEKYH/, 3aJIepP’KKH JbIXaHHsI BO BPEMsI HOUHOTO CHA). Takue MposiBI€HUs TOJIKHBI
HAaCTOpa)kKMBaTh, TAK KAaK B JAJIBHEWUIIEM OHM MOTYT IPOTPECCUPOBATH U MPUBECTU K PAZBUTHIO
OCJIOKHEHUH CO CTOPOHBI IPYTUX OPraHoB (cep/iie, FOJI0BHOM MO3T).

[Marmentsl ¢ MIIC cKJIOHHBI K pa3BUTUIO OTUTOB, PUHUTOB M BOCHAJIECHUIO JIETKUX,
MO3TOMY AaHTHOAKTEpUAIbHYIO TEpamuio CcleAyeT HayuHaThb YK€ Ha paHHUX CTaJusix
3aboseBaHus. HeCOMHEHHO, HY)KHO KOHCYJIBTHPOBAThCS CO CIELUAINUCTAMM, 2 HE 3aHMMAaThCS
CaMOJICUEHUEM.

HecmoTpst Ha peaKoCcTh M TsKecTh 3a00J€BaHuUs, CIEAyeT MOMHUTh, YTO BaKLIMHUPOBATh
nanueHToB ¢ MIIC o0s3aTtenbHO, Tak Kak NPUBHUBKU IOMOTAlOT MPEIOTBPAaTUTh pPa3BUTHE
3a00JIeBaHUH, MOpaXarolMX Jerkue. B ToM yucie Ba)kHO HE MPONMYCTUThH BAKI[MHAIIMIO TIPOTHB
MTHEBMOKOKKOBOM MH(EKINH, TPUTIIIA.

PoroBasi mos1ocTh 1 3yObl

78



VY namuentoB ¢ MIIC IV 3y0bl MOKPBITH XPYNKOH 3Majbio, YTO MPUBOAUT K OBICTPOMY
pa3BUTHIO Kapueca.

CepaedHno-cocyaucrasi CHCTEMA

[Taronorus cepaeuno-cocyauctoit cuctemsl (CCC) y marmentoB ¢ MIIC nposiBisieTcs B
BUJIE YTOJIIEHUS CTEHOK CepJlla, U3MEHEHUM CO CTOpPOHBI KJIAIIAaHHOTO ammnapara (YIIoTHEHUE
CTBOPOK M XOpPJ KJIAIlaHOB), Pa3BUTHUS CEPJICYHON HEAOCTATOYHOCTH, KAK C COXPAaHEHHOM, TaK U
CO CHWKEHHOH COKPAaTUTEIbHON CIIOCOOHOCThIO MUOKAp/a.

@DyHKIMS KIIaaHOB, HECMOTPsI Ha UX YTOJILEHUE B pesyibrate oTiiokeHusa I'Al', moxer
HEKOTOpOE BpeMsl HE HapywmaThcs. B mocieayromeMm MOSBISETCS LIYMbI, XapaKTEepHbIE IS
MUTPAJIbHOM  (CHCTONMYECKHMH) U AOpTAJIbHOM  (IMACTOJIMYECKUH)  HEJOCTaTOYHOCTH,
pa3BUBAIOIIMECSA B PE3YyJIbTaTe HECOCTOSATEIBHOCTH KJIAllaHOB. B nasbHENIIeM yKOpOUYEHUE XOP.I
u GuOpo3 JEBOro arpUOBEHTPHUKYJSPHOTO KOJIbLIA MPUBOJAT K CTEHO3UPOBAHUIO MUTPAIBHOIO
orBepcTus. HemoctaToyHOCTh TPUKYCHHIAIBHOTO W ITYJIBMOHAJIBHOTO KJIAaHa OOBIYHO
KJIIMHUYECKH He JuarHoctupytorcs.  Kpome Toro, cepaeuHas HEIOCTATOYHOCTb MOXKET
pa3BUBATHCS C MIOPAKEHUEM IIPABBIX OTAEIOB CEPALA, II0 TUILY XPOHUYECKOTO JIEFOYHOI'O CEPALA,
B pe3ynbTate JeopMaluy rpyJHON KIETKH, HOpaKeHUsI JIETKUX U3-3a oTioxkeHus ['Al" (xectkue
JIETKHUE).

bpromnas nosocrb

WNHorpa npu cunapome MoOpKHO NeYeHb U CEIE3€HKA YBEIUYEHBI N3-3a HakorieHus Al
(remarocmyieHOMeranus). Y BeIMueHHe NeUeH! 0ObIYHO He MPUBOJUT K HApYIIEHUIO €€ ()yHKIIHH.

[Tpu MIIC, xak nmpaBuiio, KHBOT YBEIUYEH B 00BbEME 3a CUET IenaToCIJICHOMErajluu U
c1ab0CTH MPSMBIX MBI JKUBOTA. Takke 4acTO BO3HUKAIOT COUETAHHBIE WJIM H30JIMPOBAHHBIE
IppDKU (TIyIMOYHasA, MaxoBas, MaxOBO-MOIIOHOYHOM W CpeJHeld JIUHHM >KUBOTa). PemieHue o
HE0O0XOAMMOCTHU OINEPATUBHOTO JICUEHHSI TOJDKHO MPUHUMATHCS COBMECTHO C JICUAIIUM BPauoM,
[TOKa3aHHUEM K CPOYHOM OIEepariy CIYKUT YIIEMJIEHUE TPhIKEBOTO BBIIITUYMBAHUS.

HepBHas cucrema

[Tpu MIIC IV uHTEeNNeKT He cTpajaeT — AT M MOJPOCTKH XOPOUIO U C YAOBOJIBCTBHEM
ydatcsi. MHOrue ¢ OTIMYMeM 3aKaHuMBaroT mKkoiny u BY3.

[Tpu TsDKENBIX (opMax MOTYT BO3HUKATh HAPYIIEHUS LUPKYJSAIHUS CHUHHOMO3TOBOM
XKHUAKOCTU. B 3TOM ciiydae manueHTsl KalyroTcsl Ha TooBHbIe Oon. Heobxonnma KOHCYIbTaIus
Bpaua-Helpoxupypra s peuieHuss Bompoca O HEOoOXOJUMOCTH ONEpPaTUBHOTO  WIIU
MEIMKAMEHTO3HOTO JIEUEHUS JAHHOTO OCJIOKHEHUS.

