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KJIMHUYECKUE PEKOMEHJALIMU
(ITPOTOKOJIbI JIEUEHU ST
10 IMATHOCTUKE U JIEYEHUIO ITALIMEHTOB C CUHJIPOMOM
JIEPCA-JAHJIO

1 OOuaacTp npuMeHeHHS

Hacrosmuii ctangapT ycTaHaBIMBaeT KIMHUYECKHME PEKOMEHAANUU (IMIPOTOKOI
JICUEHMS) 10 TUArHOCTHKE U JICYCHHUIO MAIlMeHTOB ¢ CHHIApoMOoM DJepca-Jlannoca /
Hanmo  (OJIC), ompenenstomuii 00beM M TMOKa3aTeIM KadyeCTBa BBIMTOJTHEHMS
MEJIUIIMHCKON oMol 00JIbHOMY Tipu nogo3penuun Ha DJIC.

Hacrosmuit  craggapT mOpeaHasHadeH ISl MPUMEHEHUS  MEIUIIMHCKUMU
OpraHM3alMiIMU W YUPSXKACHUSIMH  (PelepalibHbIX, TEPPUTOPUATBHBIX U
MYHUITUTIATHHBIX OpraHoB yIIpaBJICHUS 3IpaBOOXPAHEHUEM, CUCTEM
00s13aT€IbHOT0 W J1I0OPOBOJIBHOTO  MEAMIIMHCKOTO CTPaxOBaHUs, JAPYTUMHU
MEIUIIMHCKUMH OPTaHU3aIlMsSIMU Pa3IMYHBIX OPraHU3aIlMOHHO-TPABOBBIX (HopM
NeATeIbHOCTH, HAITPaBJICHHON Ha OKa3aHWE MEIUIIMHCKOW TTOMOIITH.

2 HopMaTHBHbBIE CCBLIKH

B Hacrosmmem CTaHdapTC UCIIOJIb30BaHa CChIJIKAa Ha CJ'ICI[YIOI.HHI’I CTaHdapT:

I'OCT P 56034 — 2014 Knuauveckue peKoMeH I (ITPOTOKOJIBI JICUSHHUS ). .

[Ipumeuanue — llpu mosb30BaHMM HACTOSIIMM CTAaHAAPTOM IieJIecOo00pa3HO MPOBEPUTH AEUCTBHE
CCBUIOYHBIX CTaHJIAPTOB B MH()OPMALMOHHON cHCTeMe OOIIEeTo MOIb30BaHNS — Ha OQUIIMATBEHOM caiiTe
@denepanbHOr0 areHTCTBA [0 TEXHUYECKOMY PETYIMPOBAHUIO U METPOJOrUU B ceTd MHTepHEeT uiu mno
©KEerogHOMy HWH(POpPMAIMOHHOMY yKa3arenio «HannoHampHBIE CTAaHAAPTHD, KOTOPBIA OMyOJINKOBAH IO
COCTOSIHWIO Ha | SHBaps TEKYIIEro roja, W Mo BBITYCKaM €KEMECSYHOTO MH(POPMAIMOHHOTO yKa3aTens
«HanunoHaneHble CTaHIAPTHD» 3a TeKymuil rof. Ecinu 3aMeHEH CCBUIOYHBIM CTaHJApT, Ha KOTOPBIA JaHa
HEJAaTUPOBAaHHAs CChLIKA, TO PEKOMEHAYETCS HMCIOJIb30BaTh JECUCTBYIOILYI0 BEPCUI0 3TOrO CTaHIApTa C
Y4€TOM BC€X BHECEHHBIX B JAaHHYI0 BEpCUI0 HM3MeHeHul. Eciu 3aMeHeH CChUIOYHBIM CTaHapT, Ha
KOTOpBIM JaHa JaTUPOBAaHHAs CChUIKA, TO PEKOMEHJIYETCS MCIOIb30BAaTh BEPCUI0 ITOr0 CTAHJIAPTA C
YKa3aHHBIM BBIIIE TOJOM YTBEp)KAeHUS (MpuHATHS). Eciau mocne yTBepKIeHUS HACTOAILIETO CTaHAApTa B
CCBUIOYHBII CTaHJIAPT, HA KOTOPBIM JaHa NAaTHPOBaHHAs CChLIKA, BHECEHO M3MEHEHHE, 3aTparuBarollee
MOJIO’KEHHUE, HA KOTOPOE J1aHa CCHUIKA, TO 3TO MOJIOKEHHE PEKOMEHTyeTCs MPUMEHATh 0e3 y4eTa JaHHOTO
n3MeHeHus. Eciy cChImouHBIi CTaHaapT OTMEHEH 0€3 3aMEeHBI, TO MOJIOKEHHE, B KOTOPOM JaHa CCBIJIKA Ha
HEro, PEKOMEHAYETCSI IPUMEHATh B YaCTH, HE 3aTPArUBAIOILEH Ty CCBUIKY.



3 OO0mmue nojoKeHus

IIpoTokon BemeHus: OOIBHBIX «/[MarHOCTHKA W JIEUCHHE TMAIlMeHTOB C CHHIAPOMOM
Dnepca-Jlannoca» pa3paboTaH sl pelieHUui CaeAyoIuX 3a1ay:

- ONpeJeNeHUs] aJIrOPUTMOB JMATHOCTUKU M JICYEHHUS TMAIMeHTOB C CHHAPOM
Dnepca-/lanno;

- yHU(UKAIIMUA PAcueTOB 3aTpaT Ha MEAUIIMHCKYIO MOMOIIb, Pa3padOTKU IporpaMm
00s13aTeTbHOT0 MEAUIIMHCKOTO CTPaXOBaHUs U Tapu(POB HA METULIUHCKUE YCIYTH;

- OCYILECTBJICHUSI KOHTPOJs OOBEMOB, JOCTYIIHOCTH M KauecTBa MEIMIIMHCKOU
MOMOIIM, OKa3bIBAEMOI MAIMEHTy B MEIUIMHCKOM OpraHu3alliid, B TOM YHCIE B
paMKax TOCYJapCTBEHHBIX TapaHTHil oOecrnedyeHusi TrpaxaaH OecruiaTHOM
MEIULIMHCKOW MOMOIIBIO.

