3asisiieHHeE

0 pacCMOTPCHHH MPOTOKO0J1a KJIHHHYCCKON anpoﬁaum{

Haumenonanue (derepansHOH
MEIHIUHCKOH OpraHu3alui, Hay4YHOH
A 00pa3oBaTENbHOM  OpPTaHU3AIHH,
OCYLIECTBIAIOMEH  HedTellbHOCTh B
cepe oxpanbl 310pOBBA, SABIAROLIEHCS

depepanpHoe rocynapcTBeHHOE aBTOHOMHOE
YUpexIeHne «HanuonansHETH MeIHUIHHCKHH
HCCIIEOBATENBCKUH IEHTP 310POBBS Iereiiy
Munucrepcrea 3/IpaBOOXPAHECHHS Poccuiickoit
Denepannn

pazpaboTarKom IpOTOKONA
KIIMHUYECKOH anpodanuu
Anpec MecTa Haxoxnenns | 119991, Mockea, JlomoHOCOBCKH# mpocmexT, 2, crp.1.
OpTraHU3alHN
2.
Kouraxrusie rtenedponmsr um  agpeca | Mypamxus HH., amH., npodeccop, 3as. oOTH.
EKTPOHHOHN HOYTHI nepmaronorun  OI'AY  «HMUIl s3nmoposes  mereii»
3. MunznpaBa Poccmm, Tenm.: 479184951122, e-mail:
m nn2001@mail.ru.
Haspanme HPEeJIaraeMoro g | «Meton BeprduKamuH (GOPMBI BPOKIEHHOTO HMXTHO3a
KiuHu4eckod  ampobamuu  Meroxa | (Q80) y mammentoB or 0 go 17 ner obowx IomoB ¢
4. | npodunaKTHKM, THATHOCTHKH, JEUYeHHS | IPHMCHEHHEM MacCcOBOTO NapasebHoro
U peabmiHTaIHK CeKBEHHPOBAHUS H OINPEEIEHA oKazarenei
KIETOYHOI'0 MMMYHHMTETa B CpPAaBHEHHH C METOLOM
CTAHJAPTHOM IEPMATOIIOTMYECKOH OIEHKW  KOXHOTIO
aTOJOHYECKOTr0 IpoIecca.
Yucmo TalHEHTOB, HeoOX0IMMO¢] 25
JULst IIPOBEICHUS KITHHIYIECKOH]
5. | anpobaruu
[punoxenue: 1. Ilporokon knumaMYecko# anpobanuu Ha 30 n.

2. MepuBuayanbHas perucTpalioHHas KapTa
HaO/IOIeHus NaleHTa B paMKax KITHHIYECKOH
anpoOaray Ha 7 J1.

3. Cornacue Ha OIIyOJIMKOBaHHE NPOTOKOJIA KIMHHYECKOM

anpobaiyy Ha OQUIHAIEHOM caiite MUHHCTEPCTBA B CETH
«Mureprer» Ha 1 I

T T

Hupextop OI'AY «HMUI] 3_;t(0p9§b§};1éfj\=>1§>>

'

Munspasa Poccrt, JM.H., Tipodeccop’ - )

A.IL ®ucenxo

X%MZZ r.

\




COI'VIACHE
Ha ony0JIMKOBAHHeE NPOTOKOJIA KIIHHHYECKOi anpo6auun
Ha opuImaabHOM calite MunucTepeTBa 3apaBooxpanenus Poccuiickoi
®enepannu B ceTH « AHTEpHET?

r. Mocksa K%)M&Z/ 2022 r,

DenepanpHOE rocyapcTBEHHOE aBTOHOMHOE yupexaenue "HanpoHanbHbIH
MEIUIMHCKAM WCCIEN0BaTENbCKUM LIEHTP 340poBbs JAeredl" MuHHCcTEpcTBa
3apaBooxpanenus Poccuiickoit ®enepauuun (OI'AY "HMMULL 3p0poBes nereit”
Munznpasa Poccuu) B nuie aupekropa, A.M.H., npodeccopa A.Il. duceHko,

IefiCTBYIOIIEero Ha OCHOBaHUM Y CTaBa:

JlaeT cBOe corsacue Ha onyONHKOBaHUE MPOTOKOJIA KIMHHYECKOH arpodaliuy Ha
obumansHOM caiite MuHHCTepcTBa 31paBooxpaHeHus Pocculickoil Oenepaunu B
cetn «HTepHeT» nox HazBaHueM «VMetoa BepupuKanHH GOPMbI BPOXKIEHHOI0
nxTro3a (Q80) y nauuenrtos or 0 10 17 et 000UX [MOJOB ¢ IPHMEHEHHEM
MacCoBOro NapaJlie/IbHOr0 CEKBEHHPOBAHHS U ONpee/IeHHs NoKa3aTelen
KJIETOYHOI0 MMMYHHUTETA B CPABHEHHH C MeTOAOM CTAHAAPTHOH

nepma"ronorﬂqecm)ii Ol€HKH KOXHOI'0o NaToJIOri4e€CKOro npomecca».

1. Hacrosmee Cormnamenue pacpoctpansercs Ha TekcT [IpoTokona u

COIIPOBOOUTENBHEIC TOKYMEHTDI, BKIIFOYasd HaHHOC Cornammenue.

2. Hacrosimiee Coraiienye BCTyIaeT B CHILYy C JaThl €ro IOANKCaHus obenMu

CTOpOHaMH H ,ueﬁchyeT 0O MOMEHTa OT3bIBA 32aMHTECPECOBaHHBIMHU CTOPOHAMH.

s
2 8

Jupextop PI'AY «HMMULI 3010poBbs géTeio';)}'r- - \ %N

Mursapasa Poccun, 1.M.H., ipodeccop Qucenko



IIporokos xauMHHYecKOil anpodanuu
MeToAa NPOPHIAKTHKH, JHATHOCTHKH, JIeYeHHsI H PeadHInTanuu

«Metoa Bepudukanuu popmel BpoxaeHHoro uxtuosa (Q80) y naumenrtos ot 0 g0 17 jer
000MX M0JIOB ¢ NPUMEHEHHEM MACCOBOI0 NapPaJUIe/IbHOr0 CeKBeHUPOBAHHS W OIIpee/IeHUsl
NoKazaTeNeil KIero9YHoro HMMMYHUTETA B CPABHEHHH ¢ METOAOM CTAHJAPTHOMH
AEPMATOJIOTHYECKOH OLEHKH KOKHOT0 NATOJOrHYeCKOro nmpouecca».

Wpentuduxaumuonnsri Ne

Jata

I. IlacnopTHas YacTb

L Hassanue npeiaraeMoro K npoBeleHH0 KJIMHAYECKOH anpodanuu MeToaa
NpopHIAKTHKH, AHATHOCTHKH, JIeYeHHs H peaduauTanun (aajiee - MeTOx).

Mertozn Bepuduranuu GopME BPOXKIEHHOrO MXTHO3a y manueHtoB or 0 go 17 ner ¢
[IPUMEHEHHEM MAacCOBOTO MapaIeIbHOTO CEKBEHUPOBAHMS M ONpEIeseHHs [oKasaTemnci
KJIETOYHOIO0 HMMYHHUTETA.

2. HaumenoBanue u agpec dexepanbHOH MEAHUHHCKOH  OpraHusanmm,
paspaboraBmelfi NpPOTOKOJI KJIHHHYeCKOH anpofamuu Meroga NpPOPHIAKTHKH,
AHATHOCTHKM, JeMeHus1 H peaduauranun (aaaee — [Iporoxkoa KA).

OI'AY «HMMUI] znoposes meteit» Mumnszapaa Poccmm, 119296, Poccus, r.Mockga,
JIOMOHOCOBCKHH MpOCIEKT, 2, cTp. 1.

& q)aMH.TlﬂH, HMsl, OTYECTBO H MJOLKHOCTH JIHI, YINOJHOMOYEHHBIX 0T HMEHH
paspaﬁoTtha MOANHCBLIBATE MIPOTOKOJ KAMHHYIECKOH anpoﬁannu.

Mypamkua Huxonaih Huxonmaesud, A.M.H., npodeccop, 3aBeLyOMMH OTIEICHHEM
IEepPMAaToJIOTHH C rpynnoi jazepHoit xupyprun OT'AY “HMMUIL] 3x0poBes geteil” Munsapasa
Poccun, Ten. +79184951122, e-mail: m nn2001@mail.ru.

I1. OGocHoBaHME KIIMHHYECKOH anpodanun MeToaa

4. AgHOoTanus MeToaa.

VIXTHO3bl — Tpymnma HACIEACTBEHHLIX 3a00NEBAHME KOXH, XapaKTEPH3YIOUHXCH
reHepa30BaHHEIM HapyIIeHHeM KepaTHHH3ALMH 110 THITy THiepkeparo3a. OmHcaHbl MyTalUH
Gonee 50 reHOB, OTBETCTBEHHBIX 3@ PA3BHTHE KaK CHHAPOMAIBHBIX, TaK ¥ HECHHIPOMAIBLHBIX
UXTHO30B C jedexramMu o0pazoBaHusl O€NKOB KepaTHHONUTOB, MeTaboiM3Ma M TpaHCIOpTa
JIANHIOB, @ TAaKXKe COOPKH MEKK/IETOYHBIX KOHTAKTOB, HAPYIICHHEM IIPOIECCOB TPAHCKPHIIIIMH
u pernapammu JJHK. Bpoxnmennble uxTuo3pl 00BMHO MaHH(ECTHPYIOT C POXNKICHMS MIH
NOSBIISIFOTCS. B ITEPBBIe Mecsbl XKu3HU. Bce (opMmpl MXTHO3a, TaKk HIM HHAuYe, CBA3aHBI C
OeKOBBIMH W JMIHIHBEIMA aHOMATHSIMH, a TaKke AedeKTaMi KOPHEOHTOB, KOTOPBIE IPHBOIAT
K HApYLICHHIO 3MUIePMATBbHOro Gapsepa, 4To (PYHKIMOHAIEHO MPOSBIAETCS BEICOKHM YPOBHEM
TPAHCONUACPMAIEHOH IOTEPH BOABL, HapyuleHHeM OapbepHOH QYHKIME W H3MEHEHHEM
roMeocTasa. /s 60JBHBIX ¢ HXTHO30M XapaKTEePHBI OCJIOKHEHHUs CO CTOPOHEI OPraHoOB 3pEHHS U
clyxa, KOXHBIA OOJeBOil CHHIPOM, 3yJ, KOXKHble HWH(EKIHH, aHOMAJHH BOJOC H HOITEH,



4pe3MepHas peaklus Ha TeMIepaTypHble KonebGaHus ¥ Bo3zjelcTBHe (HAKTOPOB OKPYKAOIIEH
cpelibl, PU3MYECKHEe OIPAHMYEHHS, & TAK)KE CBAZAHHBIE C ITHM MICHXOOTHIECKIE CTpaJaHus.

CoBpeMeHHbIE WCCIEIOBAHUS IOCHEHUX JIET [0 H3YYEHHIO HMMYHHOIO npodHs
HEKOTOPBIX  (OPM  HMXTHO3a NEMOHCTPHUPYIOT TOBBINEHHYIO aKTHBALMIO T-KJIETOK W
IIOMYePKUBAIOT BAXKHYIO POJIb B IIATOrCHE3€ B3aMMOJEHCTBUS ITPOBOCHANUTEIBHBIX IyTel IL-
23/Th17 u IL-17/TNF. Tak, ipa HEKOTOPBIX (OpMax HXTHO3a, OOHAPYIKEHO IIPEHMYIIECTBEHHOE
npeobnananue Th2-AMMyHHOTO OTBeTa ¢ yBENMYEHHEM NPOAYKIIMH TAKHX MPOBOCIAIHTENBHBIX
UuTOKMHOB, kak TNF-a, IL-1B, IL-2 u IL-18, conpoBoxmaromumMcs MapamiensHo
SIHACPMANbHOM runepruasuei u anoMmammamu auddepenuuposku LOR, FLG u THINIOB KOXKH.
OTH JaHHbIE JAl0T BO3MOMXHOCTH DACIIMPHTb TEPANEBTHYECKMit apceHal JUIf OONBHBIX
HXTHO30M CPEACTBAMH OHOJIOIMYECKOH Tepaliy, HCIONB3YIOIMMHUCS, B OCHOBHOM, Y GOJIBHBIX,
cTpajaromux ncopuasom. C coBpeMeHHBIX IIO3MUMH Hanboyiee MEPCIIEKTHBHBIM ABISETCS
H3Y4ICHUE Pa3sHBIX 3BEHBEB MMMYHHOH CHCTEMBI BOBICUCHHEBIX B JlaHHOe 3abomeBanue. K HuM
OTHOCHTCA ONpEeIeNCHHE KOJIMYECTBA OCHOBHBIX M MAlbIX HONY/IANui JMMOBOIKTOB, a TAKKe
OleHKa ypoBHA TpaHcnokanuu NF-kB B oTux momysumsx.

O(QPEKTHBHEIM METOJOM CHCTEMHOH Tepaluy SBISETCS HA3HAYEHHE apoMaTHUECKHUX
PETHHOUIOB. Y OOJILIIMHCTBA NALKMEHTOB C JIaMeIsIPHEIME opMamu (MyTanun resoB ABCA12,
CYP4F22, TGMI1) ormedaeTcs 3amMeTHOE YIyYlIeHHe HIM DPEMHCCHS 3a60JEBAHHA IIpH
ATMTEIbHOM IpreMe Ipernapara. OmHako 5TOT MeToR He 3b(EeKTHBEH Ipu HXTHO3M(POPMHBIX
aputpoepmuax (myramru renos, ALOX12R, ALOXE3) npu KoTOpBIX MOKa3aHO BHYTPHBEHHOE
BBE/ICHHE MMMYHOTII00y TuHa (HanpuMep, cuaapoM Heteprona, myramus reama SPINKS).

[IpoBenenne  MMMYHOQEHOTHIIMPOBAHHA ¥  ONPENEICHHE  HMMYHOJOTHIECKHX
HapymeHnH T-KIeTOYHOro 3BeHa U BBIABICHIE HEKOHTPOIUPYeMOH mpoupepauun T-xemmepon
OTpakaeT UMMYHO/ICDUIIMTHOE COCTOAHKE Y IAIMEHTOB ¢ HEKOTOPHIME (JOpMaMy BPOXKIEHHOTO
MXTHO32 ©  OOyCIOBIWBaeT HEOOXOOMMOCTb IIPOBEJEHHMs TEPamdM  BHYTPHBEHHBIMHE
MMMYHOTIO0Y THHAMY. BHYTPHBEHHBIE HMMYHOTIOOYIHHEL TAKKe OBLIM 3apPErHCTPHPOBAHEI KaK
OcsomacHbit u 5>QQEKTUBHBIN METON J€YECHHS NALMCHTOB, CTPAJAIOIMX BPOXIEHHBIM
HXTHO30M.