OIIHI/IM W3 YaCTHIX OCJIOKHEHUM SBJISIETCS CTEHO3 II03BOHOYHOI'O KaHalla.
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OTO0 omacHOe OCIOKHEHHE, KOTOPOE MOXKET IMPUBECTH K 3HAYUTENBbHBIM MIOCIEACTBUIM, B
TOM YHCJI€ K JIBUTATEJIbHBIM HAPYLIICHUSAM, TIOITOMY OY€Hb BaKHO YTOOBI MAI[MEHT HaOIr0HaIICs y
Bpaua-HEBpOJOra, Bpaya-opToneAa U Bpada-xupypra. Penrrenorpadus melHoro otaena
no3BoHoyHUKa, MPT n KT Moryt nomous B BU3yaau3aluu 3TOTO OCIOKHEHUS.

Kapnanbuplii  cuHApoM  (3alIICTHBIM ~ CHHJPOM,  TYHHENbHBIH  CHUHAPOM)  —
pacnpocTtpaneHHas mpobnema y namueHtoB ¢ MIIC. HepBbl mpoxomsT yepe3 3amsicTbe MEXAY
3aISICTHBIMM KOCTSMHM M CBSI3KaMHU. YTOJILEHHE CBA30K 3a cyeT HakomieHus ['Al’ oka3piBaeT
NaBjieHHe Ha HepBbl. [IposiBIeHNEM 3TOr0 CUHIpOMa MOTYT OBITH 00JIb 1 OHEMEHHUE MAaJIbIEB PYK
U TPYAHOCTH € 3aXBaTOM IIPEAMETOB, UTO 3aTPYAHAET KaKJOJHEBHYIO AKTUBHOCTD MAIlUEHTOB.

JUis AMarHOCTUKM H3MEPSIOT CKOPOCTh IPOBEAEHHS HEPBHOIO HUMIyJbca B 00JACTH
KUCTH. OTO TMIpoCTas Mpoleaypa, I03BOJAIOIIAS YCTAaHOBUTh HAJIUM4YME WM OTCYTCTBHUE
MOBPEX/ICHUS HEPBOB.

Hekotopsie HapylieHHss HEPBHON CHUCTEMBI (JBUTAaTENbHBIE PACCTPOMCTBA) SIBISIOTCA
BTOPUYHBIMU U B OOJIbILIEH CTETIEHU CBSA3aHbI C IOPAKEHUEM CKEJIETA.

Opran 3pennst

Hakomnenne I'AI' mpoucxoauT BO MHOTMX TKaHSAX, B TOM YHCIIE, B POTOBHIIE,
[I03TOMY MOKET HaOiroAarbcst ee nmoMyTHeHue. OJHHUM U3 NPU3HAKOB HW3MEHEHHS POrOBMIIBI
SIBJIIETCS. HEMEPEHOCUMOCTh SIPKOTO CBETa, TaK KaK IOMYTHEHHME BBI3BIBAET HEIPaBUIIBHOE
IIpEeJIOMIIEHHE CBeTa. B 3TOM cilydae MOTyT NHOMOYb COJIHEYHBIE OUYKHM. EcnM nomyTHeHue
POTOBHIIBI TSOKETIOE, YXYALIAeTCS 3peHUe, 0COOCHHO MPH TYCKJIOM CBETE.

Otnoxenne 'Al' B ceruaTke MOXXET NMPUBECTU K IOTepe NnepupepuyecKkoro 3peHus U
HUKTAJIONUU («KypUHOM ciieroTe»). PeOEHOK B 3TON CUTyallMM MyraeTcsl U OTKa3bIBaThCS XOJIUTh
B TEMHOE BpeMs CYTOK. JKesnaTenbHO OCTaBJISITh HOUYHUK BKJIIOYEHHBIM B CHAJIBHE M KOPHUIOPE.
WHorna MOryT BO3HMKaTh MPOOJIEMbI CO 3pEHHEM, BbI3BaHHBIE M3MEHEHUSIMH B CETYaTKe IJa3a
WIN TJIAyKOMOM (IOBBIIIEHHBIM BHYTPUIJIA3HBIM JABJIEHUEM), TIO3TOMY PETYISIPHBIE OCMOTPBI
Bpava-o(TarbMo0ra HeOOXOMMBI.

C noMomplo cCHEUUANbHBIX HCCIEIOBAaHUM CHEUAINCT OIPENEIUT, H3-3a 4Yero
YXYALIAETCS 3pEHUS.

Opran cayxa

[Ipn myxomonucaxapuo3ax TYroyxOCTb MOXKET ObITh HeHpoceHCOpHas (CBSI3aHHAs C
HapyILIeHUEM UYYBCTBUTEJIbHBIX (BOJOCKOBBIX) KJIETOK B YJIUTKE), KOHAYKTHUBHas (CBA3aHHAS C
HapylIeHHEeM 3BYKONPOBOISIIMX MyTe) WM CcMelaHHas (KOMOMHAIMs [JBYX THUIIOB).
Pa3znnyaroT 3 creneHu TyroyxocTu: JIETKYI0, YMEPEHHYIO U TsDKENIy0. B 3aBUCHMOCTH OT THIA U

TSYKECTH TOPAXKEHUsI ClyXa MPUMEHSIOT pa3jNyHble METOIbl KOppeKIuu. BaxHO, Kak MOXXHO
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paHbIIe 3aMETUTh NMPU3HAKU CHIKCHHS CIlyXa, TaK Kak 0e3 KOPPEKIHU TYroyxOoCTh MOMEIIAeT
HOPMAJIbHOMY pPa3BUTHIO M OOyueHHIO ManueHToB. PakTopoMm, ycyryOisiomuM HapylIeHHe
CllyXa, SIBJISIIOTCS YacThle MH(PEKIIUN CPEAHETO yXa (OTUTHI).

Jleuenune, Ha0II0JIeHHE U IIJIAHOBLIE 00C/I€0BAHUS

Bpauamu-skcnepramMu U3 pa3HbIX CTpaH ObUTH CO3/1aHBI PEKOMEHJIAIMH 10 HAOJIIOICHHIO,
nuarHoctuke u jieueHuto namnueHTos ¢ MIIC IV tuna.