B Hacrosimiem cranpapTte HUCHONB3yeTCs YHUGUIMPOBAHHAS IIKajla OIEHKH
yOeAUTENBbHOCTH JIOKA3aTeNIbCTB NPUMEHEHHS MEIUIMHCKUX TEXHOJOTUM B
cootBercTBHM ¢ ['OCT P 56034

3.1 OO0mmue BONPOCHI

Cunapom Onepca-llannoca (anrn.  Ehlers-Danlos  Syndrome) Ttaxke
U3BECTHBIA KaK  «rumnepatacTUdHocTh  koxku»  («Cutis  hyperelastican[1],
HECOBEPIICHHBIA JECMOIreHEe3, HECOBEPIIECHHBIA AecMoreHe3 PycakoBa, cUHApOM
YepnoryboBa — Dnepca — JlaHnmoca, 3To rpynmna HAcleICTBEHHBIX CUCTEMHBIX
3a00JIeBaHUN  COCIWHUTEIBLHOW TKAaHW, BBI3BAHHBIX Je(EKTOM B CHHTE3E
kosutareHa. CUHIPOM Ha3BaH B YECTh JABYX JIEPMATOJIOTOB, UACHTHU(PHUITIPOBABIITNX
ero B Hauvaime XX Beka: Onpapaa Onepca (1863—1937) uz anuu u ['enpu
Anekcangpa Jlannoca (1844—1912) uz @panmuu|1].

Brinensaior nuddepeniupoBannyo u HeaudPepeHIMPOBAHHYIO JTUCILIA3UIO
coenmuHUTENbHON TkaHW. JluddepeHnmpoBanHas IHUCIUIA3HUS COSAMHUTEIBHON
TKaHM BKJIFOYAET B ce0s cuHaApoM Dnepca-Jlanmoca

MeroTcsi W30IATBl ¢ BBIpOKEHHBIM 3(G(HEKTOM poJOHAYAIbHHWKA Ha
MPOTSHKEHUH HECKOJBKUX TOKOJICHHH, B KOTOPHIX OOJBHBIE C CHHIAPOMOM 1-TO
tiuna coctaBiasaloT 10% Bcero Hacenenud. [IpuMepom Takoro uszonsTa SBISETCS
ceno ['oOy AOmepoHckoro paiioHa A3zepOaiiikaHa, Tle  4YacTO BCTpeyaercs
cuaapom Dnepca-Jlanmoca [2].

Kopg 3aboneBanus mo MKb-10 Q79.

3.2 Ilarorenes

COJl, 3TO HACIENCTBEHHOE TIEHETHYEeCKOoe 3abojeBaHue, IOpaKkarollee
COEMHUTENBHYIO TKaHb opranu3dma. COJl - TUNHYHBIN NMpUMEP PA3HOJIOKYCHOMN
reTepOreHHOCTH. Bce JTOKyChl, MyTallil B KOTOPBIX BBI3BIBAIOT CHHAPOM, UMEIOT
OTHOIIIEHHE K CHUHTE3y OEJKOB BOJIOKHUCTBIX 3JIEMEHTOB COCIUHUTEIHHON TKaHU
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(rmaBHBIM 00pa3om koiimareHa). KosmareHoBble BOJIOKHA MMEIOT HEMPABUIBLHYIO
dbopMy u pacnoioxeHsl HeynopsiaoueHHo. I[laTtonmormueckum cyOcTpatom,
OTBEUAIOIIUM 32 (POpMUPOBAHME CHUMIITOMATHKH 3a00J€BaHUS, SBISETCS
W3MEHEHHBIN KOJUIareH [3]. CHUMIITOMOKOMILIEKC oIpenesieTcs
MPEUMYIIECTBEHHBIM MOPAXKEHUEM PA3IMYHBIX OPTaHOB U CUCTEM.

3.3 KiauHn4veckasi KapTUHA

Cumnromsl CO/] BKIIIOYAET:

* [‘unepMoOUIBHOCTH CyCTaBOB, YTO MOKET MPUBECTHU K TUCIOKAIIUU
KOCTEU ¥ XpOHUYECKOU OO0JIH.

* HexHylo KOXY, KOTOpas MoJBEepKEeHa TpaBMaM, ((OPMUPOBAHUIO
aHOMaJIbHOW pyOLIOBOM TKaHU.

" Ype3MepHYIO 3JaCTUYHOCTb KOXKH, YTO JIEJIAET KOXKY, CKIIOHHOU K
MepPEPaCTHKEHHIO, YSI3BUMOM ISl HOBPEXKACHUHN, U YBEIUYMBAET PUCK
MOBPEXKJEHUSI BHYTPEHHUX OPraHOB MPU TpaBMaXx.

* CHIXEHUIO COCYAUCTOr0 TOHYCA, MPUBOASIIEE K Pa3JIMYHBIM BapUAHTaAM
COCYAUCTON HEJOCTATOYHOCTH.

» [nasa: nTo3, mnepuopouTaIbHas MOJHOTA, OTCI0NHKA CeTUYaTKH, OCTaTKU
AMUKAHTA, Pa3phIB INIA3HOTO S0JI0KA.

*  VYmu: CBEpXpacTsKUMOCTb.

= 3yObl: YacCTUYHAS aJIOHTHUS, CBEPXKOMIUIEKTHBIC 3yObl, Onanieciupyromnas
3Mallb, NAPOJOHTO3, MHOKECTBEHHBIN KapHecC.

» ['pynnas KjieTKa: CKOJIN03, KU(o3, JOPA03, IIIOCKAs CIIMHA, BJABJICHHUE
IPYJIUHBI.

* JKusot: rpepku (mymnouHasi, 0enoil TMHUY, TaxoBas, quadparManbHas),
CIOHTaHHas epdopalust KUIICUHUKA.

» KoOHEYHOCTH: BAPUKO3HBIE BEHBI, IIOJIKOKHBIE MOJIBHXKHBIC Y3€JIKU Ha
TOJICHSIX.

= (Cepaue: OpoJiarnc MATPAIIBHOTO KJallaHa, apuTMHH, BET€TOCOCYIUCTAs
JTUCTOHUS.

* BHyTpeHHHE OpraHbl: MITO3 XKETyAKa, TOYEK U MATKHU.

* Mo3r: aueBpHU3Ma COCyJI0B MO3ra, Cy0apaxHOMAAIbHOE KPOBOU3IUSHUS.

=  CTpeMHUTETBHBIE POIBI.