JlawHple BUIBI TepamMM Ha OCHOBe BepU(MUIMPOBAHHOIO [MATHO3a BPOKIEHHOTO
MXTHO3a METOZOM CEKBEHUPOBAHHSA HOBOTO HOKOJICHHS O3BOJIAIOT YMEHBLIHTE BRIPAXKEHHOCTE
IPUTPOAECPMHHN H IIENIYLICHHA KOXKH M TEM CaMbIM YIYUIIHTH KAYECTBO JKU3HH NAIHEHTOB U
[IPEe/IOTBPATUTh POrPECCUPOBAHKE WHBAIMIM3AIIMH JIETCH, CTPaJalOIIHX JAHHOM 1aTOIOTHE.

XapakTepHEBIH I MHOTHX T€HOAEPMATO30B Ae0I0T B PAHHEM JETCTRE, TSDKEIOE TEUEHHE,
IIOJIMOPTaHHbIe [IOPAKCHUA, HEPENKO NPHBOJSIIME K WHBATMAM3AIMH ITAIHEHTOB, CIOKHOCTD
pacrno3HaBaHus ¥ JU(depeHHaTbHOH JHarHOCTHKY, Pe3HCTEHTHOCTE K TEPAlMH, CBI3aHHOHN C
OTCYTCTBHEM KpuTepueB au((epeHImpOBaHHOrO IOAXO0Ja K JHATHOCTHKE, OIpedelseT
HEOOXOIMMOCTE B COBEPLICHCTBOBAHMM METOJ@ AHATHOCTHYECKOTO MOMCKA W BepU(HKAIIHH
(opme! 3aboneBanus ¢ XapaKTePHOMH U1 HEro 0coGEHHOCTBIO HMMYHHOTO CTATyCa.

Ha ceromusumuii neHe B COOTBETCTBHH C NPOEKTOM KIMHHYECKHX DPEKOMEHIAIMI
PEKOMEHIYETCA M3MEPEHHE POCTa M Beca, MHJIEKCA MacChl Tejla, OLEHKA COCTOSHHS BOJIOC H
HOTTeH, NHM(OY3NOB, BBIABICHHE CKEIETHBIX aHOMATHH, HeOpManMii YIIHBIX paKOBHH,
IPU3HAKOB HHQHUHUPOBAHUS KOXKH, Y HOBOPOXKIEHHBIX — KOHTPOJIb TEMIIEPATYPhI, EKeIHEBHOE
B3BelIMBAHKME. B Xxo4e cTaHIapTHOrO NepMaToJIONHYECKOr0 OCMOTpA IAIHEHTA OTMEYaroTCs
I€HEPANH30BaHHBIC CYXOCTh M INEIyHIEHWE KOXH C (OPMHpOBAaHHEM YeulyeK H YJacTKOB
YTONIIECHHS y BCEH TIpyNNbl HXTHO3a, HO TIPH OTOM pasiduHbie (OPMBEI HMEIOT CBOH
0COOEHHOCTH, OOYCIOBJICHHBIC THIIOM HACIEJOBAHMS, KIMHMYECKOH BapHabeIbHOCTHIO
U acCOLMAIMEH C MOPAKEHHEM JPYTUX OPTaHoOB M CHCTEM.



[Tapametp 3navenwe/onucanne
IToBermenue s¢dexTHBHOCTH
OKa3aHWsd  MENUIMHCKOH  I[TOMOIIH
ens BHenperns MeToaa.
NAaUeHTaM  JIETCKOTO  BO3pAacTa,

CTpagaromx BpO}KI{éHHBIM UXTHO30M.

3aboseBanue/cocTOAHME (B COOTBETCTRUH C
MexnynaponHoii cTaTiCTHYeCKOM KiaccubuKanmeit
Gomesneit u npobieM, CBs3aHHBIX co 310poBbeM (MKB-
10)) na
Npo(UNaKTHKY/ THATHOCTHKY/ Ie9eHN e/ peab i TAIIIO
KOTOPOTO HAIIPABJIEH METOJ,

Bpoxnernsiit nxtuos (Q80):
Q80.0 — MxtHo3 mpocToii;
Q80.1 — HMxrtwmos, cBssamHbii ¢ X-

XPOMOCOMOit (X-cuenneHHmIH
HWXTHO3);
Q80.2 - I InactaagaTeIit

(JrTaMeIUIApHEIH) HXTHO3;

Q80.3 — Bpoxnenuas 6ymneHas
HUXTHO3U(DOPMHAS SPHTPOJEPMHESL
Q804 — MHxrtHoz mmoma (mmop
AplleKuH),

Q80.8 — ipyroii BposKAEHHBIH HXTHO3;
Q80.9 — BpoxpmeHHBIH  HXTHO3
HEYTOYHEHHBIH.

HOJIOBO3paCTHaH XapaKTCPUCTHUKA MAlTUCHTOB,
KOTOPBEIM 6y,l[6T OKaszaHa MEIHITMHCKAA TTOMOINL C
[IPHUMEHEHHEM METOA.

JleTH My»XCKOTO M JKEHCKOrO Iojia B
Bo3pacte ot () 1o 17 neT.

KpaTKOB OIIHCAHHE IIPECIIaracMoro MeToua,
NPEUMYINECTBA H HENOCTATKH IO CPaBHCHHIO C
OPHMEHAEMBIMH CErOHS METOOAMHY, B TOM YHCJIE
METOOOM CpaBHECHHA.

MeTomoM MaccoBOro mapaniesibHOro
CEKBEHMPOBAHMS OYIYT HCCIIENOBAHEI
BCE  HM3BECTHEIC K  HACTOSAIEMY
BPEMEHH TE€HBI, MyTallHd B KOTOPHLIX
OITHCAHE], KaK HEePBONPUIHHEL
PasBHTHSL PAasIUYHEIX (OPM HXTHO3A.
Hns sroro 6yner npumeHeHa IaHeNs,
BKIIFOYAIOIAs  TapreTHele obnacTu
renos ABCA12, ABHDS, ALDH3A2,
ALOX12B, ALOXE3, ANOSI ,
AP1B1, ARSE, BTK, CASP14,
CERS3, CLDNI, CLDN10, CSTA,
CTNNBI1, CTSB,

CYP4F22, DOLK, DSP, ELOVL4,

FERMT1, FLG, GJB2, GIB6,
GTF2HS, KDSR,

KRTI1, KRT10, KRT17, KRT2,
KRT9, LAMB3, LIPN, LOR,

MBTPS2, NIPALA4,
NLGN4X, PIGL, PNPLAI, POMP,

SDROC7, SERPINBS, SLC27A4,
SNAP29,

SPINK5, SRD5A3, STI4, STS,
SULT2BI1, TGM1, UGCG, VPS33B.
Omnpenencuue noKazarelnei
KJIETOYHOTO HMMMYHHTETA METOA0M
IIPOTOYHOMH UTOMETPHH ¢
HCIIONB30BAHHEM  MOHOKJIOHAIBHBIX
AHTHUTEN 151 aHaM3 YPOBHSA

Tpancnokanui NF-kB B momymanuax
TUMQOIMTOB  METOJOM  IIPOTOYHOM




LIUTOMETPHH C BU3yaIH3allueH.

AnHanu3s HKCIIPECCHH IeHOB
untepnedkunor IL-17, IL-23, IL-13,
IL-31, IL-5, xemoxmmoB (CXCLI10,
CXCL9, CCL17), a Taxxe TNF-a u
IFN-y B KOX€ MNalueHTOB IpH
nomornu Meroma [IIP B peanpHOM
BpeMeHH ¢ o0paTHOH TpaHCKpHIIIUEH

" HMMYHOTHCTOXHMHYECKOT'O
HICCIIE/IOBAHHS.
Bepudukarus dopmMbI  MXTHO3a

YKa3aHHbBIMU BEHINIE METOOHUKAMH, B
OT/IMYHME OT IIPUMEHSEMBIX CEroIHs
METOIIOB KJIIWHUYECKOH OLIEHKH
KOJKHOTO TIaTOJIOTHYECKOTO Ipolecca,
TIO3BOJIUT TIEPCOHAIM3KUPOBATh
TEpaEBTUYECKYIO TAKTHKY H
3HAYUTEIBHO [IOBBICHTh
3 PEKTHBHOCTE MEIUTHHCKOH
TTOMOIIH JETSIM C TSKEIBIM
HHBAIUIUIAPYIOLIHM
HACJICICTBEHHBIM 3a00JIEBAHKEM.

@opma oxazaHus MeIHIHHCKON IIOMOIIH ¢
NPUMEHEHHEM METOIA.

ITnanosas.

Bun MeIMUIMHCKON MOMOIIH, OKA3LIBAEMOI © Cneunanusupopannas,
IIPUMEHEHHEM METOJA.
YCIoBus OKa3anus MeHITHHCKON oMoy (Hanpumep, | CTanuoHapHasl.
aMOyJ1aTOpHO, B JHEBHOM CTAI[HOHAPE U T.I1.) C
IIPHUMEHEHUEM METO/A.
Meton CTaHIAPTHOM

Hazpamme METOA, IIPEIIOKEHHOTO JJIsI
CPaBHHUTEJILHOIO aHAaJIM34a.

nepmaTonomtlecxoﬁ OIICHKH KOXXHOI0O
IaTOJIOrHYECKOr0 mponecca.

ITonoBo3pacTHas XapakTepHCTHKA NAIHEHTOB,
KOTOPHIM OyJeT OKa3aHa MeUIIMHCKAS IIOMOIIb C
NPHMEHEHHEM METOA, IPEIIOKEHHOTO IS
CPABHUTEILHOTO aHAJIN3A,

et My»CKOro M >KEHCKOro Ioja B
Bo3pacte ot 0 1o 17 ner.

Kparkoe onucanue MeToia, NpeijiomKeHHOTO IS
CPaBHHTEILHOTO aHa/M3a ((hakTHYeCKHe JaHHBIE 10
9acTOTe IPUMEHEHH, BH[, (POpMa, YCIOBHA OKa3aHHsI
MEIHUIUHCKOH IIOMOIIM, HCTOYHHKH (QHHAHCHPOBAHHS,
CCBUTKH Ha JCHCTBHTENIEHBIC KIMHHYECKUE
PEKOMEHIALUH, B KOTOPLIX PEKOMEHIYETCS METO]
CpaBHEHHS, IPEHMYIIECTBA U HEIOCTATKH IO
CpaBHEHHIO ¢ MeTomoM KA).

Ha CETOIHSIITHIH JIeHb
pepuukanus QopMmer 3aboseBanus
BPOXICHHOTO UXTHO3a BCEr/a
OCHOBBIBAETCS Ha JAHHEIX
CYOBEKTHBHOH  OLEHKH  KOXKHOIO
[aTOJOIHYECKOr0 MpOoLecca BpavyoM-
IEpMAaTOIOrOM M HE T[03BOJSET C
NOCTAaTOYHOW TOYHOCTBIO IIOCTABHUTH
BEPHBIH JuarHo3. B cooTBeTCTBHMHU ¢
(enepabHBIMU KITMHHYECKHMH
pexomenganusamMu 2016 roma (ID:

KP202; URL:KP202) JTaHHBIE
GU3UKATIBHOTO  OCMOTpa  IAlHEeHTa,
KOTOPBIMH ~ ABJITIOTCS  CyXOCTB |

IEIYIICHHE KOXKH ¢ HOpPMHpOBAHHEM
YENIyeK M y4acTKOB YTOJIIEHHS — 3TO
HOCTOSIHHBIE CHMIITOMBI 3a007I€BaHus,
HO IIpH 3TOM pasNu4Hble (HOPMEL




MXTHO3a2 HMMEIOT CBOH OCOOEHHOCTH,
00yclIOBTEHHEIE THIIOM
HaclleNOBaHHA, KIIMHHYECKOH
BAapHAOEITBHOCTEI) M AcCONManueii ¢
IOPAXEHUEM  JPYIHX OpraHoB W
cucreM. JIaHHBIM MeTON IPOBOAMTCS

3a cyer cpeacte OMC  (st06.004,
5t06.006.).

5 AKTYaJIbHOCTE METO/IA JUIA 37paBOOXPAHEHNS, BKIIFOUas OPraHH3AHOHHBIC, KIMHAYECKHE K

IKOHOMHWYECKHE aCIIeKTEhI.

Howmep ncrounnka
UH(POpPMAaIHH B

[MapameTp 3HaYCHHE/OTUCAHNE CITHCKE IINTEePaTyPhl
(mpu
HE00XOMMOCTH)

B P® OTCYTCTBYIOT TOYHbBIC 1
SIHUAEMHOIOTHUECKHE JaHHbIE 0
PacpOCTPaHEHHOCTH PasiHYHBIX  (GOpM
HXTHO3A.

Pacnpocrpasennocts 8 PO
PacnpocrpanesHOCTE X-CLeIIeHHOTO

3a001MeBanust (COCTOSHIST)
UXTHO3a B HOMYIAIuH coctaBinger 1:2000—

NAIUCHTOB, MEAUIMHCKAT | | os1,

TIOMOIIb KOTOPBIM OyJIeT ) ’
Pacnpocrpanessocts ITACTHHYATOTO

OKa3aHa B pamMKax
KIMHAYECKOH armpoOaruu,
na 100 TEIC. HACCTIGHUS.

MXTHO3a B nomnyisiuu cocrtaBipier 1:200
000-1:300 000.

Pacnpocrpanennocts BPOXKICHHOH
OymnesHo HUXTHO3ADOPMHOM

SPHTPOJEPMHEH B IONYJISIHH COCTABIAET
1:300 000.

3aboneBaemocts B P (110
3ab0NeBaHAIO(COCTOSIHHUIO)
NAITUEHTOR, METHITHHCKAS
TIOMOLIB KOTOPEIM Oymet
OKa3aHa B paMKax
KIMHAYECKOH anpobanun,
Ha 100 TeIC. HacemeHH .

3ab0JIeBaEMOCTE HXTHO3a B IONYIAIMH B 1,2
3dBHCUMOCTH OT €ro (pOpMEI BapbHpYET OT
1:250 mpw ByIErapHOM  HXTHO3E IO
1:100000 mpu  ayTOCOMHO-pELECCHBHOM
BPOXIAECHHOM UXTHO3E.

Cwmeprrocts B P® ot
3a00JIEBaHMA(COCTOSHUS)
TAIHEHTOB, MEAIHHCKAS
TIOMOIIL KOTOPBEIM OyIeT
OKa3aHa B paMKax
KIHHAYECKOH anpobarim,

Iloxaszareny CMEPTHOCTH TIpH Pa3IAYHBIX 3,4
dopmax mxTHO3a pasmarcs. Tak, y
NAlHEHTOB B COCTOSIHMHM KOJIIOJAHEBOTO
IJI0Ja IPOIEHT CMEPTHOCTH cocTamser 11
% B IEPBYIO HEIEIIO XKHU3HHU, & IIPH HXTHO3E
AplexrHa NaHHBIM IT0Ka3aTellb IPEBBIIIAET

Ha 100 TBIC. HAaceeHwus. 50 %.

Ilokasaremu nepuuHOM U | MHGOpMarms  nepeudHOd u  oOmeit
00LIeH HHBANH/IHOCTH II0 HHBaIWIHOCTH o 3a0oneBaHwIO
3a00JIeBAHHIO OTCYTCTBYET.