Hao0mionenue, njianoBble 00CIeOBAHNA U TECThI

Jlyia Toro, 4toObl OIEHHBATh COCTOSIHME MalueHTta, 3¢(eKT mpoBoIUMON (EepMEHTHOM
Tepanuu, (U3MOTEepanuu, CYIIECTBYIOT pa3JIMYHble TeCThl M IIKajdbl. OYeHb BaXXKHO HE
OTKa3bIBaTbCsl OT IPOBEJAEHUS ATHX HCCIEIOBaHUM, MOTOMY 4YTO OHM IIOMOTalT Bpayam
OOBEKTUBHO OIEHUTh COCTOSIHHE MAaIMeHTa, OOOCHOBAaTh JICUEHUE, BBECTH W3MEHEHHS B
MIPOrpaMMbl peabUIUTAIIMN U a0MIIUTAIUH.

CaMbIM HM3BECTHBIM SIBIISIETCA 6 MUHYTHBIM TeCT X0/bObl. CyTh €ro O4YeHb MPOCTas:
OLICHUTh BBIHOCIMBOCTH MalueHTa. [lanuMeHTty npeasararoT XOAUTh MO JJIMHHOMY KOPUIIOpPY B
TeyeHue 6 MuHyT. OlLlEHMBaeTcs KOJIMYECTBO IpoiieHHbIX MeTpoB. Korgpa mnpoBogunu
KIIMHUYECKUE HUCIbITaHus mnpenapara s JedeHus MIIC pasHbIX TUIOB, HcCeAOBaTeNd
NPOBOJMIIM TaKO€ TECTHPOBAHWUE 1O M TOCie Hadana (EepMEHTHOW TepamnuH, CpaBHUBAIU
pe3yNbTaThl IPYHIbl MAMEHTOB, MOJyYaBLIMX IpernapaT, ¢ pe3yJbTaTaMH TeX, KTO IOJIydal
wiane6o. MMeHHO TecT JoKaszan, 4TO (epMEHTHas 3aMeCTHTEIbHas Tepamus Yiydllaer
BBIHOCJIMBOCTh MAIIUEHTOB U MX JBUTATEIbHYIO AKTUBHOCTb.

JUig TMarHOCTHKYM 3a00JI€BaHUS JIETKUX M OPOHXOB HEOOXOAMMO IPOBECTU OINpEesIeHUE
HACBILLIEHUS] apTEepUaAIbHOM KPOBH KHUCIOPOAOM C TIOMOIIbIO IYJIbCOKCHUMETPA, (QYHKIUU
BHemHero asixanus (PBJ]) ¢ momompto ciupomerpa. [lpu nomomu ®BJl onpenenstor, kakon
MaKCUMaJIbHbIE 00BEM BO3JyXa MOXKET BJOXHYTh HAIlMEHT, HACKOJBKO OBICTPO MPOUCXOIUT
razooOmMeH. Bo BpeMs wuccinenoBaHus HY)KHO IO KOMaHJE BJIbIXaTh, 3aJ€P’KUBATh BO3JYX,
BBIIbIXaTh. DYHKIIMOHATBHOEC TECTHPOBAHHE JIETKUX (UCCleqoBaHHe (QYHKIUH JIETKHX) He
MPEJCTABISAET OMACHOCTH JUIsl 3/I0pOBbSl. DTHU TECThl MOTYT BBIIBUTH 3a00JI€BaHMS JIETKUX,
OIIPEJICNIUTh CTENIEHb UX MOPAXKEHUS U OLIEHUTh 3()(HEKTUBHOCTH JICUEHUSI.

BricnymmBanue (aycKynbTalusi) cepilia AOKHO OBITh 00S3aTeNbHBIM M PETYISPHBIM
UCCIIETOBaHUEM JIJISl AIIMEHTOB C MyKOIoJucaxapua03aMu. BaxkHbIM METOIOM M3y4YeHHS cepaua
SBJIETCS YNIbTPa3ByKoBOM — sxokapauorpadpus (Oxo-KI'), ona Oe3omacHa, Oe300i1e3HEHHA U
BbIcOKOMH(opMaTiBHa. CoOBpeMEHHbIE TNPHUOOPHI MO3BOJSAIOT IMOJYYUTh OJHO-, JBYX- U
TpexMepHoe M300pakeHHe Cceplilia, ONpeaeuTh CKOPOCTh KPOBOTOKA U JAaBJIEHHE B Pa3IMUHBIX

oTnenax, OMNPEACIUTh HampaBlieHWE W TYpOYJCHTHBIM XapakTtep KpoBoToka. Ixo-KI
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PEKOMEHAYIOT MPOBOJIUTH MO IOKa3aHUSAM, HO He pexe 1 paza B roa. JTo HUCCIENOBaHHE
HE00X0AUMO, YTOOBI OOHAPYKHUTH JIFOOBIE IPOOIIEMBI C CepALeM (YBEIMUCHHUE pa3MEPOB, UHICKC
Macchl JIEBOI'O JKeNyA0uKa, HapylIeHne COKpaTuTeapHol GyHKuuu (ppakius BeIOpoca), a Takxke
IMACTOIMYECKOM (DYHKIMH, OLIEHKAa CEpIEYHBbIX KIJIAaHOB, [BW)KEHHE MEXKETY10UKOBOH
MEPErOPOIKHU)

Kpome Toro, 1ist BeISBICHHUS HapyIICHUS PUTMa U MPOBOJMMOCTH Cep/ia HEOOX0IUMO
IIPOBOJIUTH XOJITEPOBCKOE MOHUTOPUPOBAHHUE CEPJICUHOrO PUTMA, HE pexe | pa3a B rof.

Heo6xonuMo peryiasipHO NMpOBOAMTH IMPOBEPKY CIlyXa, Ul TOTO YTOOBI Cpa3y K€ HayaTb
JIeUeHHe, eCIU MOTPedyeTCs, 1 MAKCUMAJIBHO COXPAHUTh BO3MOXKHOCTh YYUTHCS M OOIIATHCA.