3.4 OOmue moaxoanbl (MPUHUMIBI) K AUATHOCTHKE CHHAPOMa JJepca-
Jdansoca

Jlnarno3 ycTaHaBIMBAaIOT HA OCHOBAaHUM KJIMHUYECKOW KapTuubl. Hamuuwus
TakuX  (PEHOTUINIUYECKUX MPU3HAKOB KaK TUNEPMOOMIBHOCTH  CYCTaBOB,
MOBBIIIIEHHAS. PACTSDKUMOCTh KOXHU, HECOCTOSITETbHOCTh COCYAUCTON CTEHKH,
oOpa3oBaHHE€ TPBDKEBBIX BBINSAYMBaHUN U nap. HM3ydueHue aHamHe3a MO3BOJISET
3aMo/IO3pUTh CEMEWHBIM xapakTep 3a0oieBanusi. OTCyTCTBHE CBEIAEHUU 00
OTSTOLIEHHOW HACIEJCTBEHHOCTH HE HCKJIIOYaeT BEPTUKAIBHON mMepeaadu
3a00J€BaHUS MEXK/Ty TTIOKOJICHUSIMH.

buoxumuueckne aHanu3bl Ha COJEPXKAHUE KHUCIBIX aMUHOIJIMKAHOB,
kpeatnH(pocohOKNHA3bl, AUMETUIAPTUHUHA W Jp. HMMEIOT BCIOMOTATEbHOE
3HAQY€HUE, HO B COUYETAHUM CO CHEHU(PUUYECKON KIMHUYECKON CHUMITOMATHUKOU
MOBBIIAIOT 3P HEKTUBHOCTH NU(PDEepEeHIINATBHON TUATHOCTUKHY.

B kadecTBe 3HAUMMBIX JUATHOCTUYECKHX MEPONPUSITUNA pPacCMaTpPUBAIOTCS
MpoBeJIeHUE OMOTICHOHHOTO UCCIEOBAHUS KOXKHU U €€ MPUAATKOB U TEHETUYECKOTO
TECTUPOBAHUS, TTO3BOJIAIONIME BEpUPUIIUPOBATH TUATHO3.

buoncus koxu mo3BoiseT UASHTU(PUIUPOBATH TUIl AaHOMAJIBLHOIO KOJUIareHa,
a pe3yJbTaTbl CEKBEHUPOBAHUSI ONPEACIHUTh HAIUYME XapaKTEPHBIX MYTallui,
NPUCYIINX pa3IUyHbIM KiuHuueckuM Bapuantam ODJIC. [4]. OOnapykenwue
COL3Al, collagen, type III, alpha 1; TNXB,tenascin XB, Fibronectin type III
domain containing # JApPYrux SBASETCA JAUArHOCTUYECKUM  IPU3HAKOM,
COOTBETCTBYIOIIMM BBICOKOMY YPOBHIO JI0Ka3aTE€IbHOCTU A.

Meroasl Buzyanuzauuu: DXO-KC, kommnbpioTepHass TOMOTpadusi BBISIBISIOT
HaJM4Yue aHOMAJIUM KJIAllaHOB CEP/lla, AUCTOMUU BHYTPEHHUX OPraHOB, YTO MOXKET
OBITH CBSI3aHO C KJIACCUUYECKUM U runepMoOouinbHbiM CO/1.

3.5 OOmmue mnoaxoabl (NMPUHUMIBI) K Tepanmuu CHHIAPOMA JJiepca-
Jdansoca

[Tomumo MManrCHTOB C SIBHBIMU IIPOABICHHUAMUA 3a00JIeBaHUS y OOJBIIMHCTBA
U3 4YHucja HOCHUTEJeH MyTalluH, OTBCTCTBCHHLIX 3a CTPOCHHC KOJIJIAreéHa HMMECTCHA
CTepTasd KIMHHUYCCKAsd KapTHHA. MHKpOCI/IMHTOMaTI/IKa 3a00JIeBaHUsl BIUSICT Ha
Ka4yCCTBO XM3HHU IMallUCHTA HC3HAYUTCIIBHO.

Tepanusg B 3TUX CiyyasxX Ha3HA4aeTCs JMJisI KOPPEKIUU COCYAMCTOU
JUCTOHUU, BTOPUYHOM CHUMIOTOMATUKHM CO CTOPOHBI BHYTPEHHUX OPraHOB.
Cocynucras HECOCTOSITEILHOCTh OOYCIIABIMBAET TaKXKE€ PUCKU TOBBIIICHHOU
KpPOBOTOYMBOCTU. ['eMocTarnueckas Tepamus HalpaBlieHa Ha YJIydllleHHe
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(YHKIIMOHUPOBAHUS COCYIUCTOU CTEHKMU: ACKOPYTHH, JTUALMHOH,
aHTU(PUOpUHOMUTUKU. B cllyyasx oka3aHUs SKCTPEHHOW IMOMOIIM WHTEHCHUBHAs
reMocTaTuueckass Tepanus: TpaHcpysuu TpomOomuToB, C3II, mpemapater VII
(dakTopa, 3puTpoLUTAapHAs Macca C 3aMECTUTEIbHOM LIEIbIO.

Pucku, cBsi3aHHbIe ¢ OepeMeHHOCThI0 y marueHToB COJ[ 3HAYMTENBHO
BapBUPYIOTCS OT Ciydas K CIydar. Bpausm MOTyT TOCOBETOBAaTH HEKOTOPBHIM
KEHITUHAM OTKa3aThCs OT OCpEeMEHHOCTH, €CIM OHHM CYHUTAIOT, YTO BO3MOXKHBIC
OCIIO)KHEHHMSI MOTYT OKa3aTbCs (QaTanbHbIMA. (OCIOXKHEHHS, KOTOPHIE MOTYT
BO3HHKHYTH BO BpeMs OepemeHHOCTH CDJI, BKITIOUAIOT MPEKIECBPEMEHHBIC POJIBI U
gpe3MEPHOE KPOBOTEUYCHHE BO BpeMst pooB. Kpome Toro, eciu peGeHOK HAacIeayeT
CO/l, medexT miareHTh MOXKET BBI3BATh OOIIMPHOE KPOBOTCUCHHUE Yy MATepu U
OTMaCHOCTh JJIs1 peberka. MHoro 6epemenHocteit COJI 3aBepIiaroTCs BBIKUIBIIIEM
Ha Pa3HBIX CPOKAX OEPEMEHHOCTH.