(cocTosEm0O), Ha 10 THIC.
HaceJeHus.

Wnrre commansno-
3HAYHUMBIE CBEIEHHS O
JTAHHOM

VY NanMeHTOB ¢ BBIPAKEHHBIMH KOXKHBIMH
U3MEHEHMSIMH  MMEIOTCSL  CJIeNyIoIue
HapyLeHus KaTerOpui




3a00J1eBAHII/COCTOSHIH,

KU3HEIEATEILHOCTH L
CIIOCOOHOCTH K CaMOOOCIY)XHBAHHIO B
CBA3U c MYYHTEILHEIM 3yIIOM,
BBID@JKCHHBIMH W3MEHEHHAMH Ha KOXE,
CHIDKEHME crocobHocTH codmonaTe
JHYHYIO  THUTHEHY,  HYXIaeMOCTh B
pEryisiii¥ TOMOINM [APYIMX JIMI JUIs
NOCTOAHHOIO yXOZa 3a KoxeH: kymanws,
06paborku paHeBOH IIOBEPXHOCTH,
HaJIOXKEHUS  HAPY)XHBIX  CpPeACTB. 2)
CHIKCHHE CIOCOOHOCTH K OOIMEeHHIo
BCIIEICTBUE COLUMAJIBHOM Je3aganTaliy H3-
3a BBIPAXEHHBIX M3MEHEHHH KOXHOTO
IIOKpOBA M IIOCTOSHHOIO 3yIa, a TaKkKe
CHIDKEHHE CIIOCOOHOCTH K HE3aBHCHMOMY
CYLIECTBOBAHHUIO. 3) couHansHas
Jle3alanTanus M3-32 BBIPAKCHHOTO 3Yaa,

CHHIKCHHE

BBIP@XKEHHBIX KOJXKHBIX  BBICHIIAHWIA, a
TAKKe M3-32 HEOOXOJUMOCTH IIOCTOSSHHOTO
npuémMa IIpenapaTos CIHEIHATLHOIO
HA3HAYECHHS.

Y NanueHTOB ¢ BPOXKAEHHBIM HXTHO30M
OTMEYalOTCH HapyLIeHHs 370pPOBBI €O
CTOHKHAM PaccTporCTBOM byHKIMHA
OprasusMa, NPHBOIAIINM K OIpaHHYEHHIO
KU3HENEATEIBHOCTH M HEOOXOAMMOCTH B
Mepax COLMATBHON NONNEPIKKH, BKIHOYAs

peabUITHTAITHIO.
XapaKTepuCcTHKA OCHOBHBIM METOJIOM JHArHOCTHKH
CYINECTBYIOUIHUX METOLOB TAalHEHTOB C BPOXKAEHHBIM UXTHO30M B PO
(aETepHATHRHEIE B HAaCTOdIIee BpeMs ABIIIETCH
MpeIIaracMoMy ) cyOBeKTHBHAS OIIEHKA KOXHOI'0
BXOISINAE B IEPEYHHI MATOJIOTHYECKOI0 mpolecca  BpadoM-
OMC, BMII, B ToM uucie, | JepMaTOIOrOM.

¢ o0o3HaATCHIEM MeTona,
npeaiaracMoro ajna
CPaBHHUTENBHOTO aHaIIUu3a
(KO,I[, HAHMEHOBAHHE,
KparKoc OHHC&HI/IG).

[IpobeMsl TEKyIIEH

OTCYTCTBHG HCIIOJIB30BaHHUA B pYTI/IHHOfI

IIPaKTHKH OKa3aHus TIPAaKTHUKE TEHETUYECKOTO MeToaa
MEIHIUHCKOM [TOMOIITA BepudUKAIHH (HOPMBI MXTHO3a M OLEHKH
NaldeHTaM, MeJUIMHCKas | KJIETOYHOIO HMMYHHUTETA METO0M
TOMOTIb KOTOPBIM OyJIeT IPOTOYHOH maTodIyoMeTpun ¢
OKazaHa B paMKax BU3yaIU3aIUEH, 00yCIOBIHBAET
KIHHHYECKOH anpobamuu, | otcyTcTBHE 3 ¢eKTHBHOH METOIUKH
NOATBEPIKIAOIIHE TEpaIeBTHIECKOr0 BO3/ICHCTBHA npu
HEOOXOIMMOCTD JIAHHOM 3200NIEBaHAH.

IPOBEIEHMS KIIMHUYECKON

arpodarym.

Osxupnaemeple pe3ynbTaThl Buenpenue — HOBBIX  JHATHOCTHYECKHX

BHCOpCHHAs,
npennaracMoro K
IMPOBEOCHUTIO KJIMHUYECKOH

TEXHOJIOTHH TIpu 0OCIenOBaHHH HETed ¢
BPOXKIEHHEIM UXTHO30M TIO3BOJIAT
BHEIPUTh [IePCOHAIN3HPOBAHHYIO
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anpobauuu Metona. B Tom
YHCIIE OPraHU3aIHOHHEIe,
KJIHHAYECKHE,
3KOHOMHYECKHE aCIEeKTHI.

IATOTEHETHYECKYID IIOMOIUb JETSIM, YTO
BHECET 3HAYHUTENBHbIH BKIIaJ B
NpOGUNAKTHKY  paHHUX  OCIIOXKHEHHIH,
pa3sBUTHE TSDKENbIX WHBATHIM3UPYIONIHX
tdopm 3a0oeRanus H AKTUBHYIO
COLHATH3ATIIIO HaIHeHTOB. Hannas
METOAMKA TaKXkKe IIO3BOIHUT OIpPEACTUTh
0co0eHHOCTH FEHETHYECKOTO
noauMOppu3Ma BpPOXKIEHHOTO HXTHO3a Y
JeTeii B POCCHHCKOM MONMYJANIMH, 4YTO
IOCITY>KHT  OCHOBOM Ui pa3paboTku
TapreTHo# momomu B P® geTsaMm ¢ maHHOMR
op¢aHHO# natonoruei.

Chnucok AuTEpaTyphbl:

1. ®denepanpHEBIe KITMHHYECKHE pexoMeHami. MxTro3s y nereit. Coros mequarpor Poccum.

2016 rop.

2. Pigg MH, Bygum A, et al. Spectrum of Autosomal Recessive Congenital Ichthyosis in

Scandinavia: Clinical Characteristics and Novel and Recurrent Mutations in 132 Patients.
Acta Derm Venereol. 2016 Nov 2;96(7):932-937. doi: 10.2340/00015555-2418.

3. Chung, Michael et al. “Expedient treatment of a collodion baby.” Case reports in
dermatological medicine vol. 2011 (2011): 803782. doi:10.1155/2011/803782.

4, Jian, W., Du, et al. (2018). Prenatal diagnose of a fetus with Harlequin ichthyosis in a

Chinese family. Taiwanese Journal of Obstetrics and Gynecology, 57(3), 452-455.

doi:10.1016/j.tjog.2018.04.023.

6. HoBu3Ha MmeTona u (HHH) OTJIHYHE er0 0T U3BeCTHBIX aHaJIOTHYHBIX MECTOIOB.

Howmep ucrounmka
HHPOPMALHH B

INapamerp SHavenue/onucanne CITHCKE THTEPATYPHI
(mpu He0OXOAUMOCTH)
Mertoxn BepHHUKAIIH
(hopMBL BPOXKIEHHOTO

Haszpanpne InmpeararacMoro MeToaa.

HMXTHO3a Y MalHeHTOB OT (
no 17 mer ¢ npuMeHEHHEM
MacCcOBOTO MapaJIeNbHOTO
CEKBEHHMPOBAaHHA H
OIIpeleNIeH sl TIOKa3arenek
KIETOYHOTO0 KMMYHHTETA.

Crpana-pa3spaboTark MeToga.

CILIA, W3zpauns, Poccust.

Wctopus cozmanus MeToa (KOpoTKoO), €
yKa3aHHEM CCBUIOK Ha Hay4YHBLIE

B 2016 romy npoeeneHO
IIEpBOE HCCIIeOBAHHE
H3Y4YECHHS 3THOIOTHYECKHX
(haxTOpOB BOCIIANEHUA [IPH
BPOXKIEHHOM MXTHO3€ H

nyOnUKaIHH. ero
KOPPEIHH ¢
KIHHAYECKUMH (QOopMaMHu.
HexoTopsie dopmer

1,2,3
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BPOXKIEHHOIO HXTHO3a
NPOJAEMOHCTPHPOBAITH

yCHIICHHE IKCIIPECCHH
KJIETOK Thl7, uTo
KOPPeIHpOBao C
TAKECTHIO TeYCHUS
3aboneranus. Ilocme uero
B 2018 u 2019 rr. 6rum
NPOBE/ICHBI HCCIICOBAHM,
HaIlpaBJICHHBIC HA
H3Y4YCHHE TUTOKHHOBOTO
HpoduNs M KIETOYHOIO

HMMYHHTETA OOIBHBIX
BPOXKJIEHHEIM MXTHO30M B
COBOKYITHOCTH &
0COOEHHOCTIMHU
FeHETHYECKOTO
nonmuMophu3IMa u
9KCIIPECCHH TCHOB.
Ilony4yennsie JIaHHBIE
cTanu OCHOBOM InE|
000CHOBaHHS HOBEIX

NAaTONCHETHYECKUX IIyTeH
A YCOBEpPIICHCTBOBaHMSI
Teparnuu.

B  mHacTrosmee  Bpewms
BeJleTCsA pabora o
PACLINPEHHIO
TEPATIeBTUYECKOI0
apceHana a1 OOJBHBIX
BPOJKIACHHBIM  HXTHO30M,
OCHOBaHHas Ha TOYHOM
BepubuKamuy  GOpMBI U

KOMILIEKCHOH OIIEHKE
MMMYHHOTO cTaryca
ralueHTa c HENBI0
Ha3HAYEHUSI HEOOXOIHMON
IATOreHeTHYECKON
TEepaIuH.

ITInpoTa UCTIOIB30BAHMS METO/Ia Ha
CEroHAIIHMUI JIeHb, BKIIOYas
HCII0JIb30BAHKE B IPYTHX CTpaHAX
(baxTuyeckue qaHHBIE [0 BHEAPEHHUIO
MeT0/1a B KITHHHYECKYIO MIPAKTHKY ).

Ha ceropgmsimauit JmeHs
HK30MHOE

CEeKBEHHPOBAHUE "
HMMYHO(EHOTUIIHPOBAHUE
MPOBOJATCS TIALIHEHTaM C
BPOXIEHHBIM  HMXTHO30M
Ha Hase OTHENeHUs
IEpMATOJIOTHH C TPYNIIOH
na3epHOn XHPYpPrUuu
OI'AY HMHII 311 ¢ 2021
roga 3a CcYeT CpencTB

OJ1arOTBOPHTENLHBIX
(hoHI0B. ITpoTounas
IUTOMETPHA ABIIAETCA

PYTHHHBIM  METOOOM B
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AUATrHOCTHUYECKUX

nabopaTopusx.
Ilporounsle UTHUTOMETPEI,
3aperuCTPUPOBAHHEIE
PocanpaBranzopom, B
nabopaTopHOi
JMarHoCcTHKE AKTHBHO
HCIIONB3YIOT I OLEHKH
UMMYHHOI'O craTyca
IanyueHTa i
CBOEBPEMEHHOM

IIOCTAHOBKH JHarxHo3a.

OCHOBE KOMIITEKCHBIX
JHArHOCTHYECKHX
MEPOTIPHSATHI B CIIeICTBHE
OcHoBuble npenmMymectsa metoga KA 1o POTIP .
e u TOYHOU BepH(pUKATHH
CPaBHEHHIO C TeKyIIeH IpakTHKOH B POD.
tbhopmEI BPOKIICHHOTO

[Tepconndunuposanubit
NMOJXON K Tepalmud Ha

MUXTHO3a, 4TO IPUBENET K
nopbopy  3hdeKTHBHOM
[IATOr€HEeTHYECKOM
Teparuu.

Bosmosxknbie Henoctarku Meroga KA no | Jloporoeusua.
CPaBHEHHIO C TEKYLIECH IPAKTHKOH,

Crnucok aurepaTypbl:

1.

Paller AS. Profiling Immune Expression to Consider Repurposing Therapeutics for the
Ichthyoses. J Invest Dermatol. 2019 Mar;139(3):535-540. doi:10.1016/3.jid.2018.08.027.
Czarnowicki, T., He, H., Leonard, et al. (2018). The Major Orphan Forms of Ichthyosis
Are Characterized by Systemic T-Cell Activation and Th-17/Tc-17/Th-22/Tc-22
Polarization in Blood. Journal of Investigative Dermatology.
do1:10.1016/}.jid.2018.03.1523.

Malik, Kunal et al. “Ichthyosis molecular fingerprinting shows profound TH17 skewing
and a unique barrier genomic signature.” The Journal of allergy and clinical immunology
vol. 143,2 (2019): 604-618. doi:10.1016/j.jaci.2018.03.021.

Sitek JC, Kulseth MA, Rypdal KB, Skodje T, Sheng Y, Retterstal L. Whole-exome
sequencing for diagnosis of hereditary ichthyosis. J Eur Acad Dermatol Venereol. 2018
Jun;32(6):1022-1027. doi: 10.1111/jdv.14870.

Cheng R, Liang J, Li Y, Zhang J, Ni C, Yu H, Kong X, Li M, Yao Z. Next-generation
sequencing through multi-gene panel testing for diagnosis of hereditary ichthyosis in
Chinese. Clin'Genet. 2020 May;97(5):770-778. doi: 10.1111/cge.13704.




7. KpaTKoe OIIHCAaHHE M 4aCTOTa U3BECTHRIX H IIOTEHITHATHLHBIX PHCKOB IIPHMCHEHUA MEeTOoIa ONy
ITAITHEHTOB, €CNTH TAKOBBIS HMCIOTCA, U IIPOTHO3UPYEMBIX OCIIOKHEHHIA.

HanmeHOBaHMe BozmoxxHas Omnucanne Yacrorta Cpoxn Meron
IIPOrHOZHPYEMOTO CTENeHb OCIIOXKHEHHS BCTPEYaeMOCTH OLIEHKH KOHTPOJIs
OCTIOXCHEHHMS TSIKECTH OCTIOKHCHHA | OCJIOMHEHHS | OCJI0KHEHMS
OCJIO?KHEHH S

Bropuunoe Jlérkas IoxpacHenue 1% ITeperie 2 BuzyansHeiit
MHQUIHMPOBAHME | CTEMeHb KOXKH CYTOK OCMOTp
KOKH B 00NaCTH | THKECTH hopMUpoBaHrEM
3abopa duoncuu 'HOHHOTO

JKCCynaTa
KpoBoTteuenue 8 | Jlerkas Hesnauurensnoe | 1% ITeperie BuzyanbHsiii
obmactu 3abopa CTeNeHs KPOBOU3ITHAHHE CYTKH 0CMOTP
tuoncuu THKECTH H3 paHbl

HACBIIIEHHO-

KpacHOH KpoBH

8. CCBUIKH Ha JTMTEPATypPHEIE MCTOYHHKY [yOIMKalui Pe3yIbTATOR HAYYHBIX HCCIEN0BAHMIT
METOZa WM OTJIENBHEIX €10 COCTABIIIOMINX (B TOM YHCIIE COOCTBEHHBIX MyOIMKAINI) B
PCUCH3HPYEMBIX HAyTHBIX JKyPHAIAX U U3JAHHAX, B TOM YHCIIE B 3apyOeKHBIX KypHAIaX
(Ha3BaHMs XYPHANOB/M3TAHUI, HX UMIAKT-DAKTOP).