MaruuTHasi pe30HaHCHasi TOMOrpadus

MPT 1noO3BOHOYHHMKA JOJKHA IIPOBOJAUTCS €XKEroJHO, C OCOOCHHBIM (OKYCOM Ha
00J1acTsIX, B KOTOPBIX MOXXET Pa3BUBATbCS KOMIIPECCHs CIIMHHOI'O MO3ra: IIEHHBIN, IPYyJHOH,
IpYyIONOSICHUYHBIN oThenbl. [lanmenTs ¢ cuaapoMoM MOPKHO JODKHBI HAOIIOAAThCS y Bpada-
HEBPOJIOTa, Bpada-Xupypra/Bpada-IeTCKOro XUpypra, Bpadya-TpaBMaroJiora-opTorne/a, YTo0bl OHU
MOIJIM KOHTPOJIUPOBaTb COCTOSHME IIEHMHOro OTAena I03BOHOYHHMKA. BakHO olleHHBaTh
pe3yabTaThl HUCCIENOBAaHMM B JUHAMUKE, II03TOMY BCE CHUMKU CJelyeT XpaHuTb U
MPEJOCTABIATH BpayaM IPH KaKIOM CIIEIYIOIIEM HccieqoBaHnd. KoMmbpoTepHyto ToMorpaduio
MO3BOHOYHUKA JETSIM YacTO TPOBOIAT TIOJ HApKO30M, B TOM YHCIE, TEpe] IIaHUPYEMBIM
OIIEPATUBHBIM JICUEHUEM.

Pentrenorpagus

Pentrenorpaduio meiHOro oTnena MO3BOHOYHHKA, PEHTIeHOTpaduio TpyIHOTO OTAesa
MO3BOHOYHHUKA, PEHTTCHOTPA(PHIO MOSICHUYHOTO OT/AEJa MO3BOHOYHUKA, B T.4., PEHTTEHOTpaduio
MO3BOHOYHHKA, CIICIUAIbHBIC HCCICIOBAHUS M TPOSKIMH (B JBYX MPOCKLUIX) CICIyeT
MPOBOJIUTH KaXIBIA rojl. DTO HCcieloBaHWE MPOBECTH TeXHHuYecku mpoile, yeM MPT, kpome
TOTrO peHTreHorpadus naet Oospliie MHPOPMAIMU O CTPOEHUU IO3BOHKOB, HO HE IMOKa3bIBAET
CTETIeHb CIIABJICHUS CIIMHHOTO MO3Ta.

IIaTroreneruyeckasi Tepanus

Hns MIIC tun IVA pazpaborana crenuanbHas (pepMeHTHasi 3aMECTHTEIbHAs Teparmsl.
[TaneHTy eXeHeIenbHO NMyTeM BHYTPHUBEHHOE BBEIEHHE BBOJAT HexocTaroumii gepment. B
caMoil Tpoueaype BHYTPHUBEHHOTO BBEICHHUS (EepMeHTa HEeT HHUYEro CIIOKHOTO, W TIpH
oTpe/ieIeHHOM HaBbIKe UH(Y3UI0 MOKHO IMPOBOJUTH B J1000i O0sbHHULIE.

D¢ ekt oT Tepanuu BO MHOTOM 3aBUCHT OT TOT'0, KOrjia ObIJI0 HadaTo JieueHue. Bmecre ¢
BpauoM HEOOXOJUMO Iepes] HayalioM (EpMEHTHOM 3aMECTHTENbHOH Tepamuu oOCyIuTh BCe

BO3MOXXHbBIE PUCKHU, TOOOYHBIE 3PPEKTHI U IITaBHOE — 0XKUJIAHUS OT JiedeHHs. BaXxHO MOHUMATB,

82



9TO BBelIeHHE (epMEHTAa HE IMO3BOJUT BBUICYUTH 3a00JIeBaHHE, IIEJh TEPAlUU — 3aMEIIUTh
nporpeccupoBanue Oonesnn. Te medopmammu, KOTOpbie yke cHOPMHPOBAIHCH, Tepamus He
UCIPaBUT, HH(Y3UOHHAS TEPANUs HE 3aMEHUT HEOOXOAUMbIE XUPYPTUYECKUE BMEIIATEIbCTBA.

CumnroMaTuyeckasi Tepanus

OcHOBHasg 1edb CUMIITOMAaTHYECKOTO JICUEHUS — CKOPPEKTUPOBATh BBI3BAHHBIC
3a00JIeBaHUEM U3MEHEHHUSI.

Xupyprudeckoe jie4eHue

Cy1iecTBYIOT pa3jinyHble MHEHHS O HEOOXOJMMOCTH XUPYPrH4YE€CKOr0 BMEIIATEIbCTBA.
Ho onepaTtuBHOE BMEMIATENILCTBO — BCETAA PUCK, U MPUOETATh K HEMY CIEAYET TOJIBKO B CIydae
HEOOXOJIMMOCTH, pEIICHHE BCEerJa JOJDKHO TPUHHUMATBCS C Yy4acCTHEM JOKTOPOB Pa3HBIX
CHEUMaJbHOCTE, B  TOM  4YHUCJIE€  Bpauel-HEUPOXHPYProB,  Bpadyel-aHECTE3UOJIOIOB-
peanumaronoroB. Jlydiie MOpoOBOAUTH JtOOBIE ONEPATUBHBIE BMEIIATENBCTBA B IJIAHOBOM
MOPSIIKE, TOTJ]Aa Bpaul MOTYT JIY4IlIe OIEHUTh COCTOSIHUE TAIMEHTa U MOATOTOBUTHCS K ONepaluu
C Y4€TOM 0COOEHHOCTEH mareHTa.

bonbmas ciaoxuocts npu MIIC — mpoBenenue anecre3nu. HecTaOMIBHOCTH MIEHHOTO
oTzena No3BoHOYHMKA y nanueHToB ¢ MIIC yBennuuBaeT puck TpaBMaTUUECKOrO MOBPEKICHUS
MPpU BEJCHUM aHECTE3WH, TaK KaK MHOTHE BHJbl aHECTE3UH CBS3aHBl C MaKCHUMAaJIbHBIM
pasrubanueM mieu. YacTo TyromoABUKHBI CYCTaBbl YETIOCTU U TJIOXO OTKPBIBAETCS POT, S3BIK U
JIECHBI MOT'YT OBITh YBEITUYCHBI.