Cocynucteie Bapuantsl COJ] mpencTaBiseT caMmble NOTEHIHATBHO OMACHbIE
npooaeMbl i1 OEPEMEHHOCTH. MartodHoe KpOBOTEYEHHE MOXKET OBITh
CMEPTEIbHBIM JJISI MaTepU W TMOYTH HABEpHSKA TPEeOYIOT TUCTEPIKTOMUH Cpasy
MocJje poXKJICHUs, eclid MaTh BhhkUBaeT. [IpoBeseHne kecapeBa ceueHus 0COOCHHO
PUCKOBAaHHO, TaKXe€ KakK U BarMHajbHbIE pa3pbiBbl BO BpPEMS POJOB MOTYT
MPUBECTH K 0OOJiee CEepPbEe3HBIM OCIOXHEHHUSIM sl MaTepu, [eHeTuku -
KOHCYJIbTaHTBl M JIpyTH€ Bpayd MOTYT MOMOYb OOBSICHUTH M OLEHUTH PHUCK
o0epemenHocTu. [1laHchl ycnenHo poauTk peOeHKa 0e3 OCIOXKHEHUH CYIECTBYIOT,
Kak MpaBUJIO, JUIS KEHIIWH C HEeTsHKEIBIM TeUeHHeM 3a0oieBanus [5].

3.6 JlucmancepHoe HaOJKOAeHHE

Benenne »TMX ManMeHTOB MpEANoiaraeT MEKIUCIHUILUTHHAPHBIA MOIXO.
[lemquaTppl, TEHETHUKH, TEPANEBTHI, OPTOIMENbI, (HU3UOTEPAIEBTHI, CICIIUATUCTHI
JI®K, HeBpoJIOTH, KapAHOJIOTH W APYTHe MOMKIIOYAIOTCS HAa Pa3IWYHBIX dTamax
KU3HHA TAIMEHTa W C YYETOM JOMUHUPYIOIIMX Ha 3TOT MOMEHT KIMHHUYECKUX
cuMnToMoB. CBOEBpEMEHHOE OMNpeeieHue THUIA AaHOMAJIbHOTO KOJUIareHa
MpU3BaHO oOecrmeynuTh (QopMUpOBaHWE TPABUIBLHON  TEpPANEBTUYECKOW W
NpOoPUIAKTUIECKON TPOTPaAMM.

[lepnomMIHOCTh ~ KOHTPOJBHBIX  OCMOTPOB  ONPENENSETCS  KIIMHUKOU
3a00J1€BaHUs U IPOBOAMMOM Tepanue.

COJl cam mo cebe He sBiseTcsS (aTadbHBIM, W OOJBITUHCTBO JIOJCH C

AWUArHo3oM yMCIOT JKUTb OTHOCHTCIIBHO HOpMaHBHOﬁ JKU3HBIO, ITOTOMY 4YTO €ro
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CHUMIITOMBI IIOAAAIOTCA JICUCHHIO. A Juna ¢ HETAXKCIbIMU CI)OpMaMI/I 3a00JIeBaHHS
HMCIOT IMPEUMYyHICCTBA B HCKOTOPBLIX APTUCTHYCCKUX CIICHNHAJIBbHOCTAX B IHPKC,
Oaimere. B TKeIBIX ciry4daiax Hen30eKHa HHBaJIuAu3anusgd C BO3MOXHBIM
OI'PaHUYCHUCM HC TOJIBKO ®YHKHHOH3HBHBIX BOSMO)KHOCTCI\/'I, HO nu
MIpOoAOJIZKUTCIIbBHOCTH KU3HHU.

OCHOBHBIMHU HaINpaBJICHUSIMHA npoUIAKTUKH HeOIaronpusiTHhIX
nposiiennit COJ] sBasieTcs NpaBUIBbHO MOJM00paHHas (QuU3MYEecKas Harpyska
MMEIOIIAsl LEJIbI0  YKPEIUICHHE  MBIIIEYHOr0  Kapkaca, MOpedoTBpAILCHUE
JTUCIOKANM, mporIakTUUeCKue Kypchl JedeHus: y oTaabMoJora, CTOMaToJora.
’KuzHeHHOe MPOCTPAHCTBO MAlMEHTa JOJKHO ObITh OPraHU30BaHO C MAaKCHUMAaJIbHO
BO3MOKHBIMH ME€paMU MPEIYIPEKITAIOIIIMHA TPABMATH3M.

[Ipu nocranoBke aunarno3f ®IC nanueHt cieayer HanpaBiaTh Ha MCD ans
oopMIICHUSI UHBAJTUIHOCTU CIy4ae Pa3BUTUS y HEr0 KaJleyalluX OCIOKHEHUU,
HApYILIAKIMX €r0 HOPMAJbHYIO KU3HEEITEIbHOCTD.

4 XapakTrepucruka Tpe0OBaHMH

4.1 Mopaeab naunenta. Cungpom Jiepca-/lannoca

OO6s3aTenbHas cocrapisitomias | Onucanue COCTABISAIONIEN

MOJIEJH

Hozonorudeckast popma Cungpom Dnepca-Jlannoca

Cranus 3a001€eBaHMs Her

®da3a 3a00ieBaHUA KomnencupoBannas,
JEKOMIIEHCUPOBAHHAS

OcnoxxHeHus Cepleuno- cocyaucras CHCTEMa!
BC/, IpOoJIarc MUTPAIIBHOTO
kinanana, MAPC.
Cucrema MUKPOLMPKYJISIIUU:

NPOSIBICHUS  KPOBOTOYHMBOCTH IO
COCYIUCTO-TPOMOOLIUTAPHOMY THUITY.
CKIIOHHOCTh K U3BSA3BICHUIO KOXH H
CIIM3UCTBIX, 00pa3oBaHUIO
KeJUIOUAHBIX  pyOmoB.  Jlucromus
BHYTPEHHUX OPTaHOB.

Opranbl 3peHUs: OTCIONKA CETYAaTKH,
MOJIBBIBUX XPYCTAJIHKA.

OcnoxxHeHusi 06pEMEHHOCTH.
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IToBBIIIEHHBIH PHUCK pa3BUTHSA
OCIO0KHEHHH  OT  MCIIOJb30BaHUS
XUMHOTIPETapaToB, o0J1aTaromnXx
HEUPOTOKCUYHOCTBHIO

Kox mo MKB-10 Q79

Pucynoxk 1 — Ho3osornueckast Mogenp mamuenTa ¢ CMHIpoMoM Jnepca-/lannoca

4.2 KpuTeplm H IPU3HAKH, OIIPCACIAIOIINEC MOIEC/Ib MAallHCHTA

Uccnenoarenn Boiaenstor 10 BapuantoB CI/I. LllecTh OCHOBHBIX THIOB
C3Jl wumerT cBOM CHEMUDUYECKHUE CHUMIITOMBI. TSKECTh AITHX CHMIITOMOB
BapuaOuiibHa, WHOTJA He3HauuTenbHbd COJ] HEe AMarHocTupyercs, a HHOTIA
MPUBOJUT K CEPhE3HBIM MpoOIeMaM MOOUIBHOCTU. BOJIBIIMHCTBO CHMITOMOB
MOTYT ObITh 00bEIMHEHBI B 2 TPYMIIbI: KOXKHBIE U CYCTaBHBIE.