DQexepanbHble KIMHHYECKHE peKoMenannn. Mxtros y gereit. Coros memmarpos Poccum,
2016 ron.

Paller AS. Profiling Immune Expression to Consider Repurposing Therapeutics for the
Ichthyoses. J Invest Dermatol. 2019 Mar;139(3):535-540. doi:10.1016/j.jid.2018.08.027.
Paller, A. S., Renert-Yuval, Y., et al. (2017). An IL-17-dominant immune profile is shared
across the major orphan forms of ichthyosis. Journal of Allergy and Clinical Immunology,
139(1), 152-165. doi:10.1016/j.jaci.2016.07.019.

Czarnowicki, T., He, H., Leonard, et al. (2018). The Major Orphan Forms of Ichthyosis Are
Characterized by Systemic T-Cell Activation and Th-17/Tc-17/Th-22/Tc-22 Polarization in
Blood. Journal of Investigative Dermatology. doi:10.1016/.jid.2018.03.1523.

Paller AS, Czarnowicki T, Renert-Yuval Y, et al. The spectrum of manifestations in
desmoplakin gene (DSP) spectrin repeat 6 domain mutations: Immunophenotyping and
response to ustekinumab. J Am Acad Dermatol. 2018 Mar;78(3):498-505.e2. doi:
10.1016/j.jaad.2017.10.026.

Malik, Kunal et al. “Ichthyosis molecular fingerprinting shows profound TH17 skewing and
a unique barrier genomic signature.” The Journal of allergy and clinical immunology vol.

143,2 (2019): 604-618. doi:10.1016/j.jaci.2018.03.021.
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10.

Malik, K., He, H., Pavel, A, Wu, J. and Guttman-Yassky, E., 2020. RNAseq Profiling
Highlights Immune and Barrier Differences among Ichthyoses. Journal of Scientific
Innovation in Medicine, 3(3), p.11. DOT: 10.29024/jsim.65

Cheng R, Liang J, Li Y, Zhang J, Ni C, Yu H, Kong X, Li M, Yao Z. Next-generation
sequencing through multi-gene panel testing for diagnosis of hereditary ichthyosis in
Chinese. Clin Genet. 2020 May;97(5):770-778. doi: 10.1111/cge.13704.

Sitek JC, Kulseth MA, Rypdal KB, Skodje T, Sheng Y, Retterstel L. Whole-exome
sequencing for diagnosis of hereditary ichthyosis. J Eur Acad Dermatol Venereol. 2018
Jun;32(6):1022-1027. doi: 10.1111/jdv.14870.

Mypamkun H.H., Marepukun A M., Ambapusa D.T., Ennmes P.B., Onparun JIL.A., UsanoB
P.A., Kykonesa JI.C., Kynmosa JI.T'., IlymkoB A.A., ITomasanosa M.IO., Kossips S.B.
MynbTUMOPOUAHOCTE B JETCKOH JepMAaTONOIHMM: KIHHHYICCKHH mpuMep. Bormpock

coBpeMeHHON nemuarpun. 2020; 19 (6): 483-489. doi: 10.15690/vsp.v19i6.2155.

9. Musle ceeiennsd, cBa3anbble ¢ paspaboTkoit meToma. OTCYTCTBYIOT.

III. IHean u 323298 KIMHAYECKOH ANpPodauMu

10. JleranbHoe onucanue Lened ¥ 3a1a9 KIHHAIeCKOH armpoOarim:

Ilens: Ilpaktuyeckoe npumeHeHwe paspaboTaHHOTO W paHee HE NPHMEHABLIEIOCH

MeTOfa BepHQUKanuyu (POPMBI BPOXKIEHHOTO MXTHO3a y mamumeHToB oT 0 mo 17 nmer c
NPUMEHEHUEM MACCOBOTO IApajUIeIbHOIO CEKBEHHPOBAHHS M ONPEOCIICHHS IToKasareiei
KJIETOYHOT0 MMMYHHTETa A MOATBEP KIOCHHS [JOKA3aTENBECTB €0 KIHHHKO-9KOHOMHYECKOH
3¢ EKTHBHOCTH.

3anmagy;

1. CpaBHHTH KIHMHUYECKYIO 3 (eKTHBHOCTE MeTona «BepUdHuKaysi HOPMBI BPOKISHHOTO
uxTHO3a y namueHToB oT 0 mo 17 JjleT mprMEHEHHEM MAacCOBOrO MNapallieIbHOTO
CEKBEHHMPOBAaHMs M OIpENelIeHHs IIOKasaTelledl KJISTOYHOI0 HMMYHHTETa» C METOHOM
CTaHIapTHOM JEePMAaTOJIOTHYECKOH OIIEHKH KOXKHOTO IAaTOJIOTHYECKOro Ipolecea.

2. CpaBauTs 0€301IaCHOCTE MeTONA «BepHGHKanMsa (OPMBI BPOXIEHHOIO MXTHO3A B

ACTCKOM  BO3PACTC Ha OCHOBAHHH MAaCCOBOI'0 IIApallJICIIBHOI0 CCKBCHUPOBAHUA H
OIIpeaCIICHHA TIOKa3aTeled KIETOYHOTO HMMYHHTETa» € METOOAOM CT&HI[apTHOfI
ﬂepMaronoquecxoﬁ OII€HKH KOXHOI0 IMaTOJIOTHYCCKOro IIpoIecca.

3. CpaBHUTE KIMHHKO-3KOHOMHUYECKYIO 3((EeKTHBHOCTE METONa «BepHGHKAIms (OpMEI

BPOXACHHOTO HMXTHO3a B HETCKOM BO3pacTe€ Ha OCHOBaHHUH MacCCOBOI'0 IIapallNICIBHOIO
CCKBCHHPOBAHKA H OIIPEOCICHHA Mmoxazarened KIeTOYHOIO HMMYHHATETa» C MCTOIOM
CTaH,HapTHOf‘I ,uepMa"ronoquecmﬁ OIIEHKH KOXXHOI'O IMaTOJIOTrHYeCKOT O IIpoIecca.

IV. Inzaiin K 1nHU4YecKoH anpodauuu

11. HaquaH 000CHOBAHHOCTE U HJOCTOBCPHOCTD INOJYYCHHBIX Ha CTaIHH pa3pa60TKH MCTOOA
JaHHbIX, BKIIOYad JOoKa3arejlbCTBa €ro 0e30IaCHOCTH.

B cootBeTcTBHE C HayYYHbIMH JaHdbIMH ITOCIHCOHHUX JICET, 3ab0eBaHMs W3 I'pYIIIIGI

BPOKJACHHOIO MXTHO3a HMEIT MMMYHOJOTHYECKYH) TeTepPOreHHOCTh, OOYCIOBICHHYIO
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CeNUDUUSCKAMHE — MyTaIMAMH  [CHOB, KOJUDPYIOIIHX  CTPYKTYPHO-QYHKIHOHATIBHBIE
KOMIIOHEHTBL SMUAEPMaNbHOro Oapeepa. Tax, BelABIeHa wu36BToYHas axtupamus ICOS
(MHIYLUPYeMBIH KOCTHMYIATOp T-KIeTOK, HHIYIUPYEMBIH KOCTHMYJIATOP), OCOOEHHO mNpH
OMH/ICPMONTATHYECKOH ~ (opme wuxTHO3a. OGHAPY)KEH IIOBBINEHHEH YpOBEHb T-KIETOK,
npoxymupyromux IL-17, 11-22, IL-23, xapaxtepnsie mus curapoma Hereprona u BPOKIACHHOM
UXTHO3H(OPMHOH apuTponepmun. Takie ObUIO OTMEYEHO MOBBINEHHE ypoBsHed Th2-kieTok,
nuToTOKCHYeCKHX T-Kmetok u Th9 — Knerok, 1o CpaBHEHMIO CO 3IOPOBEIMH JIMIAME [1]. V
MTAIIHCHTOR C BPOXKACHHEIM MXTHO30M H3-3a MyTalnuil B reHe DSP, KOAUPYIOMEM IeCMOIUIAKAH,
HaOIIOIATIOCh 3HAYHTENBHOE CHHIJKEHHE CTEINECHH TSOKECTH TEUEeHHsS MXTHO3a (ymeHBIIEHHE
OPHTEMbI ¥ BBIDDKEHHOCTH INCIYIICHHS) ¥ TPAHCONMIEPMANBHOM IIOTEPH BOMBI IIpH
HCIIOTIE30BAHMA I€HHO-MHXKEHEPHOTO OHONOrMYECKOro IIperapara yCTeKuHyMaba, KOTODBI
uHrudupyer 1L-12/23, YTo MOTONHMTENLHO MONYEPKHBAECT PONH HMMYHHOIO BOCIAJICHHS C

BOBJICUCHHEM T-KJIETOK B KOXKE, CEKPETHPYIOIUX NPOBOCIATHTEIbHbE UTOKHEEI 1L-12 1 IL-
2312, 3].

B uccnenosanun J[.C.CaTexa u coaBT. [4] B Teuenme 3-X Jer GONBHBIM HXTHO3OM,
IIOCTIENOBATEIBHO MOCTIMTAIIM3HPOBAHHBIX B KIMHUKY YHUBEPCUTETCKOH OONBHUILL, B KAYECTRE
TCHCTHYECKOTO  HMCCACNOBAHUS OBUIO TPENUIOKEHO IONHOIK30MHOE CEKBCHHPOBAHHE C
IOCIE/YIOWMM  aHalTH30M TCHOB, CBS3aHHBIX C HXTHO30M. [ €HETHYECKHe BapHAHTEL
BBI3BIBAIOIIME MXTHO3, BBUIBICHEL ¥ 27 u3 34 obenenoBanHeix OonpHbx (79,4%). Beero 6vura
obuapyxera 31 npuuuHHAs MyTanus B 13 remax, swnouyas 12 HOBEIX BapmanToB. TGMI 65wt
HAaHbOJICe 4YacTO MYTHPOBABINHM IGHOM, HA KOTOPBIA NpHXOmENOCh 43,7% NANHEHTOB,
CTPANAOMUX aYTOCOMHO-PELECCUBHEIM Bposk/ieHHEIM HXTHO20M (ARCI). Takum o6pazom,
MOJIHODK30MHO€  CEKBEHHPOBAHHE IpeAcTaBiAeTcs SGQEKTHBHBIM HHCTPYMEHTOM A
BBIABICHUS MOJICKYJSIDHOH IPHYMHBEI Yy [AlHEHTOB C HACIEACTBEHHBIM HXTHO30M,
HaOMIONAEMBIM B KIIMHUYECKOH IPAKTHKE, ¥ €r0 CIIEAYeT PACCMAaTPHBAThH KaK TeHeTHUECKHIT TecT
IIEPBOIO YPOBHS y TaKWX nanueHTos. B uccnenopanuu Yenra ¢ coarT. [5] npuMeHeHne METONOB
NGS ycmemmo oOnpefenHio MOJNCKyISpHYO NpH4uHy 91% HACIEICTBEHHBIX HXTHO30B.
[Ipens3aTocTs NepBOHAYATBHON NHATHOCTHKH TAKXKE MPOJEMOHCTPHPOBANA IIPEBOCXOICTEO
Texuonorun NGS B IHarHOCTUKE PAaHHEro Hepas3IHIUMOT0 HACTEACTREHHOrO MXTHO3A.

Herounmem:

1. Czarnowicki, T., He, H., Leonard, et al. (2018). The Major Orphan Forms of
Ichthyosis Are Characterized by Systemic T-Cell Activation and Th-17/Tc-17/Th-22/Tc-22
Polarization in Blood. Journal of Investigative Dermatology. doi:10.1016/.jid.2018.03.1523.

2. Paller AS. Profiling Immune Expression to Consider Repurposing Therapeutics
for the Ichthyoses. J Invest Dermatol. 2019 Mar;139(3):535-540. doi:10.1016/j.jid.2018.08.027.

3. Paller AS, Czarnowicki T, Renert-Yuval Y, et al. The spectrum of manifestations
in desmoplakin gene (DSP) spectrin repeat 6 domain mutations: Immunophenotyping and
response to ustekinumab. J Am Acad Dermatol. 2018 Mar;78(3):498-505.€2. doi:
10.1016/j.jaad.2017.10.026.

4. Sitek JC, Kulseth MA, Rypdal KB, Skodje T, Sheng Y, Retterstal L. Whole-exome
sequencing for diagnosis of hereditary ichthyosis. J Eur Acad Dermatol Venereol. 2018
Jun;32(6):1022-1027. doi: 10.1111/jdv.14870.
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5. Cheng R, Liang J, Li Y, Zhang J, Ni C, Yu H, Kong X, Li M, Yao Z. Next-generation

sequencing through multi-gene panel testing for diagnosis of hereditary ichthyosis in Chinese.
Clin Genet. 2020 May;97(5):770-778. doi: 10.1111/cge.13704.

12. Onmcanne nusaifHa KIIMHUYECKOU ampobaniy, KOTOpOe TOJDKHO BKIIFOUATH B Ces:

12.1. Vkazanue OCHOBHBIX H JJOIIOJHUTEILHEIX (IIPH HAIIAYHH) UCCIETYEMBIX TapaMeTPOB,

KOTOPEIC 6y,HYT OLICHHBATLCH B X0/I€ KIIMHUIECKOH anpo6aunﬁ;

Ne [Tapamerp

I | Ananus aHamHe3a 3a00JIeBaHus.

2 | OueHKa KpHTEPUER BKITIOYEHHA/MCKITIOYSHHUA.

3 | usuxanshoe obcnenoBaHue.

4 | Ouenka nabopaTOPHBIX MCCIENOBAHME (BHOXMMHUECKHUI aHANM3 KpPOBH, KIMHHYECKHH aHATH3

KPOBH, aHAIIM3 MOYM, KaJia).

5 | Onenka TsSKeCTH UXTHO34 ¢ TOMOUIBIO Haekca IASL.

6 | OueHKa HAMHYHS KEPATHTA W SKTPOIHOHA.

7| Onenka pesynptaTor Y3U opranos GPrOLIHOM TONOCTH, OYEK H MOYEBOTO IMy3bIps, DXO-KI .

8 | Onpenenenste  MMMYHOJOTHYECKMX — HApylleHHMH  T-KIETOYHOrO 3BEHA € [OMOIIBIO
UMMYHO(EHOTUIIUPOBAHUS NEPUDEPUUCCKOM KPOBH.

9 | AHanus pesyNbTATOB MONEKYNAPHO-TeHETHYECKOTO HCCACNOBAHHA METOIOM CeKBEHMPOBAHMA
HOBOTO [OKOJISHHA.