B aToM citydae HY)KHO MPUHATH CIIeUATbHBIE MEPBhI MIPEIOCTOPOKHOCTU. UHTYOHMpOBATh
monent ¢ MIIC moikeH ONBITHBIM Bpad, UMEIOIIHMK ONpe/eIeHHbIe HaBbIKU. Eciii mareHT nomas
B KPUTHYECKOM COCTOSSHUM B OOJIbHUILY, HEOOXOJUMO COOOIIUTh Bpady-aHECTE3UOJIOTY-
pEaHNMAaToNOry, YTO BO3MOKHBI MPOOJIEMBI C IIeeld W UHTyOamuel. J[pIxaTenbHble MyTH, Kak
MPaBWIIO, CYKEHBI, MOATOMY MOXET TMOTpeOOBaThCsl DSHIOTpaxeaabHas TpyOKa MEHBIIETO
nuamerpa. Cama ycTaHOBKAa TaKOW TPYOKH - OUYEHb TPYAHBINA MPOIECC, BOZMOXKHO, MOTpeOyeTcs
HCIIOTB30BaHUE THOKOTO OPOHXOCKOTIA.

HectabunpHoCcTh WIEWHOTO OTHETa TO3BOHOYHHKA KOPPEKTHPYETCS C TOMOIIBIO
oreparuu (meiHslid cnonaunozes3). OcBoOOKIaeTCs CIIMHHOMO3TOBOM KaHall, TOTOM C TIOMOIIBIO
KOCTHBIX ()parMEHTOB WM HCKYCCTBEHHBIX MaTepHaloB (OPMHUPYETCS Omopa, 0O0beTUHSIONIas
JIBa BEpXHUX IMO3BOHKA U OCHOBAHHE Uepemna.

CkeJleT ¥ ONOPHO-IBUTaTE/IbHBII annmapar

Baxxno HaiiTu OamaHc MeXIy BO3MOXKHOCTBIO JKUTh MAaKCHMAIbHO TOJTHOW JKU3HBIO U
MUHUMU3ALKUEH OCIOKHEHUH, CBSI3aHHBIX C OCOOEHHOCTSMHU CTPOEHHS CKenera manueHtoB. C

OJTHOM CTOPOHBI, HE CJENyeT Ype3MEpPHO OrpaHUYMBATh U OMNEKATh JIeTeH, HO HEKOTOPHIE BHJIbI
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(¢u3N4ecKoil aKTUBHOCTH, TaKUe, KaK KyBBIPKaHHE, CTOMKA Ha TOJIOBE M HBIPSHUE JOJDKHBI OBITH
MOJHOCTBIO HCKJIIOYEHBl M3-3a HECTaOMJIBHOCTH IIEHHOro otaena. Paspemarorcs jerkue
IIOJICKOKH, HO MalMEHT HE JIOJKEH CAMOCTOSITEIbHO MPBIraTh Ha 00€ HOI'H, IOTOMY YTO cCHCTeMa
ONOpbl U KOOpAMHAIMM JBM)KEHUI y Hero cina®o paszBura. PoaurensiM HIKOJbHUKOB HYKHO
00513aTEeNIbHO COOOITUTD YUYUTEIIO (PU3KYIBTYPBl 00 OCOOCHHOCTSIX YUCHHUKA.

[TareHThl ¢ CHUHAPOMOM MOPKHO JOJDKHBI BECTH MOJBMKHBIM 00pa3 KHU3HH IS
noJiep>kaHusl (YHKLMOHHMPOBAHUS CYCTaBOB M YJIYyULIEHUs OOIIEro COCTOSHUS 30POBBS.
®dusnoTepaneBT MOKET TOCOBETOBATh Pa3IMYHble KOMOMHALIMY €KEIHEBHBIX YIPAKHEHUI.

WNHTeHcuBHas Tepamnus JUIsl YJIy4IUEHUs IMOABMW)KHOCTH CYCTaBOB M I103BOHOYHHUKA, a
TaKXKe JJIs1 YKPEIUIEHUsS] CIIMHHOW M OPIOIIHOW MYCKYJIaTyphl pEKOMEHIOBaHA BCEM IAallMEHTAM.
Heo6x0auMo yKpensaTh rpyAHYI0 MYCKYJaTypy, IPU 3TOM IIPOBOAUTH TePaNuio, HAIPaBICHHYIO
Ha pa3BUTHE IOSCHUYHO-KPECTLOBOrO oTAena. BaxHo cieauTb, 4YTOObI MaLMEHT He
MIEpPEHAIIPATANICS U HE YCTaBaJl YPE3MEPHO, MO3TOMY PEKOMEHAYETCS TIIATEIbHO HM3YyYUTh €r0
¢bu3nvIecKoe COCTOSIHUE U BHIPa0OTaTh HHIMBHIyaIbHBIC PEKOMEHIALINH.

Pexomenyercst 3aHUMaTbCs 0Ma, COYeTass aKTUBHbIE U ITaCCUBHbBIE YIPAKHEHUS.
Kommiekc 3aHATHI JOKEH BKIIIOYATh:

- YIpa)XHEHUs Ha BBIPAOOTKY OCAHKHU M UyBCTBA PAaBHOBECHS;

- YIpaXHEHUS Ha PacTSKEHUE;

- JleuebHOe mtaBaHue B OacceliHe, 0COOEHHO JUTs MOXKMIIBIX MAlMeHToB. Paccnabistonuii
Maccaxk M MOJIBOJIHBINA Macca)k OKa3bIBalOT BeChMa OJIaronpusTHOE AEHCTBUE.

OtnenpHOr0 BHUMaHMSI TpeOYIOT JAePOPMHUPOBAHHBIE CTYMHM U KHCTU. YTOOBI
MOAJEPKUBATh TOABM)KHOCTh CTYIHEH, HEOOXOIUMO BBIMOJHATH CHELMAIbHBIE YIPaKHEHUS,
Jydlle BCEro AOMa WIH BO BpeMms Urp. /s CHATHA 4Ype3MEpPHOrO MBIIIEYHOIO HaNpPSKEHUs
HE00X0AMMO TocoOHe MO MOoAOOpPY OPTONEAMYECKHX CTENeK M O0YBU, KOTOpPbIE BBIIOIHSIOT
MOAJEPKUBAIOLIYI0O (DYHKIMIO, B HEKOTOPBIX CiydasX — OpTe3bl, MapapuHOBbIE BaHHOYKU
(Bo3geiictBue mapaguHOM Ha KUCTH WU cTombl (mapaduHoBas BaHHOUYKa), BozneiicTBue
napauHOM TIpU 3a00JNIEBAaHMAX KOCTHOW CHCTEMBI), MacCcaXX CTOIBl M TOJICHH TaKKe
HEOOXO/JUMBI.