Haubonee pacnpoctpanennsie Qopmbl (Hypermobility) C3/, cBsazan ¢
reHoMCOL3A1, collagen, type IlII, alpha 1; TNXB,tenascin XB, Fibronectin type
Il domain containing, 00yclOBI€H  AayTOCOMHO-AOMHHAHTHBIM MEXaHU3MOM
HaclenoBanus. Bo3HukaeT B pe3yibTaTe MyTalMU JO0OOr0 W3 JBYX TEHOB,
koTopble BbI3bIBalOT Cocymucteii Tun u C3OJ[ ¢ aepuuurom TteHacuuHa-X.
[IpencraBiensl TUIEPMOOMIBHOCTRIO CYCTaBOB, KoTOpast mopaxaet 1 u3 10000 mo
15000 denoBeK, BBI3BIBAET HECTAOMIBHOCTh KPYMHBIX M MEJIKUX CYCTaBOB.
[Ipu3Hak W cUMOTOMBI MOTYT OBITh HE JUATHOCTUPOBAHBI (HE TMPU3HAHBI)
BpayaMM WJIU, KaK MPaBWJIO, OUIMOOYHO AMArHOCTUPOBAHBI Kak (GUOpOMUANTHUS U
OOBIYHO OOJILHBIM HE CTaBSIT AUArHO3, TOKA HE MPOSIBATCS CEPHE3HBIE OCIOKHEHUS.
[TanrieHTHI YaCTO UCHBITHIBAIOT OOJM B CyCTaBaX U KOHEUHOCTSIX, UM CBOMCTBEHHO
pa"Hee Hadasio octeornoposa mnocie 30 et [6].

A.  Knaccuueckuii (Classical) COJI Bbe3Ban renom COLSAI, collagen,
type V, alpha 1 u apyrumu renamu cemeiictBa Collagens, 3aTparuBaer KoJiiareH
tina V, taxke kojutareH tumna [; mopaxaer 1 u3 20000 mo 40000 yenmoBek, u
XapaKTepU3yeTcsi MOBBIINIEHHON PaCTSXKUMOCTBIO KOXH, IIpaMbl M paHbl, HE
3KUBAIOT JOJDKHBIM O00pa3oM, TeéMOpparu4eckKuii CHHIPOM HMEET MPOSIBICHUS
COCYJIUCTO-TPOMOOILIMTAPHOTO THUIA KPOBOTOYMBOCTU, MOTYT (POPMHUPOBATHCSA
KUCTBHI TIOJT KOXEW, SBJICHUS MPEKICBPEMEHHOTO CTapeHUs, 4acTO BO3HUKAIOT
n00poKauYeCTBEHHbIE HOBOOOPA30BAHUS KOXKHU U MTOJAKOKHOM KieTyaTku [7].

A.  Cocymucteie ¢opmbel (Vascular) C3J] BbI3BaHBI ayTOCOMHO-
nomuHaHTHBIM JedexktoM reHa COL3A1 B cunTe3e koiuarena tuma 11,
Bcrpevaercs y 1 u3 250 000 gesnoBek. DTOT TUIT CUUTAETCSA BECbMA CEPHE3HBIM H3-
3a pucka Mpody3HBIX KPOBOTCUCHHI U3 BHYTPEHHUX OPTraHOB WIIM Pa3pbIBOB
KpPOBEHOCHBIX cocyaoB. Jltogu ¢ cocyaucteimu dopmamu COJl  MMEIOT OYEHb
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TOHKYIO KOXY C MPOCBEUYMBAIOIICH KPOBEHOCHOM ceTbio. Bbicokue (akTopbl
pUCKa, CBS3aHHBIE C COCYAMCTBIMH TposiBieHusMH CDJl 4Yacto NPUBOIUT K
CHIDKCHHUIO TPOJOJDKUTEILHOCTH KU3HU 10 50 jet. Octanbhabie Tpu hopmbl COJ]
penku, Oyayuu mpeacTaBieHbl Bcero npubiausutenbHo 100 ciyuasmu mo Bcemy
mupy [8].

A.  Axonzapomnasus (Arthrochalasis) COJI, xoTopblii XapakTepu3yeTcs
nedexkroM KojutareHa 1 tuna, 3a cuer reHoB COL1A2 collagen, type I, alpha 2 u
COL1A collagen, type I, alpha 1, npu 3ToM BapuanTe peOEHOK MOXKET POKAATHCSA C
BPOXKJCHHBIM BBIBUXOM Oejpa, OBUIO OMHCAaHO TOJbKO OKoJio 30 ciyuaes.
[Tanmentsl ¢ 3tuM tinom COJl paHHee HAdallo apTPUTA, YACTOE MOSIBIICHHE Ha
KO>K€ KPOBOIIOJITEKOB, SJIACTUYHYIO KOXKY U aTpouueckue pyoIsl.

A-B. JIromu ¢ Jlepmatocmapakcuc (Jlermatosparaxis) COJl umeroT
nedextubiii reH ADAMTS2, ADAM metallopeptidase with thrombospondin type 1
motif, 2, o koTopoM ObLTO cooOuieHo B 10 cimydasix Mo BCeMy MHUPY, UMEIOT
YPE3BBIYAHHO XPYNKYK KOXY C MSATKOHM, PBIXJION TEKCTypoul. OHU TOXKE OYECHBb
BOCIIPUUMYHMBEI K KPOBOIOATEKAM, IIPU TOM, UYTO PACCTPOICTBO HE MPEMSATCTBYET
3KUBJICHUIO PaH, KaK 3TO MMPOUCXOJUT NpU Apyrux dhopmax 3adoneBanus [9].