10 | Ompezenenue ypoBHS 3KCIIPECCHE IPOBOCIIATHTENBHEIX INTOKHHOB W HATHIHS MMMYHHEIX
KIETOK B KOXKE C IIOMOINBH) [ATOJIONOAHATOMHYECKOrQ HCCICIOBAaHUA OHOICHHHOIO
MAaTepHana ¢ NPEMEHEHHEM HMMYHOTHCTOXHMHYECKHX METOI0B.

11 | Hanuuue ocmoxkHeHuid 0CHOBHOrO 3ab0eBanus.

12 | CreneHb WHBANMAM3ALHH.

13 | YpoBeHr HHBANHAUZAIIHH.
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12.2. Onmcanue nuzaiina KITHHEYeCKOH anpobanuu ¢ rpaduyeckoii cxeMoii (3Tamnsl 1
NPOLENYPEL, & TAKKE CPOKH H yCIIOBHA HX ITPOBEICHHS, HHOE):

JAu3aiiH ucciie0BaHuA:

Habop nmanmenToB, 50 Man#eHTOB ¢ KIMHHYECKAME [POSBICHUAMH

BPOMKJACHHOT0 uxTHOo3a (2022-2025 rr.)

A
['pynmna naimenToB, y4acTBYIOIIUX B KIHHUYECKOM [MaupenTsl, NONyYaOUHe MEIHIIHHCKYIO

anpobaruu, n = 25 IIOMOIIL 3a ¢9€T cpencrs OMC, n =25

—

MonexynsapHo-reHeTHYECKOE
MCCIIEZIOBAHUE METO/IOM CEKBEHHPOBAHHS HOBOTO
MOKOJIEHHS C LeNbIo BepuduKarus Gopmsl
BPOJKICHHOI'0 HXTHO34.

v

[TpoBenieHue MPOTOYHOMN IUTOMETPHH C
HCII0JIb30BAHMEM MOHOKJIOHANBHBIX aHTUTE! B
anamu3 ypoBHs Tpadciokamuu NF-kB B
NOMY/IALUAX TUMQOITUTOB METOIOM IIPOTOYHOM

LATOMETPHUH C BU3YyaU3aluei 4

N YcraHoBIeHHE KIMHHYECKOH GOpPMEI

3 Mecsla

BPOXKJICHHOIO HXTHO3a IIyTEM CTAaHIAPTHOH
JIEPMATOIOrMYECKOH OIIEHKOM KOXKHOTO
TIATOJIOTHYECKOIO IIporecca

AHaH3 9KCIPECCHH TeHOB
IIPOBOCIIAIMTETHHBIX IIUTOKHHOB B KOXKE
nanueHToB npu nomoury Merona [P B peansroM
BpeMEHH ¢ 00paTHOW TpaHCKpPUIIIACH

v

[TaTonoro-anaToMu4ecKoe HCcie 0BaHnue
OUOICHIHOTO MaTepHasa ¢ IPUMEHEHUEM
MMMYHOTHCTOXHMHYECKOTO METO/Ia

v

VYcTanoBIeHHe ¥ CONIOCTABIIEHHE
KJIMHUYECKOH (DOPMEI BPOIKACHHOTO HXTHO34a ¢
IAHHBIMH PE3YJIbTATOB KOMILTIEKCHOTO
oOcnenoBanus

v y

Br1bop TepaneRTHUECKOM TAKTHKH MOCIEAYIOIIEro BENCHH MalieHTa

.

AHanu3 [OTy4YeHHBIX JaHHBIX

3 MecsauLa

12.3. Onucanne MeToJa, HHCTPYKIMH 110 €r0 IPOBE/ICHHIO;

MeTomoM MaccoBoro mapajaebHOIO CEKBEHHPOBAaHHs OyIyT MCCINIEOBAHBI T€HBI, MyTallMH B

KOTOPBIX OIHCAHbI, KAK MEPBOIPUYMHEL pasBUTUS pasiuaHblX GopM HXTHO3a. [ 3Toro Oyner
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NPAMCHEHA IaHeIb, BKIIOYaromas TapreTuele obmactu renos ABCA12, ABHDS, ALDH3A2,
ALOX12B, ALOXE3, ANOS1 , AP1BI, ARSE, BTK, CASP14 , CERS3, CLDN1, CLDNI10,
CSTA, CINNBI, CTSB, CYP4F22, DOLK, DSP, ELOVL4, FERMTI1, FLG, GJB2, GJB6,
GTF2HS5, KDSR, KRTI1, KRT10, KRT17, KRT2, KRT9, LAMB3, LIPN, LOR, MBTPS?2,
NIPAL4, NLGN4X, PIGL, PNPLA1, POMP, SDR9C7, SERPINBS, SLC27A4, SNAP29,
SPINKS, SRD5A3, ST14, STS, SULT2B1, TGM1, UGCG, VPS33B.

[loxasarenu KieTouHOro HMMYHHTETa OY/yT H3Y4YEHBI METOAOM IPOTOYHOM IUTOMETPHH
C HCIOJb30BAHHEM MOHOKJIOHANLHEIX aHTUTEN. AHamu3 ypoBHS TpaHcihokamuu NF-kB B
MO IANHAX TUMGOLIHUTOB OyAeT MPOBEAEH METOOM IPOTOYHON HUTOMETPHHE C BH3yalH3al[Hei.
[lokaszaTenu KIeTOYHOro MMMyHHTETa M KommdecTBO MDSCs GyayT onpeaeneHsl ¢ IOMOIIBIO
IIPOTOYHOTO LHUTOGMIYyOPHMETpA ¢ MCHO/Ib30BaHHeM MOHOKIOHIGHBIX anTHTen (MKAT). Ilpu
HCCIIEIOBAHHH HMMYHHOTO cTaryca OyAeT OIpene/ieHO KOJMMYECTBO OCHOBHBIX H MAaJIbIX
nomynsauui mamMponuTos B peruone CD45+: CD3+ (T-mamdonuter), CD3+CD4+ (T-xenmepsr),
CD3+CD8+ (umtoTokcuyeckue T-mumdonnter), CD3-CD19+ (B-numponute), CD3-
CD16+/CD56+  (NK-kmetrku), CD3+CD16+/CD56+ (TNK-knetkn), CD3+HLA-DR+
(axTuBupoBannsle T-mumdonuter), CD4+CD127lowCD25high (Treg), CD4+CD25+CD127high
(axTuBupoBanHple T-xemmepe-Tact) u CD3+CD4+CD161+ (Thl7-mambormter). s
BBIIEIICHHS KIETOUHBIX HMOMYJIANUN OyAyT HCIOIB30BATHECS MOHOKIOHAMBHBIE aHTHTena: CD19-
PE, CD4-PE, CDS8-PE, CD (16/56)-PE, CD127-PE, CD161-PE, CD3- ECD, CD4-PB, CD25 PE-
Cy7. Ina merexuuu NF-kB Oyner npumenstecs Anti-Hu NF-xB (p50) Alexa Fluor 488, a mus
OKPacKH s17ipa — QIyopecieHTHEIN Kpacutenb 7-AAD.

MMMYHOTHCTOXMMHYECKOE  HCCIEOBaHME  OymeT  IpPOBENeHO ¢  [OMOIIBLIO
HMMYHOCTEHHEPA aBTOMATHYECKOTO.

12.4. Oxunaemast IpoJ0JDKATEIBHOCTE YUACTHS [TAIIMEHTA B KIIMHHYECKOM anpobaluu,
OIMHCAHKE MMOCIEAOBATENFHOCTH H MPOIODKUTETHOCTH BCEX MEPHOI0B KIIMHHYECKOM
arpofalinu, BKITKOYas Iepro/I MOCIEayIonero HabmoeH s, eClTH TAKOBOH IIPelyCMOTPEH;

[lepron npoBeneHUss KIMHUYECKOH anmpodaryy oT MOMEHTA BKIFOYEHHS MEPBOrO MalueHTa 0
OKOHYaHHs HaOMIOJeHMs] 3a [IOCHENHMM BKJIIOUEHHBIM mamuenTom: 2022-2025 rr.
[TpomomxuTenbHOCTh KITMHHYECKOH anmpobaruu: 3,5 rona.

Pacnpenenenue nauuenTos no rogam: 2022 r. — 5 mauuenTtos, 2023 r. — 10 naruenTos, 2024 r. —
10 marueHToB.

[TpoaoKUTENEHOCTE HAOMIOAEHHS O/IHOrO NarpenTa: 6 Mecsues u 5 JHei.

1 Dran. Crammonaproe oOclienoBaHue MAaMEHTOB B COOTBETCTBHH C METOIOM KIHHHYECKOMH
arrpobanuu.

2 Dran. Habmopenue nanuenTa B aMOyJaTOPHBIX YCIOBHAX.

[leprbiit aMOyIaTOpHBIA IIpHEM Uepe3 3 MecsIa Iocie rocIHTalH3alHH.
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Bropoii ambynaToprbiit ipuem depes 6 MecsIEB HOCTE TOCTIHTATH3AIAN,

12.5. Tlepedens NaHHBIX, PErHCTPHPYEMBIX HETIOCPENCTBEHHO B HHAMBUIYAILHON
PETUCTPAHOHHON KapTe KIMHUYIeCKOH anpobaluy MeToa (6e3 3anHECH B MEAUMIMHACKOMH
AOKYMCHTAIlMH MALHEHTA) ¥ PACCMATPHBAEMBIX B KAUECTBE IIaPaMETPOB, YKA3aHHEIX B
nyHKTE 12.] HACTOSIIEro [POTOKOJIA KIMHHYECKOH arpoGari.

Perncrpupyemeie nannpie

1 3Tan

2 oran (3 mec)

3 sTan (6 mec)

ABaK3 aHaMHe3a 3a00/1eBaHus.

X

OneHka kpuTepHes
BIJTFOYECHHS/ HCKITIOYECHHU .

X

Ou3znKansLHoe o0cHeoBatHe.

JIaboparopHsie Hece[OBaHU
(buoxmMuYecKuit aHaIH3 KPOBH,
KIHHHYECKUH aHATH3 KPOBH,
aHaI|3 MOYH, Kana).

Wuneke tsaxecty nxtrosza [ASI.

JmarsocTuka kepatura u
9KTPOIHOHA.,

Y3H oprasoB OpronrHo#H MOI0CTH,
IOYeK ¥ MOYeBOro myssips, 3X0-
KT.

AHanu3 pe3ynsTaToB MOJIEKYIIIPHO-
FEHETHYECKOrO UCCIIEOBAHMS
METOIOM CEKBEHHPOBAHHUA HOBOTO
[IOKOJICHHUSA.

Onpezenesne HMMYHOJIOTHIECKHX
Hapymenui T-Ki1eTogHoro 3BeHA.

OnpeneneHye YPOBHS 3KCIIPECCHH
NPOBOCTIIATHTEIBHBIX IIATOKUHOB U
HAJIMYMS UMMYHHEIX KIETOK B KOJKE.

Hammywe ocnoxuennii 0CHOBHOTO
3a00neBanus.

CreneHb HHBATUIM3ALMM.

YpOBeHb HHBATHIU3ALIHH.
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13. Kputepuu BKIFOUEHHS TaI[UEHTOB,

[Tapamerp KpuTepuii BKIIOYEHHUS TIALIHEHTOB
Haumenopanue Bpoxnenueriit nxtros (Q80).
3aboneBanus

(cocTosHMS) MAlHEeHTa B
cooTBeTcTBUM ¢ MKB-10

Kopn 3abonepannsa
(cocTosHus) MaUEHTa B
cootBercTRuM ¢ MKB-10

Q80.0 — MxTio3 mpocToi;

Q80.1 — MxTmHo3, cBs3anHBii ¢ X-XpoMOCOMOI (X-cuemreHHsi
UXTHO3);

Q80.2 — ITnacTiHyaTHIH (TaMeIUIAPHEIT) HXTHO3;

Q80.3 — Bpoxnennas OyInesHas XTHO3H(MDOPMHAST SPHTPOJEPMIS,
Q80.4 — MxTro3 mnona (wiox Apiekun);

Q80.8 — [lpyro# BpoXKICHHBIH HXTHO3;

Q80.9 — Bpos/1eHHbIN HXTHO3 HEYTOYHEHHBIH.

ITon mammenTor

MyKCKOH, JKEHCKHIA.

Bo3pact nanueHToB

ot 0 go 17 ner.

Hpyrue BO3SMOXHOCTE  BBIIONHATE BCE IIPEIYCMOTPEHHBIE H3afHOM
JOTIOJIHATEIbHBIE IPOLEIYPHL.
CBEJICHUS

Hanuume noammcanHOro WH(OPMHPOBAHHOTO JOGPOBOIBHOTO

cornacus Ha yqactue B KA.

14. KpuTepun HeBKITIOYEHHS [TAI[HEHTOB.

KpurepHii HeBKTIOUEHHS IALHEHTOR

1 | JlioBsle comyTeTByromue 3a00ICBAHIS HITH OTIHYHbLIE OT HOPMBI
n1abopaTopHbIe MOKA3aTeNH, KOTOPBIE MOI'YT IIOBJIHATh Ha Y4ACTHE IAllMEHTA B
KJIHHHAYECKOH anpobaluy corjlacHo KIMHUYIECKOH OIIEHKE BpaJa.

2 | KenuuHe! B 1epuoi 66peMEHHOCTH, POJIOB, B IEPHOJ IPYJHOrO BCKAPMIIMBAHHS.

3 BOCHHOCJ’I}’)K&H.[HG, 34 HCKIIOYEHHEM BOSHHOCIYKAIUX, ITPOXOIAIIAX BOCHHYIO CH)’)KGY

[10 KOHTPaKTYy.

4 | Jluna, cTpaiaomuye NCHXHYECKHMH PACCTPOIHCTBAMH.

5 | Jlama, sanep:KaHHbIC, 3aKIIOYCHHBIC IOJ[ CTPAXKY, OTOBIBAIOINME HAKA3aHWE B BHIE
OpraHu4eHus cBOOOIbI, apecTa.

15. Kpureprn HCKIFOYEHHs NAIMEHTOB U3 KIMHUYECKOH arnmpobanus (0CHOBaHYS [IPEKPAIeHUS
IIPUMEHEHHS allpoOHpPyeMOro MeToIa).

Ne Kpurepuii HCKIIOYEHUs NTALIHEHTOB

IlepronMIHOCTE OLIEHKH KpUTEpHS]

1 CoupanbHble WIH HHBIE IPUUHHBI, KOTOPEIE MOTYT

MPEensTCTBOBATh POBEAESHHIO PEryIIpHEIX

MEIHLUMHCKHX 00CIenNoBaHm.

1 pa3 B 3 mecsua

2 OT3bIB cornlacus Ha ydactue B KA.

1 pa3 B 3 mecsaua
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VL. Meauuunckas IoMoms B paMKAX KIHHHYECKOH anpodanun

16. Bun, dopma 1 yenoBms okasanus MeIHIMHCKOH TOMOLIH,

Bun MeqmMIuHCKOH HOMOIIH - CIICHHATH3HPOBAHHAS MeIUIMHCKAS IIOMOIIb B pAMKAX
KIMHHUECKOH anpodauuu.