BaxXHO BBIMONHATH yNpaKHEHHUs Ha PACTSHKKY MBI 3aJHEH MOBEpXHOCTH Oenpa U
rojgeHu. s ynydieHuss MeJIKoi MOTOPUKH KUCTEH pyK peKOMeHJO0BaHa JjieueOHas TMMHACTHKa
Ui nanbieB U yagomek (JleueOHas rumHacTHKa npu 3a00JIEBAHUAX OMOPHO-ABUIATEIHHOIO
amnmapara y jerei), ee poJuTeld MOTYT NMPOBOAUTH JoMa. Jlydine BCcero BBECTH HEOOXOIUMBIE
YIPaXXHEHHSI B TIOBCEITHEBHBIE JIOMAILIHUE PUTYaJIbl, HAIIPUMED, BO BpEMs €11bI 3a cToJI0M. Mrpsl ¢

ydacTueM JIaJIoHel U MajblieB OYEHb MO AYIIe AETSIM, HO BO BpeMsl YIIPaXHEHHUI Ha pacTsKeHHE
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MOTYT TOSIBUTHCS KaJI00bl Ha 00JIb M HENPUATHBIE CUMITOMBL. B 3TOM ciydae mOMOryT Teribie
napauHOBBIE BAHHOUKH U1 pyK (BozneiicTBue mapaduHoM Ha KMCTH WM CTONBI (TTapaduHOBAs
BaHHOYKA)), MOAYIIEYKH C IPOrPEThIMU 3€PHAMHU WIIH MXOM, TOP(GHOM, KOTOPbIE MALUEHT JAECPKUT
B pyKax BO BpeMs UID.

[Tocie WHTCHCUBHBIX 3aHATHHA 3JEKTpoTepanusi (BO3ACHCTBHE CHUHYCOHMIAIbHBIMH
MOJYJIUPOBAHHBIMU ~TOKaMH), OONIMI Maccak MEIAWIIMHCKUHN, TOJBOMHBIA IyII-MacCcax
ne4eOHbIN, BO3eHCTBIE JIedeOHOI IPpsA3bi0, THAPOKUHE30TEPaIlis ¢ UCIOIB30BaHUEM OJIBOAHBIX
TPEHaKEPOB CHUMAIOT OOJIb U MPUHOCAT O0JIerYeHHe.

[Tpu mpoBeneHMN BceX aKTHBHBIX BHJOB TEpANUHU CIEAyeT o0pamark 0co0oe BHUMaHHE
Ha PUTM JIbIXaHUS U JaBaTh JIOCTATOYHOE KOJIMYECTBO MEPEPHIBOB /JISl OT/IbIXAa U BOCCTAHOBJICHUS
JbIXaHUS.

Opran cayxa

HeiipocencopHas # KOHAYKTHUBHasE TYTOyXOCTh B OOJBIIMHCTBE CIIy4aeB MOTYT
KOMIICHCHUPOBATbCSI  MOAOOPOM  CIIYXOBBIX  ammaparoB (Ammapar  CIyXOBOM  KOCTHOM
MPOBOAMMOCTH C KOCTHOM (puKcamyiel WMIUIAaHTUPYEeMBIH***  Ammapar ciyXxoBOil KOCTHOM
MIPOBOAMMOCTH C KpeIieHHeM Ha rojope***, Cucrema MMIUIAHTAI[UU CPEAHETO yXa MOJIHOCTHIO
UMIUIaHTHpYyeMas***,  Ammapar ciIyXoBOW KOCTHOH TPOBOAMMOCTH C HMILIAHTUPYEMBIM
BHOpaTopoM™**),

CepaeuHo-cocyaucrasi CHCTEMA

W3-3a pa3BUTHs KJIallaHHBIX TUCHYHKLIUN HEPEAKO PEKOMEHI0BaHa KOHCYJIbTAllMs Bpaya-
CepJICYHO-COCYIUCTOTO0 XUpypra Jjsl pelIeHHs BOIpoca O HEOOXOAMMOCTH IMPOTE3HPOBAHUS
KJIalIaHOB cep/La.

N3-3a 4YacTOo pa3BUBAIOIIMXCS HapylIeHUHl pUTMa cepana CTaBUTCS BOOpoc 00
MMIUIAaHTAllUU OJIHOKaMEpHOro KapauoBepTepa-aedudpumisTopa/ Mniaantanus AByXKaMepHOTro
KapauoBepTepa nepudpuIIIATOpa (xkapauoBepTepa-nehudpusTopa)/ NMrnaaranus
KapAuoBepTep-AePUOpMILIATOpa TPEXKAaMEPHOTO (OMBEHTPUKYISIPHOTO), OTKPBITBIM JOCTYIIOM/
Wmnnantanus — KapauoBepTep-nepuOpmIIIsITOpa  TpexKkamepHoro  (OMBEHTPUKYISPHOTO),
9H0BACKYJISIPHBIM JIOCTYIIOM.

Nudexunu

BaxxHo, uT0OBI OCYIIECTBIISIICS XOPOUIMM yXo/ 3a 3y0aMu, Tak Kak pa3pylIeHHbIE 3yObl
MPUYMHSAIOT CUJIBHBIA JUCKOMQOPT U SABISOTCS oyaramu uHpexnuu. Heobxonumo perysisipHo
YUCTUTH 3YObl, MCIIOJIb30BaTh PACTBOPHI s MojockaHus. Ho maxe mpu camoifl TIIATETbHOMN
3a0oTe 0 3y0ax, MOTYT Pa3BHBATbCsS BOCHAINTENIbHBIE MPOLECCHl. Pa3npaKUTeIbHOCTh, TUIa4Y U

OECIOKOMCTBO MHOT/AAa MOTYT OBITh €IMHCTBEHHBIMH CHUMIITOMaMu TpoOiem ¢ 3ybamu. Ilepen
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OIlEpaTUBHBIM JiEU€HUEM 3y0OB MAalMEHTaM, y KOTOPBIX YK€ JIHAarHOCTUPOBAHO IOPAKEHUE
KJIAIIaHOB Cepla, He0OX0AUM MPOPUIAKTUIESCKUA MPHEeM aHTUOMOTHUKOB JIO U TOCIE JICYCHHUS.
OTO BBI3BAHO TEM, YTO HEKOTOPbIE OAKTEPUU U3 POTOBOM MOJIOCTH MOTYT IPOHUKHYTh B KDOBOTOK
U BbI3BaTh MH(EKLIMOHHBIN IIpoIecC Ha MOpaKeHHOM KiamnaHe. Eciin Heo6xonumo ynanenue 3yoa
MOJl aHecTe3ueil, 3TO JODKHO OBITh CAeTaHo B OONBHUIE, a HE B CTOMATOJIOTHYECKOMH
IIOJINKJIMHUKE, 110/ HAOJIIOJEHUEM OIBITHOIO Bpada-aHECTE3MOJIora-peaHumarosiora u 3yOHOro
Bpaua.