A-B. Haumenee pacnpoctpanensnoit ¢popmoit (Kyphoscoliosis) CO/J]
ABJISIETCA KUPOCKOINO03, 0 KOTOPOM OBLIO COOOIIEHO JIUIIb B HECKOIBKHUX CIIydasx
BO Bcem wmupe. IlpencraBnser co0oil ayTOCOMHO-AOMHHAHTHBIN Je(eKT,
BBI3BIBAIOIINM HEIOCTATOK (hepMEHTa, HAa3bIBAEMOIr'O JM3WH TUPOJIa30il 3a cuer
nedextnoro reHa PLODI1, procollagen-lysine, 2-oxoglutarate 5-dioxygenase 1.
CnaObIii MBIIIIEYHBIN TOHYC U 3aIep’KKa MOTOPHOTO Pa3BUTHUS, YaCTO MPUBOAUT K
notepe MoomibHOCTH K 20-30-X romam, siBIsiIOTCS o0mmmMu aiis 3toro tuna COJI.
[To mepe Toro kak 00Jie3Hb MPOrPECCUPYET, MO3BOHOYHUK CTAHOBUTCS BCe Ooliee
M30THYThIM. ['11aza, wuMerT HEOOJIbIIINE POTOBUIIBI, KOTOPHIE JIETKO
MOBPEXIAOTCA U pa3pbiBatoTes [10]. .

Ilepeyenb  MEOULIMHCKUX  YCIYr  OCHOBHOIO U JOIOJIHUTEIBHOIO
acCOpPTHUMEHTA

OOcnenoBaHne B CTAallMOHAape MALMEHTY MPOBOAUTCS TOJBKO B Cilydae
JEKOMIIEHCALIUH COCTOSIHUS U PA3BUTHUS OCIOKHEHUIN
[lepeuenr menuuuHckux ycayr (MY) cornmacHo «Homenknatype yciayr B
3APAaBOOXPAHEHUN» I JUArHOCTUKM B YCIOBHUAX CTallMOHapa IMPEACTaBJIEH B
tabnue 1.
Tabauua 1. /IlnarHocTuyeckue yCiayru B CTallMOHape

Kog MY HaumenoBanne MY Yacrora KpaTtHocTb
MPEJOCTABICHUS | BBIIIOJHEHUS
B01.005.001 | I[Ipuem (ocmoTp, KOHCydbTanus) | 1 1

Bpaya-reMaTosora nepBUYHbIN

B01.005.003 | ExxenHeBHBI ~ OCMOTp  BpadoMm- | 1 3
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reMaTojioroM C HaOJIIOJICHHEM H
YXOIOM CpEIHEr0 W  MJIAJIIEro
MEIUIUHCKOTO nepcoHana B
OTJIEJICHUM CTallMoHapa

A11.12.009 | Bzstue xpoBu u3 nepudepuueckoit | 1 3
BEHBI

B03.016.003 | OOuuit  (kiuHUYeCKuil)  aHamus | 1 2
KPOBU Pa3BEPHYTHIN

B03.016.004 | Ananu3  KpoBH  OMOXHUMHUYECKHUN | 1 3
oO1IeTepaneBTUYCCKUM
pacIIMpPEHHBIN

B03.016.006 | Ananu3 Mo4u oOuui 2
[lepBuuHasi KOHCYJbTAIlMSl Bpaya 1
T€HETHKA
IloBTOpHass KOHCynpTamuMs Bpada | 1 1
T€HETHKA
Koncynpranus HeBposora 1 1
KoHcynmpranmus okynaucra 1 1
Koncynpranus kapauosora 1 1
9X0O-KC 1 1
Y 3U opranoB OproNIHOM MOJTOCTH 1 1
[Tonck 3HaYUMBIX TOIUMO(PHU3MOB | |
Koncynpranmst cromarosora | |

43 XapakTepucTHKa AJrOPUTMOB M

0CO0CHHOCTEHd TNPUMEHEHUs

MEINIUHCKHUX YCIYI IIPH I[aHHOﬁ MOAC/IH IMMAaUEeHTa

JluarHo3 ycTaHaBIMBAE€TCS HAa OCHOBAHMM KIMHUYECKOTO OOCIIEIOBAHUS C
MPUBJICYEHUEM CIICIIUAIIUCTOB HA MEXIUCIUIUIMHAPHOM OCHOBE, W3YYCHUS
CeMEMHOro aHaMHe3a, OMOXHMHYECKOro |
MetonoB Busyanuszauuu: Y 3U, KT, pentrena.

FeHETUYECKOTO O0O0CJICIOBAaHUH,

44 TpeGoBaHus K JIeKAPCTBEHHOH MOMOIIH CTAIUOHAPHOM

YuuteiBasgs OTCYTCTBHE PAHIOMU3UPOBAHHBIX MYJIBTHULEHTPOBBIX HCCIIEAOBAHUN,
noA0Op Tepanuu MPOBOJUTCS C YYETOM KIMHUYECKOW KAPTUHBI U BBIPAKEHHOCTH
OCJIOKHEHUU.
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TpeboBaHus K JEKAPCTBEHHOM TMOMOIIM CTAallUOHAPHOM MPEJCTABICHBl B
3aloJIHEHHOU (hopMe, MoKa3aHHOH B Ta0. 2.

Tabmuna 2. [lpemaparbl 1y Ha3HAYeHHsS] TEpalud NAlMEHTaM C CUHIPOMOM
®duirepa-JBaHca

dapmakoTepaneBTUIECKas Mexnynaponnoe | Hacto | OpueHTH | DKBUBaIEH
rpynna HEMAaTEHTOBAHHOE | Ta pOBOYHA | THas
HAaNMEHOBAHHE Ha3Ha |4 KypcoBas
YEeHHUM | CyTOYHA | 103a
A 103a
I'emocTatnyeckue cpencraa 1 - -
Oram3uiiar 0,5mr/cy | SMr/kr
HATpHs T
2 Ttab 20 tab
AckopOuHOBas
KHCJIOTa +
PyTo3ug
C3I1 10ms/kr | 100MI1/KT
Konuenrpar VII Pacuer no cxeme
dhaxTopa

[IpuBenennsie B ¢GopmMe 1036l TMPENapaToB SBISIOTCA OPHEHTHPOBOYHOM
BECJIMYMHOM.

B kaxmoM KOHKpETHOM cliydae J03a NpenapaToB JOJKHA OBbITh MOJ00paHa
MAUMEHTY WHIWBUAYaJbHO. DKBUBAJICHTHAA KypcoBas J03a — paccuntaHa s 10
BBEJCHUN TIpemnapara; JJIUTEIBHOCTh Kypca JOJDKHa ObITh  MOJ00paHa
VHIUBUYAJIBHO.

4.5 XapaKTepHCTI/IKI/I AJIrOpuTMOB M 0CO00eHHOoCTei INPUMCHCHUA

MECAUKAMCHTOB

JIns KOppEeKIMHM OCHOBHOIO CHMIITOMOKOMIUIEKCA MEIMKAMEHTO3HAs TEparus
MMEET OTPAHUYECHHOE IPUMEHEHUE.