Dopma okazaHuA MEAUIHHCKON TOMOIIH - IAHOBAsS MEIMIMHECKAA IIOMOLI.

YcnoBusa okazanus MEUITUHCKOM TOMOIIH — CTAITHOHAPHO H aM6yJ'IaT0pHO.

17. Ilepevens MEIMIHHCKUX YCIYT (MEIUIIMHCKUX BMEIIAaTeNbCTR).

Ne | Kog MY Hammenosanue meauumackol yemyru | Kpatnoers | Llens HasHaueHus

1. | B01.031.006 IMepBuyHbIH 0CMOTP B |1 Ouenka COCTOSHUA
KPYTJIOCYTOUHOM CTaIloHape (0CMOTp HaluuenTa H
B TNpPHEMHOM  OTHOJeHHH, cOop oIpesieneHue
aHaMHe3a, O(OpPMIIEHHE  HCTOPHH BO3MOYKHOCTH
Gonesnu, COCTaBIeHHE nIaHa TOCTTHTATTH3ATIHH
[EPRUYHBIX HAZHAYEHHI)

2. | B01.031.008 Ocmotp BpadoM-criepanucToM | | YeraHosiieHue
KPYIJIOCYTOYHOI'O  CTalMoOHapa B KJIMHUYECKOTO
oraeneHWd  (BpaueOHBIH  OCMOTP, IUarHosa
COCTaBNIEHHE TUIaHa ODClenoBaHUS M «BPOYKIECHHBIA HXTHO3Y,
neveHus, oQopMiIeHHe BBIIMCHOTO COCTaBJIEHUE IiaHa
SMUKPH32) obcnenopanus H

JIeYeHu, aHaIH3
MOJyYEHHBIX  JIAHHBIX
nabopaTopHEIX H
HHCTPYMEHTATBHBIX
METO/IOB
obcrenoBanus,
HaOnofeHHe mauueHTa
B YCNOBHAX CTallMOHapa

3. | B05.070.066 Beneunue nanyeHTa B KpyriocyTouHoM | 1 ITpoBenenue
CTALMOHAPEe, COCTaBIIEHUWE BHIITMCHOTO obcnenoBaHus,
BMUKpH3a no pe3ynasTaTaM oopmnenue
obcnenoBaHus MEHLIMHCKOM

JOKYMEHTaLHUH

4. | B01.008.002 Ilpuem  (ocmoTp,  KOHCYyIbTALWsA) | 2 Cocrasnenue 71aHa
Bpaya-1epMaTOBEHeposIora, obcnenoBaHus H
TIOBTOPHBIA JICYEHHHA, aHalu3

TIOJTYYEHHBIX  JaHHBIX
nabopaToOpHBIX H
HMHCTPYMEHTAJTbHBIX
METOMOB
obcnenosanus,
BelieHHe W HaOIIoOeHHE
NauueHTa B YCIOBHAX
CTAMOHAPA, KOPPEKLMs
JIeUeHHS

5. | B01.029.001 [lpuem  (ocmoTp,  KOHCynbTanms) | 1 HcwmoueHne kepartura,
Bpaya-o(hTabMONIOra, NepBUIHbIH npoHITaKTHKA

9KPONHOHA

6. | B01.006.001 [lpuem  (ocMOTp,  KOHCYJBTALMA) | | AHanmu3  pes3ysIbTaToB
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Ne | Kop MV Haumenosanune meaunuuckoit yenyrn | Kparrocts | Hens naznagenus
Bpava-reHeTUKa NepBUYHBIH CEKBEHHPOBaHHSI
9K30Ma
7. | A04.16.001 VneTpassykosoe HccenoBanue | | Hexmouenue
OpraHoB OptoLuHOi# NOJIOCTH IIATOJOrUH OpraHoB
(koMIIeKCHOE) HprowHoi nosocTH
8. | A04.12.001.009 | VaeTpaseykoroe HccienoBaHHe royex | 1 Hermouenne
H MOYEBOrO My3bIpA C AYTUJIEKCHBIM MaToJIOTMH  TOYeK U
CKaHHPOBAHHEM COCYIOB MOYEBOTO ITy3bIps
9. | A04.10.002.006 | Oxoxapauorpadust ¢ JoNMIEPoOBCKuM | 1 Hcxmovenne
HCClIeIOBAaHHEM IaTOJIOTHH CepaLa
10. | B03.019.030.002 | CexBennponanue KIMHHYecKoro | 1 Bepudukauns  ¢opmsl
3K30Ma C MOCHEAYIONIEN Balugauueit 3aboneBaHuA
BBISIBIEHHBIX reHeTHYECKUX
BApHAHTOB, MABIAIOIIMXCH Haubonee
BEPOATHOM NPUYMHOI 3a00eBaHH
11. | B03.016.006 OB1uii KITMHUYECKHH aHATTH3 MOYM 1 Hexmodenne
HHDEKIH MOUYEBBIX
yTen
12. | B03.016.002.001 | O6wmii (xiuHWYeCKuit) aHanK3 Kposu | 1 HckmoyeHne aHeMHH U
C OUEHKOH MOPGOIOrHH KNEeTOK KPOBH BOCIIAJIMTENIBHBIX
BPaYOM-LIUTOIOTOM U3MEHEHHH KPOBU
13. | A09.05.017 Hccnenopanne ypoBHS MOYEBHHBI B | 1 Onenka byHKUIH
KPOBH MOYeK
14. | A09.05.020 Hccenenoranue ypoBHS KpeaTHHHHA B | 1 Ouenka GbyHKIMH
KPOBH NIoueK
15. | A09.05.042 Onpenenenue aKTUBHOCTH | 1 Hcknouenue
alaHMHAMMHOTpaHc(epasbl B KPOBH NIaTONIOTHH
renaro0uinapHo#
CHCTEMBI
16. | A09.05.041 Onpenenenne aKTUBHOCTH | 1 Ucknrouenne
acrapraTaMHHOTpaHchepasbl B KpOBH NaTOJIOTHH
renato0WIHapHOkH
CHCTEMBI
17. | A09.05.021 Hcenenosanwe  ypoeus  obmero | | Hcekmouenne
OunnupybuHa B KpOBH I1aTOJIOrHH
rernatodunuapHon
CHCTEeMBI
18. | A09.05.022.001 | Mccnenosanue ypoBHs OwnupybuHa | 1 Hcrmouenue
CBSI3aHHOTO  (KOHBIOTHPOBAaHHOIO) B [aTOJIOr MU
KpOBH renaroOHIMapHOR
CHCTEMBI
19. | A09.05.011 Hccnenosanue ypoBHs anpbymuHa B | 1 Onenka CTeIleHH
KPOBH norepu Oeika dyepes
KOKHBIH IMOKPOB
20. | A09.05.010 Heceneposanme yposHs obwero Genka | 1 Ouenka CTeNeHH
B KPOBH norepu Oenka 4vepes
KOKHBIH [IOKPOB
21. | A09.05.235 Hccnenosanue YPOBHSA 25-0H | 1 Hcxmrouenue pedunmra

BUTamMuHa /| B KpOBH

B CBA3H C Halu4He
PacmpocTpaHeHHOTo
KOKHOTO
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Ne | Kog MY Hanmenosanue meauumHceKoi yenyru | Kpataoers | Llens mazuauenus
NaToJOrHYECKOro
npolecca

22. | A09.05.023 Hcenenopanne  ypoBHs IUItOKO3bI B | | Hcxmouenne

KpOBH HapyIIeHHA
TOJIEPAaHTHOCTH K
FIIIOKO3€
23. | A09.05.009 Hccnenopanune ypoeHs C-peakTHBHOrO | 1 Hcrwmouenue
OeJika B CHIBOPOTKE KPOBH OCTPOBOCITATHTEIbHBIX
[IPOLIECCOB
24. | A11.12.009 Baarue kpoBH u3 nepudepuueckoi | 1 Jnst NPORE/IEHUSI
BEHBI JHArHOCTHYECKHX
HCCJIEOBAHMI
25. | A08.30.013 IlatonoroanaroMuueckoe 1 st olnpeneeHus
HCCIIeIOBaHHE OuoncuitHoro YPOBHS SKCIIPECCHH
(onepauuoHHOrO) Marepuaia c IIPOBOCHAIHTENbHBIX
NPUMEHEHHEM (dakxTOpOB B KOKE
HMMYHOTHCTOXMMHYECKHX  METOJIOB
(omna  peaxkums  1-ro  TKaHeBOro
¢parmenTa)
26. | A12.30.012.005. | MImmyHOdeHOTHTIMPOBaHHE 1 BrisiBnenne
001 nepuepuIecKoit KPOBH ISt CYOMOMyNALHOHHOTO
BBISIBJIEHHS cyOmonyasILHOHHOro cocTaBa JTMMQOLMTOB,
cocraBa THMQOIHUTOB (OCHOBHBIE M OLIEHKA UMMYHHOTO
Masible) craryca
27. | 17.003.55 Hccnepoanne oskernpeccun PHK B | 1 Hus orpeneneHus
KO)KHOM Owuonrrare meromom IIIP ¢ YPOBHA 9KCIIPECCHU
oOpaTHOH TpaHCKpHNUHEH B peKMME MIPOBOCTIAJIUTENIEHBIX
peanbHOro BpeMeHH (1 aHamuT) UMTOKWMHOB H HalW4us
UMMYHHBIX KIETOK B
KOXKe
28. | B05.070.037 Habaropenue nanueHTa B YCJIOBHAX | 5 JuHamudeckoe
ofmeii mamatel  KpPYrjaocyTOYHOTO HalmoneHHe 3a
craunonapa (1 KoHKO/MecTo B CYTKH) MalHeHTaMH B
YCIIOBHAX CTallMOHApa

29. | B05.070.057 [IpeOpiBanue  CONMpPOBOMKIAOLIETO | 5 Ha nereii no 3 ner

nuua nanuenTa (1 cyTkm)

30. | B05.070.049 IlpebriBanne B manare IV kareropuu | 5 JuHaMHyecKoe

(1 xo¥Ko/MecTO B CYTKH) HabmoneHue 3a
NalKeHTaMH B
YCIIOBHAX CTALMOHApA

31. | A11.01.020 Basitie Guonrara 1 Hnsa TIPOBEJICHU
IMArHOCTHYECKHX
HCCIIeOBaHHH

18. JlekapcTBeHHEBIE IIpenapaTs! IUIS MEIUIIHCKOrO IPUMEHEHHS, TO3UPOBKA, YaCTOTa IpHeMa,
croco0 BBENEHUS, a TAKIXKe IIPOIOJIKUTEIBHOCTD TPHEMA, BKIIFOYAs IEPHOIBI IOCIIEAYIOIIEro
HabIIONeHHS;

He npumenumo
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Haumenosanus MEIMIMHCKUX H3LEIHMHI, B TOM YHCIIE HMIITAHTHPYEMBIX B OpTraHu3M YeJI0BEKa;

Komuuectro Konuyectro
N Haumenosanue B cooterctsum ¢ HomenknarypHoit HCIIOJIb30BAHHBIX MALHEHTOB,
N KJaccHduranne MEIMLIMHCKAX M3/ETHIH M0 BUIAM MEIMIHHCKHX NOJTYMHBLIMX
H3eNHH HA3HAYCHHE
1 bunt mapnessiit (1 r) 1 1
2 [lepyaTku Xupypruveckue oqHoKpaTHOro npumenenus (1 | 11 1
napa)
3 Huctpyment s Gnoncun koxu —4 mm (1 wr) 1 1
4 BakyymHeie npobupku ams  monydenus  obpasios | 4 1
BEHO3HOH KpoBH (1 miT)
5 BakyymHble npobupkm mis c6opa moun (1 ) 1 1
6 Konreiinep s cbopa moyn (1 wir) 1 1
7 OnHopasobiit nepskatens ans nmpobupok s 3abopa | 4 1
BEHO3HOH KpoBH (1 wT)
8 JBYCTOpOHHSS MIJ1a U TPEKOMIIOHEHTHOH cHCTEMBI 11a | 4 1
3abopa BeHO3HOMH KposH (1 wT)
9 Hrna-6abouxa (1 wr) 4 1
10 | Candertka crimproBas oxHOpaszosas Juis 06paboTku KOXKH | 4 1
B MecTe 3a00pa BeHo3HO#t kpoBH (1 wwT)

VII. Onenka 3¢ exTHBHOCTH MeTOxA

19. ITepeuens nokasareine 3 HeKTHBHOCTH.

HaumenoBanue nepeuyHoro kpurepus sdhekrusHOCTH

[losbiuenue TounocTy BepuduKamy GOpMBI BPOXKIAEHHOTO MXTHO3a B CPEHEM Ha 55% B CpaBHEHHH CO

CTaHIAPTHOH KIIMHUYECKOH OLIEHKOH KOXKHOTO NMaTOMIONHYECKOro mMpoLecca.

20. [IepeyeHb KpUTEPUER TOMOHUTEILHOM IEHHOCTH.

Ne HanMeHnoBaHue BTOPHYHOTO KpUTEpHS 3()HEKTHBHOCTH

1. CHKeHHE YacTOTEI Pa3BUTHS OCIIOXKHEHHH OCHOBHOTO 3a00/IeBaHus B TeYEHHE 6 MECALIEB T10C/Ie

HepBHHHOﬁ rocCruTalIu3alHH.

2. CHwxeHHe CTENEHH HHBATHIN3AIMH B Te4eHHe 6 MECALIER M0C/Ie NIEPBHYHON FOCTIMTAIM3alH.
3. CHuwKeHHe ypOBHS MHBANMAM3ALINK B TeUSHHE 6 MECALIEB M10CIIE TEPBUYHON rOCTIHTAIH3AIIHH.
4, CHmxenne TsxectH 3aboneBanus (mokasatens uHAaekca IASI) B TeueHue 6 Mecsauer mocne

MEPBUYHOH TOCIIMTAIM3aLHH.

21. MeTozpl ¥ CPOKH OLIEHKH, PETHCTPALHMH, YIeTa U aHaIu3a okasarener 3¢ GeKTHBHOCTH.

YT0OBI OLIEHATE TSHKECTh HXTHO3a, MBI OT/ICNIBHO AaHATH3UPYEM XapaKTePHBIE IPH3HAKH
HXTHO3a, 9PUTEMbI U IIETYIICHNAA KaK HHIMBUIYaTbHBIE OKA3ATeTH TSHKECTH, OCHOBAHHbIE Ha
HHTEHCUBHOCTH. Kak U B cTaHJapTH3HPOBaHHEIX Oaiuiax Uit aTONMHYECKOTo AepMaTHTA U
ncopuasa (MHAeKC ITomand i TsoKecTH sk3eMbl [EAST] u PASI, cOOTBETCTBEHHO), 3TH GaIIBL
ObLTH IPUCBOEHBI HA 4 yYaCTKaX: TOJIOBA U LIes; TYJIOBUIIE, BEPXHUE U HIKHUE KOHSIHOCTH,
NPHYEM KOKIOMY B3 3THX Y4aCTKOB OBLI IPUCBOEH MHOXHUTENb, OCHOBAHHBIH Ha IUIOIA/IH
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MIOBEPXHOCTH TEJIA KaK y IOJIPOCTKOB, TaK M y B3pocibix, pasHbii 0,1, 0,2, 0,3 u 0,4
COOTBeTCTBEHHO. Hakonel, cTenens B mpeenax Kax/ 0k 061acTH Tena OleHHBATACh KaK 0-6, u
Oauibl yMHOMaMCh. TakuM 06pa3oM, pesyIsTUpYIOmHi obmmuil mokasatens IASI MoxkeT mMeTs
MakcuMyM 48, a xakprit oTAebHbIH oaGamn ans spuremsl (IASI-E) u menymenns (IASI-S)
MOXKET COCTABILITh MaKCUMyM 24.