Jleuenne OGananpHoro OPBU y marmuentoB ¢ MIIC nmydmie Takke NpPOBOIUTH IO
NPUCTAIIBHBIM BHMMaHueM Bpada. CieayeT TOMHUTH 00 OCOOCHHOCTSAX MPUMEHEHHS
CTaHJApPTHBIX IIpenapaToB y ATOW TIpynmbl NanueHtoB. Hampumep, Takue jekapcTBa, Kak
aHTUTMCTAaMUHHBIE CPE/ICTBA CUCTEMHOro JieicTBUs (1 MOKOJEeHHUs), MOIYyT CYIIUTh CIM3HUCTYIO,
Jieniasi ee TOHbIIE, KAl MM CIPeH Ul HOca C MPOTUBOOTEYHBIM MIIHM COCYAOCYKHBAIOILUM
3p(PEeKTOM MOTYT TIOBBICHUTH KPOBSHOE JaBJIIEHUE W CY3UTh KPOBEHOCHBIE COCYIBI, 4TO
HexenarenbHo pu MIIC.

N3-3a ocoOeHHOCTEeH CTpOEHUs MO3BOHOYHMKA W TPYAHOM KIETKH, MalMeHTaM ¢
CHHJIpOMOM MOPKHO CIIOJKHEE CIIPaBUTHCS C UH(EKLMEH, eciii OHa 3aTparuBaeT JIerkue, HO3TOMY
Bpauy ke IpY He3HAUNTEIbHOW MH(EKIIMA MOTYT Ha3HAYaTh aHTHOMOTHKH.

Urobbsl HOpMalM30BaTh LMPKYJIALMIO BO3AyXa B JIETKUX, PEKOMEHAYeTCs W
npopUIAKTUYECKH, U BO BpeMs OOJIE3HU NPOBOAMTH UIPHl C MBUIBHBIMH ITy3BIPSIMM, BaTOH,
COJIOMUHKaMH JJIsl HAlUTKOB, OyMa)KHBIMH NakeTaMHU U JPYTMMHU IpeaMeTaMu (BO31YIIHBIMU
mapamMu, Ms4yamH), TpeOYIOIIMMHU aKTHBHOW paOOThl JAbIXaTeabHOW cucTteMbl. [l nereit
rocTapie, MOAPOCTKOB U B3POCIBIX MOXKHO pa3padoTaTh yNpakKHEHUs JJIsl PaCTSDKEHUS MBIIII]
I'PYIHON KJIETKH, 4YTOOBI ObLIIa BO3SMOXHOCTh 3aHUMAThCS CAMOCTOSATENBHO.

[TaccuBHBIE yNpaKHEHUs Ul TPYIHOM KJIETKH MPUMEHSIOTCS JUIsl MAUEHTOB C OCTPBIMU
MHQEKUMSIMH JbIXaTeNbHBIX MyTeH WM JUIsl MalUeHTOB, KOTOpPblE HE MOTYT CaMOCTOSITEIIBHO
JBUTATbCA. YTpaxHEeHHs ToMoratoT 6osee 3ppexTUBHOMY OTAeNIeHHI0 ciu3u. K HUM OTHOCSTCS
NOTATHBAHUS, PACTSDKEHHS, TOTPSIXUBAHUS, MACCaX U BUOPAIUH.

BceM manmueHTaM J0JI2KHA NMpPOBOIUTLCH IJIAHOBAs BaK].[I/IHaIII/Iﬂ!

Juerorepanus

CnenuanbHas JaWeTa HE CMOXKET MpenoTBpatuTh HakomieHne ['Al, Tak kak OHHM
CUHTE3UPYIOTCS B KIIETKaX, a HE MOCTymaroT ¢ numed. I[loatomy orpaHuueHuss B JueTe
nauueHtam ¢ MIIC He Hy)XHbI, TAMEHTHI TOJDKHBI MUTAThCS B COOTBETCTBUHU C BO3PACTHBIMU

MOTPEOHOCTSMH.
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B3pocnaasa scusnp

[TarenTamM HEOOXOIUMO HAYYUTHCS OBITH HE3aBUCHUMBIMH OT CBOMX ceMmei. [TompocTky u
B3pPOCJIOMY HeJb3sl 3aMbIKaThCsl B cebe. HyxXHbl Ipy3bsi, 0OIIeHHEe U HaBBIKM CaMOCTOSITENIbHOM
AKU3HU.

HOCKOJIBKy IMalfUCHTbl HUMCIOT HOpMaHBHLIﬁ HUHTCIICKT, H€O6XOI[I/IMO IMPUIIOKUTL BCC

ycuiHst, 9T00bI OHH MOJTYYHIIN XOpoliee 0Opa3oBaHue.

I'ne B Poccuu 3aHuMAaIOTCSl AMATHOCTHKOM H JIeYEeHUEM

B KaxJI0M U3 pPErMOHOB OIpENeNICHBbl JIeUeOHbIE YUPEKICHHUSA, B KOTOPBIX ITallUEHTHI
MOJTyYarOT U aTOT€HETHYECKOE JICYCHNE U MTPOXOASAT BCE HEOOXOMMBIE HCCIICIOBAHUS.

Y3nars 0oJib1Ie

B mupe ectb MHOrO opranusanuii, KOTOpble MOI'YT [IOMOYb BaM HalTH OTBETHI Ha JItOObIE
BOIIPOCHI, CBA3aHHBIX C MYKOIIOJIMCAXapH103aMu:

MesxayHapo/iHas OpraHu3aliys o MyKoIoJucaxapua03aM: www. mpssociety.org

Mesx1yHapoIHbIi TOPTAJ [0 PeAKUM Oosie3HssM WWW.orpha.net

EBpomneiickas opraHuzanus, OOBEAMHAIOUIAs TMALMEHTOB C Ppa3HbIMU  PEIKUMHU
3aboneBanussmu EURORDIS www.eurordis.org

[TomHMTE, 4TO aKTHBHAs MO3ULMS CaMUX MALMEHTOB — 3aJIOT YCHEIIHONW U CYACTIMBOU
KU3HU!