JIsi KOppeKIuu CUMIITOMOB THIEPMOOHIBHOCTH TMOKa3aHbl TaKUE€ MEPONPUSTHUS
Kak ajantuBHas puznueckas KyJlbTypa, (U3n0TEpaneBTHUECKUE MPOTPAMMEBI.

4.6 TpeOoBaHHs K pe:KUMY TPYAA, OTAbIXA, JJeUEHUS] UIH PeaduIuTAIUN
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OFpaHI/I‘-IeHI/IH B COOTBCTCTBUM C TCKYIINM CTATYyCOM ITallMCHTA

4.7 TpeGoBanussi K yXoAy 3a NANUEHTOM ¥ BCIOMOraTeJbHbBIM
npoueaypam
Co0itoieHre naireHTaMy IpaBuil JIMYHOU TUrheHbl. TpeOoBaHUSI B COOTBETCTBUU
C TEKYILIUM CTAaTyCOM.
4.8 TpeGoBaHus K IMeTHYECKUM HA3HAYEHUSM H OTPAHUYEHUAM
[Ipyn Hanmuuum amieproaHaMHe3a HEOOXOJMMO UCKIIOYaTh MPUYMHHO-3HAYHMBIC
MPOAYKTHI MUTAHUS U METUKAMEHTHI.
49 Ocol0eHHOCTH WH(OPMHPOBAHHOIO JOOPOBOJILHOIO  COTJIACHS
NalMeHTA TpPH BBHINOJHEHUM TNPOTOKOJA BeldeHUs OO0JbHBIX H
JAOMOJIHUTEIbHASl HH(pOPMAIUA ISl MAIUEHTA U WIEHOB €ro ceMbH

NudopmupoBanHoe 10OPOBOJIBLHOE COTJIacue MalMeHT (OMEKyH MalleHTa) JaeT B
MUCbMEHHOM BHJIE.
[TanenTy (onexkyHy) clienyeT OOBSICHUTh HEOOXOAMMOCTh U MpaBWiia PEKHUMA,
JUEThI, HEOOXOJUMOCTh TEpanuu MpenapaTaMi TeMOCTATHYECKOro JIeUCTBUS
oOpallleHUs K CIIeHaINCTaM CMEKHBIX CIEIUATbHOCTEH. .

4.10 IlpaBuia usMeHeHHs] TPeOOBAHWH NMPH BBINOJHEHUH MPOTOKOJA U

npexkpamieHue JAeiicTBUSA TPeOOBAHUI MIPOTOKOJIA

[IpoTOKOT KOPPEKTUPYETCS C YYETOM HapamMeTpoB (HYHKIIMOHUPOBAHUS OPTaHOB U
CUCTEM.

4.11 I'paduyeckoe, cxemMaTHdyecKoe M TaOJUYHOE TIPeACTABJIEHMS
NMPOTOKOJIa

He nmpenycmorpensl.

S MouuTOopHpOBaHUE MPOTOKOJIA

5.1 KpuTeplm H METOJ0JI0I'd MOHUTOPHHI'a H ONCHKH 3q)(l)eKTHBHOCTI/I

BBIINTOJIHCHUA IIPOTOKOJA
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MonutopupoBaHu€  NOPOBOAUTCA B MEAUUMHCKHAX  OpPraHu3alHusiX,
OKa3bIBAIOIINX aMOYyJIATOPHYIO M CTallMOHAPHYIO clienuann3upoBanHyro u BMII
IIOMOIIb JIETAM U MOJPOCTKAM..

YupexaeHue, OTBETCTBEHHOE 34 MOHUTOPUPOBAHUE HACTOSIIEr0 IPOTOKOJIA,
HA3HAYAIOT B YCTAHOBJIECHHOM TMopsake. [lepedeHp METUIMHCKUX: YUPEKICHUM, B
KOTOPBIX MPOBOIAT MOHUTOPUPOBAHUE HACTOSIIETO IMPOTOKOJA, OIPEAEAET
€XKETrOJTHO YYPEXKIECHUE, OTBETCTBEHHOE 34 MOHUTOPHUpPOBaHUE. MeTUUHMHCKUE
opraHu3anuu UHPOPMUPYIOT O BKIIOYEHUU B MEPEUECHb MO MOHUTOPHUPOBAHUIO
MIPOTOKOJa MUCbMEHHO.

MonuTtopupoBaHue MPOTOKOJIA BKIIOYAET B CEOSI:

- coop uHpOpPMALIUU O BEJECHUM MAIMEHTOB C JUArHOCTUPOBAHHBIM CUHIPOMOM
Qnepca-/lanmnoca;

- aHaJW3 NOJYYEHHBIX TaHHBIX;

- COCTaBJICHUE OTUYETA O PE3yIbTAaTax MPOBEIACHHOIO aHAIU3A;

- mpeAcTaBieHne otuyeta B DeiepalibHbIN OPraH UCIIOJHUTENBHON BIACTH.

HcxonabpiMu MatepraiaMyi NP MOHUTOPUPOBAHUH SIBIISFOTCS:

- MEJIUIIMHCKAsA IOKyMEHTAIus;

- TapuQbl HA MEJUIUHCKUE YCIYTH;

- [ICHBI HA JICKAPCTBEHHBIE MPEIIAPATHI.

[Ipy HeoOXOIMMOCTH TNpPU MOHUTOPUPOBAHMHM CTaHIapTa MOTYT OBITh
HCMOJIb30BaHbl U NHBIE MEAULIIMHCKUE U HEMEUIIMHCKUE IOKYMEHTBI.

5.2 TlpuHOUNBLI pAHAOMHU3ANUU
B nacTosiiiem npoTokoiie paHAoMU3aNUs (MEAUIUHCKUX YUPEKICHUN, TAIlUEHTOB
U T.J.) HE IPEelyCMOTpPEHA.

5.3 Ilopsaaok OULEHKHM M JAOKYMEHTHPOBAHHMS NMOOOYHBLIX a((PeKToB U

Pa3BUTHUSA OCT0KHEHUM

Nuadopmanuio o mobouHblXx 3¢ dekTax JTeKapCTBEHHBIX CPEACTB, BO3HUKIIHX B
MpoIiecce BeIeHUs OOJIbHBIX, PETUCTPUPYIOT B OTUETE.