IASI (vuneKe IIomany U TSHKECTH HXTHO32) SBISETCs Moau(HUKaIHel II06aIbHOTO HHAEK
CISI, orenka KOTOPOro MPOHCXOMHT C IIOMOLIBIO METOIOB, HCIOMB3YEMBIX JUI OleHKH B EASI
u PASI 1t 9K3eMb1 1 icoprasa, cooTBeTcTBeHHO. IAS] 3aHMMaeT Beero HECKOIBKO MEHYT IS
OLCHKH, ¥ PACCYMTHIBAETCS aBTOMATHYECKH B NIEKTPOHHBIX Ta0IHIIAX.

Hlaru aust TASI cnenyromue:

a) Onpenenure cpenmoro MTHTEHCUBHOCTD sputems! wiu menymenus B o6macTu Tena (Al
=TO0JIOBA U 1esd; A2 = BepXHHE KOHEYHOCTH; A3 = Tynoeumie; A4 = HUKHHE KOHEYHOCTH), THOO
IryTeM BbIOOpa penpe3enTaTHBHOM 00IacTH HXTHO34, THO0 yTeM yCpeIHEHH HHTEHCHBHOCTH B
pasHbIX 001acTsX Tena. IHTeHCHBHOCTD MOKPACHEHU/9PUTEMBI U IISTYIIEHHS IIPH UXTHO3E
oucHuBacrcs Kak orcyrcreue (0), nerkas (1), ymepennas (2), tsxenad (3) WM OYeHb TsKeIas

(4).

0) Onpenenure, kaxo# mpoueHTt [IJIOIA IV noBepxHOCTH Tela MopaxeH HXTHO30M. Kaxknas
obnacte orpaxaercs kak Houb (0), 1-9% (1), 13-29% (2), 30-49% (3), 50-69% (4), 70-89% (5)
i 90-100% (6). MHorue naueHTs! ¢ HXTHO30M MMEIOT FreHEePATH30BAHHOE TIOPAXKEHHE CO
100% nopaskeHHOH IUIOIA/BI0 (HapuMep, 6 6aIoB), HO BO3MOXKHO, YTO HEKOTOPhIE 001aCTH
MOTYT OBIT CBOOOIHEI OT BHICHIIAHUM (HAIpUMep, JIaMOHH MK MoaomBel). Cpeuss oleHKa
HHTEHCHBHOCTH (Al-A4 U1 KaXI0T0 y4acTKa) YMHOXKAETCS Ha YHCII0, COOTBETCTBYIOMIEE
IPOLIEHTY B Npejeax ouaros ¢ uxtuo3om (B1-4).

¢) Onpezgenure OB YIO TTPOTSDKEHHOCTD, nenons3yst MHOXKHTENb, YIATEIBAOIIHE OO
o01iei mIoImany NOBEpXHOCTH Tea, IpecTaBIeHHYI0 kKaxnoi obractero Tena (C1 = 0,1 ms
rosioe! ¥ mer; C2 = (0,2 ms BepxHux KoHeunocreit; C3 = 0,3 g tynosuma; C4 = 0,4 s
HIDKHHUX KOHEYHOCTEH).

Takum obpazom, OKOHYATEJIbHBIN BAJUI no Ka)XIOMy I10Ka3aTelro HHTeHCHBHOCTH (IASI-
E nmu IASI-S) npencrasnser coboit kombunammio (A1xB1xCl) + (A2xB2xC2) + (A3xB3xC3)
+ (AdxB4xC4).

Cocrasno#t 6amn IASI (Makcumanerbri notermman 48) = IASI-E (MakcuMapHBIH TOTEHIAAT =
24) + IASI-S (MakcuMmanbpHBIH MOTEHIMAT = 24).

Ne INokasaTens apPekTHBHOCTH MeTonp! oLieHKH CpoKH OUEHKH
L IloBeIIEHME TouHoCTH | B CpaBHEHHH co | Yepes 3 mecana.
Bepuukanuy GopMbl BPOXKIAEHHOTO | CTAaHOAPTHBIMH CpOKaMH
HXTHO32. BepUHUKALIH,
2. CHuxenue TSIKECTH teyeHus | Munexc tsxectu [ASI 1 pa3 B 3 mecana.
OCHOBHOTO 3a00neBaHHs.
3. CHukeHHe YaCTOTHI passutug | Craructuueckuii aHanuz 1m0 | Yepes 6 mecaues.
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OCHOXKHEHHEH OCHOBHOI'O | JaHHBIM PEruCTPamuOHHEIX

3aboneBanus. KapT.

4. CHwienue cTeneny HHBAMHAN3aIMY, | CTATHCTHYECKMH aHatn3 [ Yepes 6 mecsies.
JAaHHBIM ~ PerHCTPALMOHHBIX

KapT.

5. CHikenue ypoHs wHsanuamsanuy. | CTATHCTHUECKMH aHANM3 110 UYepes 6 mecanes.
JaHHBIM  PETHCTPALMOHHBIX

KaprT.

VIII. Cratucruka
22. Ommcagye CTaTUCTHYECKHX METOO0B, KOTOPhIE PEeAIONIaracTesa UCIOIb30BATE Ha
IIPOMCIKYTOIHBIX 3TallaX aHalK3a Pe3yibTaTOB KIMHHYECKOH anpobany ¥ Py ee OKOHYAHHH.

YPOBGHB SHaYMMOCTH OIPUMEHIEMbIX CTATHCTHYCCKHX METOIIOR.

Bee craTicTHYeCKHE TECTHI IPOBELCHEL B COOTBETCTBHHY C THIIOM IUIAHEPYEMOTO KIHHHUECKOrO
HCCICIOBAHMS ¢ HCIONB30BAHMEM KATBKYIATOPA MOIIHOCTH JUIsl HCIILITAHAS HA IPEBOCKOICTEO
OunapHex ucxonos [Sealed Envelope Ltd. 2012. Power calculator for binary outcome
superiority trial. [Online] Available from: https://www.sealedenvelope.com/power/binary-

superiority/ [Accessed Tue Feb 16 2021].

23. llnmaHupyeMoe YiCio NAIHEHTOB, KOTOPEIM Gy/eT 0Ka3aHa MeTHIIMHCKAs TIOMOIIb B PAMKAX
KIIMHUYECKOH armpobaliy ¢ 1eNbio JoKa3aTeNnbHOM 3 )eKTHBHOCTH anpobHpyeMoro MeTozna.
O6ocHoBanue quCIa MALUEHTOB, BKIHOYAS PACYETH] U1 060CHOBAHMS.

Jlns pacuéra nenone3opanack Gopmyna:
n=f{a/2, B) x [pl % (100 — pl)+p2 = (100 — p2)] / (p2 — p1)2

CornacHo JaHHOMY METOIY CTATHCTHKH:

Yposens 3HauUnMOCTH (anbda) — 5%.

Mommmoets (1-6eta) — 95 %.

IlpouerT «ycmexa» B KOHTPOJBHOM rpymme — 45 %.

IlpouenT «ycmexa» B uccnenyemoit rpyme — 90 %.

Pazmep BEIOOPKH KOHTPOJIBHOM IPYINIEI COCTABIAET HE MeHee 22 YellOBeK,
Pazmep BEIOOpKH HCCNEyeMOil IPYIIEL COCTARIAET He MeHee 22 YeloBex.

Hcxond u3 51oro, B anpobanuio mianupyercs Habop 44 manueHToB
Ha cnyvait vck/roueHns anruenToB 13 mpoTokona koppekmus 10%:

Pasmep BRIOOPKH KOHTPOJIBHOM TPYIE - 25 YeloBex.
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Pa3mep BEIGOPKH HCCenyeMol rpy bl - 25 4eIoBex.

Vexons u3 s1oro, B anpoGaluio miaHupyeTes: Habop 25 NAHeHToR.

IX. O0bem PpuHAHCOBHIX 3aTpPaT

24. Onncanye IPEMEHSEMOTO METOa pacueTa 00beMa (HHAHCOBBIX 3aTPAT Ha OKA3AHC
METUITHHCKOM ITOMOIIM B pamkax KA

DUHAHCOBEIE 3aTPATHI HA OKA3AHHE MEAMIIMHCKOH TOMOIITH OXHOMY HAIHEHTY OIPEACIUINCEH 10
(popmyre: M = Mcs + Mo6n, rre:

M - ¢uHaHCOBEIE 3aTpaThl Ha OKA3aHWeE MeIHIHHCKON TOMOLIH OJIHOMY IIALIHSHTY 110
MPOTOKOIY

McB - pEHAHCOBBIE 3aTPATEI, HEIOCPEACTBEHHO CBA3AHHEIC C OKA3AHMEM MeIHITHHCKOM TTOMOLIH
OJTHOMY IIAIIMEHTY 110 IPOToKoIYy KA

Mobu - punancosble 3aTpaTsl Ha 00IEX03AHCTBEHHBIE HYK/IBI, HEITOCPENCTBEHHO CRA3AHHBIM C
OKa3aHMEM MEJI. IOMOILIM OHOMY TanueHTy B paMkax KA u zatparam ma cosepxanne
HUMYITECTRA.

DHUHAHCOBBIE 3aTPAThI, HEIOCPEICTBEHHO CBA3aHHbIE ¢ OKA3AHHEM MeIHITMHCKOM TOMOIIM
OJHOMY nanueHTy mo mporokony KA (Mcs) BkTr09a0T B cebs:

* 3aTPAThl HA OINATY TPY/ia M HA9HCIICHNs Ha BRILIATE 10 OILIATE TPYA OCHOBHOTO MEPCOHAIA,
IIPUHUMAFOIIETO HETOCPEACTBEHHOE YYACTHE B OKA3AHUH MEIHIIMHCKOM TOMOIIY OHOMY
MalUeHTy o mpotokony KA;

* 3aTPaThl Ha MPUOOPETEHHE MAaTEPUAIBHEIX 3aI1acOB, MOTPeOISIEMBIX B IPOLIECCE OKA3ZAHUS
MEIHIIMHCKOM IOMOIIH OJHOMY MAlMeHTy 110 mpoToKoIy KA;

* UHBIE 3aTPaThl, HEIIOCPEICTBEHHO CBI3aHHBIC C OKA3AHMEM MeUIUHCKON IOMOIIH 110
nporokony KA ogHoMy IaHeHTy.

DuUHAHCOBbIE 3aTPATHl Ha 00IIEX03sHCTBeHHBIE HYK/IbI, HEMOCPEICTBEHHO CBA3AHHEIM C
OKa3aHHEeM MeJl. IOMOLIY OJHOMY NalHeHTy B pamkax KA u sarparaM Ha comepxanye
umymectsa (Mobi) BrmrodaroT B cebs:

* 3aTpaThl Ha KOMMYHAJIBHEIE YCIIYTH;

* 3aTPATHI HA COEPIKAHIE O0BLEKTOB HEIBHKMMOTO UMYIIECTRBA U 3aTPATH] HA COAEPIKAHHE
00BEKTOB 0C000 HEHHOTO JIBIIKHMOr0 HMYILECTBA,

* 3aTPAThl HA NPHOOPETEHHE YCIIYT CBA3H H TPAHCIOPTHEIX YCIYT;

* 3aTpaThl Ha OIUIATY TPY/Ja M HAYMCIIEHMS Ha BBIUIATEI IIO OIUIaTe Tpyad paboTHHKOB
YUPEXKAEHUS, KOTOPBIE HE IPHHUMAIOT HEIOCPEICTBEHHOTO YIACTHA B OKa3aHUH MeIUIMHCKOR
IIOMOIIH T10 TIPOTOKOJIY;

* XIpOYME 3aTPATh] HA OOIIEX03SHCTBEHHBIE HYIK/IBL.
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25. IlpensapurensHerii pacuet 06beMa GHHAHCOBBIX 3aTpar Ha OKa3aHWe MEAULIMHCKOM TOMOILU
B paMKax KIHHHYECKOH anpobanuu 1 narmenTy, KOTOPBIi BKIFOYAET:

IEPCHUCHb MEIHITUHCKHX YCIYT (HaHMeHOBaHHﬂ U KpaTHOCTB HpHMCHCHHH);

No Hanmenosanue Cronmocts | Kparnocts Sasiy 3a1'p$ 2 I/ICTOlIHI:IK

| MexuimHCcKO# yeryru (MY) MY NpUMEeHeHHs HReRoeE inad i SR HHM O
BJICHHSI pyo. CTOMMOCTH

1 ITepsuunbiii  ocMotp B | 1500 1 1 1500 Ipaiic-muer
KPYTJI0CYTOYHOM TUIATHBIX
crauuoHape (ocMOTp B MEIMLIHHCKH
NPHEMHOM OT/IENIeHUH, cOop X yCIyr
aHaMHesa, otopmnenne OIrAY
HCTOPHH Oonesny, HMMWI 31
COCTaBEHHE IaHa
NEPBHYHBIX Ha3HAYEHHIT)

2 OcmoTp Bpauom- | 2500 1 1 2500 Ipatic-nuct
CMNELHAITHCTOM TUIATHBIX
KPYTJIOCYTOYHOTO MEIHILHMHCKH
crauMoHapa B OTJENeHHH X yemyr
(BpauebGHbI 0CMOTP, Or'AY
COCTABJICHHE 1aHa HMMHILI 31
ofcnenoBaHns U JieYeHus,
o(OpMIIEHHE  BBINHCHOrO
AUKPU3a)

3 Benenne  naumenta B | 7500 1 1 7500 Ipatic-nuct
KPYIJIOCYTOYHOM IUTATHBIX
CTalMOHape, COCTaBJIEHHE MEIHIHHCKH
BBINIMCHOIO  BTMKpH3a 110 X yemyr
pesynbTaTtam obcnegoBaHMsA Oray

HMHI] 3]1

4 [Tpuem (ocmorp, | 2200 2 1 4400 Ipaiic-micT
KOHCY/TbTALIsL) Bpaya- TUIATHEIX
JepMaToBEHEepoJIOra, MEIMLHHCKH
MOBTOPHBIH X yeayr

QIr'Ay
HMMLI 3/1

5 [Tpuem (ocmotp, | 2900 1 1 2900 [paitc-nuct
KOHCYIBTALIUS) Bpaya- NJIaTHBIX
o(ransMoIora, nepEUYHbINA MEAULIMHCKH