OO0mecTBeHHbie opranu3anuu U ponasr Poccnn

MIIC IV Tuna Bxoaur B mepedeHb Op(daHHBIX 3a00JiIeBaHUM, JI€UEHUE KOTOPBIX
MIPOBOAMTCS 3a CUET CPEACTB rocyaapcrsa. IloMoub manueHTaM MOJYyYUTh JIEYEHHE, OBBICUTH
MH(GOPMHUPOBAHHOCTh OOIECTBA O pEAKHX OO0JIE3HAX, a TakkKe J0OMBAThCS MPOJBIXKEHUS
3aKOHOJATEIbHBIX HMHUIMATUB B 00JacTé op¢aHHBIX 3a0osieBaHUIl MOTryT OOIIeCTBEHHbIE
opranmzanuu. B cerm «/HTepHET» BBl CMOXET€ HAWTH HMHPOPMAIMIO O HECKOJIbKUX
OOIIECTBEHHBIX OpraHU3alUsiX, KOTOPbIE IOMOTAIOT CEMbSIM C MYKOMOJIMCaXapH103aMHu.

IHomomnb ceMbu

KoneuHo, MHOroe 3aBUCHT OT Bpaya, CKOJIBKO OH 3HAeT Mpo Bamie 3aboyieBaHHE,
NPaBUIBHO JHM HAa3HAYWI JICUYEHHE, XOPOLIO JHM OOBACHWI BaM MNPHHUUIBI Tepanuud. Ho He
3a0bIBaiiTe: OT CeMbH YCIeX JIeYeHMsI 3aBUCUT He B MeHblueill creneHu. HyxHo cobmionaTh
PEKOMEHIalli1, HHU MPH KaKKUX YCIOBUAX HE TEPATh HAJIEXK bl 1 CAMOMY CTaTh KCIIEPTOM B CBOEM
3abosneBaHuu. Yuraiite nutepaTypy, oOmaiTeCch ¢ CeMbSIMHU, HE CTECHSINTECh 3a/1aBaTh BOIPOCHI.
W naxe ecnu Bbl He moOeauTe OOJE3HB IMOJHOCTHIO, U3MEHUTHh XHM3Hb K JIy4dIIEeMY, CHENaTh

POAHOI'0 BaM 4YC€IOBEKA CHACTJIIMBBIM B BAalllUX cunax!
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3a00TUTHCS O MAIMEHTE C TSHKETBIM 3a00JeBaHMEM — OUYeHb Tpy[Has 3amada. Pogurenn
TOKE HYKJAIOTCS B IIOJIHOLIEHHOM OT/bIXE, a 3TO HE BCerja nojydaerca. Eciiu B ceMbe pacTyT U
Apyrue JIeTH, OHM Takxke TpeOyloT BHMMaHUs pojuTeneil. MHorue poaurenu oOpalnaroTcs 3a
IIOMOILBIO K BOJIOHTEPAM WJIM COLHUAIbHBIM paboTHHKaM. Eciu B Bamem ropoje CyuiecTBYOT
TAKOTO poja MOAJIEPKKA, 003aTEILHO BOCIIOJIB3YHTECH CH.

[Tatmentst ¢ MIIC Moryr moMoub CBOMM pOJACTBEHHHKAM, MPOCTO COOOIIMB UM O
HEOO0XOAMMOCTU NPOWUTH JuarHoctuky. Ecinm nmarHo3 OyneT ycTaHOBIIEH paHO — O Hauaia
HEOOpaTUMbIX H3MEHEHMH BHYTPEHHUX OpraHoB, JieueHue Oynaer ropasfo 3(QeKkTuBHEE.
Jlewamuii Bpad WM Bpay-TEHETHK HE MMEET IpaBa pasriamaTh MEIUIMHCKYI0 HH(POPMAIHIO,

IIO3TOMY cyzn;6a POAHBIX — LCJIIMKOM B PyKaX CaMUX IMAlUCHTOB.
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Hpuaoxkenune I'I-I'N. [Ikaabl oneHKH, BONPOCHUKH M JPyrue OLEHOYHbIE
HHCTPYMEHTbI COCTOSIHMS TMANUEHTa, TMpPHBEJACHHbIe B KJIHMHHUYECKHX
PeKOMEeHAAUAX

Ipunoxenune I'1 IlIkana cy0beKTUBHOI OLEHKH MEPEHOCHMOCTH (PU3HYECKOM

Harpy3ku (mkaJjia bopra) (Borg scale)

Hcrounnk: [39,40,41].

Tun: mkana oueHku

Ha3nauyenue: cyObEeKTHBHOM OIIEHKA NEPEHOCUMOCTH (PU3UUECKOM HArpy3KH

OueHoYHbIM HHCTPYMEHT: IIKaJIa

Conep:xaHue M KJIOY:

[TanreHT nomydaeT MHCTPYKIMH 10 OLIEHKE OJIBILIKY BO BpeMs (pu3ndeckoil Harpy3ku: ot 0
0aJuIoB - CIIOKOMHOE JIbIXaHKe, HET OUIYIIEHUS OBIIIKH U Aajee — 10 10 6amioB, Korjaa oAbliKa

MaKCHUMaJbHA. OHGHI/ITG CBOM OIYIICHUS B HaCTOFIHII/If/'I MOMCHT.

Bajibl OmymeHnus oabINIKK
0 OtcyTcTBYeET
0,3
0,5 [MpakTryecku HeT (e1Ba 3aMeTHAsI)
0,7
1 Ouens cnabast
15
2,5 Jlerkast oapImIKa
3 JIOBOJIBHO TSKENas OIbIIIKA
4
5 Tspkenast ofpIka
6
7 CwIIbHO BBIp@)KCHHAS TSDKEIask ObIIIKa
8
9
10 OueHb BeIpaKeHHAs TsDKEIast OJIbIIIKA (Ha Mpeiesie BO3MOKHOCTEH)
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