54 Tlpome:kyTOYHAsl CLHEHKA M BHECEHNE U3MEHEHNI B MPOTOKO.I

OueHka BBINOJTHEHUS CTaHAapTa MPOBOJUTCS OJIMH pa3 B TOJ MO pe3yjibTaTaMm
aHaJu3a CBEJEHUM, MOJYUYECHHBIX TP MOHUTOPUPOBaHUU. BHeceHne 3MEeHEHU B
MPOTOKOJI TPOBOJMUTCS B Clydae MOJydyeHHUs] HHPopmaluu 00 yOeauTeTbHbIX
JAHHBIX O HEOOXOJIUMOCTH U3MEHEHU MPOTOKOIA.

5.5 HOpﬂI[OK H UCKIIYCHHUA NMANUCHTOB U3 MOHUTOPHUHI A
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[TaniueHT cywuTaeTCs BKIIOYCHHBIM B MOHHTOPHUPOBAHHWE TMPU YCTAHOBJICHHUH
JUar€o3a aHeMHH TIeMOJUTHYECKOM H TpomOoruToneHun. VMckimoyeHue u3
MOHUTOPUPOBAHUSI TMPOBOJMUTCS B CIy4ae HEBO3MOXHOCTH TPOIOJDKEHUS
HaOJIFOICHUS.
B srom ciydae B oTuéTe perucTpupyercs NMpUYMHA HCKIIOYCHUS TAIlMeHTa U3
IIPOTOKOJIA.

5.6 IlapameTpbl OLlEeHKH Ka4eCTBA )KU3HHU NPH BHINOJHEHHUH MPOTOKO0J1A

OrneHka KayecTBa >KM3HM TMAIlMEeHTa MPU BHIMOJHEHUN HACTOSIIETO IMPOTOKOJIA HE
MpeayCMOTpPEHA.

5.7 O].leHKa CTOUMMOCTH BBINIOJHCHHUA IMIPOTOKOJIA M ICHBI KAY€CTBa

Pacuer 3aTpar Ha BBINIOTHEHHE MUHUMAIBLHOTO 00beMa MEAUIIMHCKOMN MOMOIIHU 1O
MPOTOKOJIYy TPOBOAIT MO (hOopMyse, YTBEP>KICHHOW B YCTAHOBJICHHOM IMOPSJIKE.
IIpu oueHke 3aTpar y4YWUTHIBAIOTCA BCE MEIMIMHCKHUE YCIYTH, JIEKapPCTBEHHBIE
CpEeACTBa, HA3HAYCHHBIC MALUECHTY.

[Ipu BKJIIOYEHUH B IUJIaH OKa3aHUSA MEIULIMHCKOMN IMTOMOIIH YCIIYT U JIEKAPCTBEHHBIX
CPEACTB JOMOJHUTEIBHOTO ACCOPTUMEHTA OHU BKJIKOYAIOTCS B PACCUUTHIBAEMYIO
OOIIYI0 CTOUMOCTH BBITIOJIHEHUS TPOTOKOJIA.

5.8 CpaBHeHHe pe3yJIbTATOB

[Ipu MOHUTOPHUPOBAHMHU CTAHAPTA €KETOJHO TPOBOAUTCS CPABHEHHUE PE3YIIBTATOB
BBITIOTHEHUS TPeOOBaHUM MPOTOKOIA.

5.9 Ilopsaok popMupoBaHuA OTUETA

B exeromHeldi OTYET O pe3yJbTaTaXx MOHUTOPUPOBAHUSA  BKIIOYAKOTCA
KOJIMYECTBEHHBIE PE3YJIbTaThl, IOJYyYEHHbIE TP pa3padOTKe MEIULUHCKUX KapT, U
MX Ka4E€CTBEHHBIN aHAJIN3, BBIBOJBI, ITPEUIOKEHHS 110 AKTyaTU3alMU IPOTOKOJIA.
OTyer mnpencraBisIET B OpraHU3alMI0, OTBETCTBEHHYK) 332 MOHHMTOPHUPOBAHHE
HACTOSIIIETO IMPOTOKOJIA.

Pe3ynbTaTel 0T4ETa MOTYT OBITH OITyOJMKOBAaHbI B OTKPBITON MEYaTH.
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6 Ilpuioxkenue A

(crrpaBOYHOE)

YHudumpoBaHHas 1IKasa OIICHKH yOeAUTENHLHOCTH JI0Ka3aTEeJIbCTB
11eJ1eCO00Pa3HOCTH MPUMEHEHUS MEIUIIMHCKUX TEXHOJIOTHI

YHudummpoBaHHas MIKaja OIEeHKA BKIIOYaeT B ceOs:

- YpOBEHb YOEIUTEIBbHOCTH JOKa3aTeIbCTBA A — JI0Ka3aTelbCTBA YOEIUTEIbHbI:
€CTh BECKHME J1I0KA3aTENbCTBA IPEATIAraéMOro yTBEPKIACHUS,

- YPOBEHb YOEIUTENbHOCTU J0Ka3aTelbCcTBa B — oTHOcHUTENbHAsT YO UTEIbHOCTD
JI0Ka3aTeNbCTB: €CTh JOCTATOYHO JIOKA3aTE€NbCTB B IMOJB3Y TOrO, UTOOBI
PEKOMEHI0BATh JAHHOE MPEJIOKECHUE;

- YPOBEHb yOEIUTEIbHOCTU JoKazaTeabcTBa C — JOCTATOYHBIX JOKA3aTEIbCTB
HET: UMECIOIMXCSA JOKA3aTEIbCTB HEJIOCTATOYHO JJII BBIHECCHUS PEKOMEHAIINH,
HO PEKOMEHJIalIMK MOTYT OBITh IaHbI C YYETOM HUHBIX OOCTOSITEILCTB;

- YpOBEHb YOEIUTENbHOCTH Jl0Ka3aTelbcTBa D — J0CTaTOYHO OTpUIIATEIBHBIX
JIOKA3aTeIbCTB: HMMEETCI JOCTAaTOYHO JOKa3aTeJIbCTB JUIS TOrO, YTOOBI
PEKOMEHI0BATh OTKA3aThCsl OT MPUMEHEHUS J1a MHOTO JIEKAPCTBEHHOT'O CPEICTBA B
KOHKPETHOM CUTYallUH;

- ypoBeHb YOEIUTENbHOCTH JoKa3aTeldbcTBa E — Beckue oTpulaTelbHbIC
JI0Ka3aTeIbCTBA: €CTh JOCTAaTOYHO YOEIuTENbHbIE JI0Ka3aTelbCcTBA [IJIsi TOTO,
YTOOBI UCKIIIOYUTH JIEKAPCTBEHHOE CPEACTBO MU METOAUKY U3 PEKOMEH 1A,
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