X yemyr
OI'AY
HMMII 3]]

6 [Tpuem (ocmortp, | 2900 1 1 2900 Ipafic-macT
KOHCYNbTALIMA) Bpava- IJIaTHBIX
FEHETHKA [IEPBHYHBLI MEIUIMHCKH

X yemyr
QrAy
HMMI 31

7 VipTpazBykoBoe 2500 1 1 2500 Tpatic-nuct
HccegoBaHue OpraHoB TNJTaTHBIX
OprourHoi MOJIOCTH MeIUIMHCKH
(komnexkcHoE) X yeuyr

OrAy

25




o Haumenopanue Cronmocte | Kparnoets I:IaCTOTa Hazpag HCTOHH!:IK
| MeAMOMHCKOH YCIIyrH (MY) MY IPUMEHEHHUs b HhOE e eEHILO
BIIGHUSI pyo. CTOMMOCTH
HMHIT 3)1
8 VnpTpasBykosoe 2000 1 1 2000 Ipatic-nuct
HCCIEOBAHUE TIOUEK W TUIATHBIX
MOYEBOr0 y3EIps c MeMLHHCKH
AYTIIEKCHBIM X ycmyr
CKaHHPOBAHHUEM COCYIIOB DAY
HMMUI] 31
9 | Oxokapauorpadus c | 3000 1 1 3000 [patic-nmuct
AOMIMIEPOBCKUM IIATHBIX
HCC/IeJOBAHUEM MENULIHHCKH
X yciyr
DPIr'Ay
HMUIIL 31
10 | CexBenupoBanue 50000 1 l 50000 [paiic-nuct
KJIMHHYECKOTO  3K30Ma ¢ TUIATHBIX
nocienywoueil Bamuganueil MEIMLIMHCKH
BBISIBJIEHHBIX TE€HETHYECKHX X yeIayT
BapUAHTOB,  SABIAIOIIUXCA OIrAY
HauOonee BEPOSITHON HMMII 3/1
NpUUKHOM 3ab0eBaHus
11 | Obwuit KIuHK4Yeckuid | 850 1 1 850 Ipaiic-mucT
aHaJIu3 MOYH IATHBIX
MEHIIHHCKH
X yenyr
QrAY
HMMHII 3/1
12 | O6mmi (knuHu4eckwmit) | 950 1 1 950 Ipaiic-nuct
aHaJM3 KPOBH C OLIEHKON IUTATHBIX
MOpPQOJIOrHH KNETOK KPOBH ME/HLIHHCKH
BPaYOM-1IUTOJIOTOM X yeayr
QrAy
HMMI] 3]1
13 | Hcenenosanue ypoBHs | 270 1 1 270 Ipaiic-nmuct
MOUEBHHEI B KPOBU TUTATHBIX
MEIHUIMHCKH
x yeImyr
OIrAyY
HMMUILI 3/1
14 | Uccnegosanue ypoeHs | 270 1 1 270 [paiic-nuct
KpeaTHHHHA B KPOBH ILTaTHBIX
MEIMIMHCKH
X yeayr
QOIr'AY
HMMHI] 3]
15 | Onpenenenue axkTuBHOCTH | 260 1 1 260 Ipatic-nmuct
aJlaHMHaMUHOTpaHchepasbl TUIATHBIX
B KPOBH MeIULHHCKH
x yemyr
OI'Ay
HMHUIL 3]
16 | Onpenenenne axTUBHOCTH | 260 1 1 260 ITpaiic-nuct
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HaumenoBanue
MEIHUHHCKOR yemyru (MY)

CroumocTts
MV

KpatHocts
NPUMEHEHUS

YactoTa
npeaocTa
BJIEHUS

3arparsl
Ha MV,

py0.

Hcrounuk
CBEJIEHHH O
CTOMMOCTH

acrnapTaTaMHHOTpaHchepas
bl B KPOBH

IMJIaTHBIX
MEOHILIUHCKHU
x yeuyr
OrAY
HMMI] 3/1

17

Hccnenosauue
obmero
KPOBH

YPOBHs
Ounupybuna B

270

270

Ipaiic-nmucr
IUTATHBIX
MEIHLMHCKH
X ycmyr
Or'AY

HMHUIL 31

18

Hcenenoranue YPOBHSA
OunupybMHa  CBA3aHHOrO
(KOHBIOTHPOBAHHOIO) B
KpOBH

270

270

Ipaiic-nuct
TUTATHBIX
MEIHULIHHCKH
X yemyr
Or'AY

HMHI 3/

19

Hccnemosanue
anpOymMuHa B KPOBH

YPOBHHA

260

260

Ipaiic-mact
TUTATHBIX
MEIHLIMHCKH
X YCIyT
OI'AY

HMHI]J 371

20

Hccnenoranue YPOBHSA
obiero Genka B KpoBH

280

280

[Ipatic-muct
IUTATHBIX
MEIHIMHCKH
% YCIIYT
OrAY

HMMUII 311

21

Hceneporanne ypoBHs 25-
OH Buramuna JT B kpoBH

3000

3000

[paitc-mucr
TUTATHBIX
MeMLMHCKH
X yeyr
OrAy
HMMII 31

22

Hcecneposanue
I'THOKO3bI B KpOBP[

YPOBHS

250

250

[paiic-nuct
ITaTHBIX
MEIULIHHCKH
X yCIyT
OIr'AY
HMMIIL 311

23

Hccnenosanne yposus C-
peakTuBHOro  Oenka B
CBIBOPOTKE KPOBH

600

600

[Tpaiic-nuct
IJTATHBIX
MEIMLIMHCKH
X yemyr
OrAY

HMMUII 3]1

24

B3asarue KpOBH 13
nepudepruecKoi BeHbl

400

400

Ipaiic-nmucT
TUTaTHBIX
MEIULMHCKH

X yemyr
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No Haumenosanne Cronmocts | Kpatnocts ;ZCTma 3aT§Z;H I/Ic'roqux
" | MeaMuMHCKO#H yenyru (MY) MY NPUMEHEHHS L SESren O
BIIEHHS pyo. CTOHMOCTH
Or'AvV
HMMHI] 31
25 | ITaronoro-aHatomuyeckoe | 3000 1 1 3000 [lpaiic-nuct
MCcCleIoBaHKHe TUTATHBIX
GuorncuitHoro MEIHLIHHCKH
(onepaLoHHOrO) X YCIIyT
MaTepHana ¢ NpUMEHEeHHeM OrAy
UMMYHOTUCTOXHMHUYECKHX HMMII 31
MeTOHOB (OOHa peakuus -
ro TKaHeBoro gparmMeHTa)
26 | UmmyHodenotunuporanune | 5400 1 1 5400 Mpatic-nucr
nepupepuIecKo KpPOBH TUIATHBIX
A BBISIBIICHUS MEIHLHHCKH
cyOnonyisauMoHHOro X YCIIyT
cocraBa TUMGOLUTOB OrAav
(ocHOBHEIE M MaJIBIE) HMMI] 31
27 | HcenenoBanue skcrpeccud | 5000 1 1 5000 Ipaiic-nucT
PHK B koxxnom Guonrare TUIATHBIX
metopom IILIP ¢ obpaTHoi MEIHLMHCKH
TPaHCKPHIILHEH B pexHUME X yCIyr
peanbHoro  BpeMenu (1 Or'AY
aHaJIUT) HMMII 31
28 | Habmomenve mnauuenra B | 1200 5 1 6000 Ipaiic-nuct
ycnoBuax oOmel manarhel TUTATHBIX
KPYTJIOCYTOYHOTO MEIHLHHCKH
crauuoHapa (1 xoiko/MecTo X YCIyr
B CYTKH) Dr'AY
HMMII 30
29 | TIpebriBanue 1200 5 0,7 6000 Ipaiic-nuct
COIIPOBOMKAAIOLIETO JIMLA T FHNE
nanuenta (1 cyTkn) M TGN
X ycIyT
OrAvy
HMMHII 31
30 | [lpeOriBanne B manare IV | 1400 5 1 7000 [Tpaiic-nucT
kateropun (1 Ko¥ko/mMecTo TIATHBIX
B CYTKH) MEIUITMHCKH
X yeIyT
OI'AY
HMMHII 31
31 | Bastue 6uontara 3500 1 1 3500 [Ipaiic-nuct
IUIaTHBIX
MEAHLIMHCKH
X ycnyr
OrAvy
HMMII 31
Hroro 123 290,00

28




NIEPEYEHB HCII0Ib3YEMBIX JIEKAPCTBEHHBIX MpenapaTos s MEIUIUHCKOrO IPHUMEHEHHS
(HauMeHOBAHMS U KPaTHOCTH NPHMEHEHHSA), 3aPETHCTPUPOBAHHEIX B Poccuiickoii Meneparmy B
YCTaHOBIICHHOM IIOPSJIKE;

He npumerumo

[IEpeYeHb HCIOIB3YEMBIX MEIUIIMHCKIX U3/IC/IMH, B TOM YHCIIe UMIIAHTHPYEMBIX B OpraHu3M
4eJIoBeKa, 3aperucTpupoBansbiX B Poceniickoii Deepariy B yCTAaHOBICHHOM MOPS/IKE;

VYUTEHO B CTOEMOCTH YCIIYT.

Pacuer ¢uHaHCOBBIX 3aTpaT Ha OKa3aHWE MEIUMI[MHCKON IIOMONIM IO IPOTOKOIY
KITMHIYECKO! ampo0aliii OCyIIeCTRISIETCS B COOTBETCTBHH ¢ MeTOHYECKUME PEKOMEH aIHsAM
0 pacueTy (PHHAHCOBBIX 3aTPaT HA OKA3aHHWE MEIMIMHCKONW TOMOIIY 110 KaKIOMY IIPOTOKOIY
KIMHAYECKOH anpobanuu MeToJ0B NpOo(MIAKTHKH, THATHOCTHKH, JIEYEHHs] W peabuinTanmy,
YTBEP)KACHHBIMH ITpHKa3oM MunucTepcTBa 31paBooxpaneHus Poccuiickoit Mepepannu or 13
asrycra 2015 r. N 556, ¢ ygetom niporaoznoro ypoBus undusamuu Ha 2023-2024 rr.
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Pacyer purancoBbIX 3aTpaT HAa 0KA3aHNE MeJUIHHCKOMN TIOMOIIH
OTHOMY NAIHEHTY [0 IPOTOKOJIY KIAMHHYECKOH anpodanun

«Meron Bepupukanun Gopmel Bpoxaeanoro nxTuosa (Q80) y nmamuenrtos or 0 g0 17 maer
000X MOJIOB ¢ IPUMEHEHHEM MaCCOBOI0 NAPAJUIEILHOr0 CeKBEHUPOBAHNS M ONPe/Je/IeHus
NOKa3aTe/lell  KIETOYHOI'0 MMMYHHTeTa B CPABHCHHM ¢ MeTOAOM CTaHIapTHOM
AepMATOJIOTrHIECKON OLEHKH KOKHOI0 HATOJOTHIECKOT0 IPOoeccay.

HaumenoBanue 3arpat Cymma (TBIC.
py6.)

1. 3arparel Ha oIIaTy TPy/Ja ¢ HAYMCIICHUSIMH HA BHIILIATHI IO OIUIATE TPY/a
padOTHHKOB, HENOCPEACTBEHHO CRA3AHHLIX C OKA3aHHEM MEIHIIMHCKOM 66,9
TIOMOIIH 110 KXKIAOMY IPOTOKOIY KIHHAYECKOH anpobammn

3arparhl Ha NpHOOpETeHHE MaTepUaibHBIX 3amacoB (JIEKapCTBEHHBIX
IIpenapaToB, MEJMIMHCKOIO HHCTPYMEHTApHsl, PEakTHBOB, XMMHKATOB,
MSATKOTO MHBEHTaPsI, IPOYUX PACXOJHBIX MATEPHAIIOB, BKJIIOYAs HMIIIAHTE], 33,0
BXHBIIIEMBIE B OPraHM3M YelOBeKa, APYIHX MEeIMLHUHCKHX W3JeNuil) u
0000 IIEHHOTO JBMKMMOI'0 HMYIIECTBE, TOTPEOIIEMBIX (MCIIOIBL3YEMBIX) B
paMKax OKa3aHWs MEIMIMHCKON NOMOIM II0 KaXIOMy IIPOTOKOIY
KIIMHUYECKOH anpobaruu

3. VlHple 3aTpaThl, HEIIOCPEACTBEHHO CBS3aHHBIE C pealM3alued IPOTOKOJA 0,00
KJIMHHYECKOH arpolaimm

4. 3atpars!l Ha 00IIeX03gHCTBEHHBIE HYXK/(BI (KOMMYHAIBHBIE YCIIYTH, PACXOBI
Ha COJep)XaHWe MMYIIEeCTBa, CBA3b, TPAHCIIOPT, OIUIATA Tpyaa C
HAYMCIIEHUSMH Ha BBILIATHEI [I0 OIUIaTe Tpyla pabOTHHKOB, KOTOpBIE He 294
IPHHUMAIOT HEIOCPEJCTBEHHOTO YYacTHs B pealH3aldd  [POTOKOIA
KITMHUYECKOH anpodarmn)

4.1. W3 HUX pacXoJbl Ha OIUIATY TPYJAa ¢ HAYMCICHUSMH Ha BBIILIATHI 110
oJiate Tpyxa pabOTHHKOB, KOTOPEIC HE IPHHUMAIOT

HEIIOCPE/ICTBEHHOTO y4acTUsl B peali3aluy IPOTOKONA KIMHHYECKOH 20,1
arpobanuu
Hroro: 129,3
I'on peanuzanuu I[potokona KonuyecTBo nanueHTOB Cymma (py6.)
KA
2022 r. 5 646 500,00
2023 r. 10 1 293 000,00
2024 r. 10 1 293 000,00
Uroro: 25 3 232 500,00

Jlupextop @AY «HMMUI] 3I[0p0BI:;I ,ﬁe‘réi'ri;' R3S A\

Munsapasa Poccuu, 1.M.H., podeccop . Dducenko

2 Mgw ZE22 5 : .



NuauennyanbHan Perncrpanuonsas Kapra

«Metoa Bepudurkamun gopmel BpoxaeHHoro uxruosa (Q80) y nammenros ot 0 no 17 aer
000X NOJIOB ¢ NPUMEHEHHEeM MACCOBOI0 NapaleIbHOI0 CeKBEHUPOBAHNS H ONpeIeIeHust
noKa3zaTeJied KJIeTOYHOI0 HMMMYHHTETA B CDABHEHHH € METOJAOM CTAHJAPTHOMI
AE€PMATOJIOTHYECKOH OLeHKH KOMKHOI0 NATOJIOrHYeCKOro npouecca.

Homep nanuenTa:

OHUO naumenra; .

Hdara po:knpenust: _ . - . - . . .

Jquaruos:




Perncrpupyemeie 1ananie

1 sTan

2 oTan (3 mec)

3 sran (6 mec)

Ananns agaMHEe3a 3a60/1eBaHusg

Ouenka Kpurepren
BKIIIOUEHH S/ HCKIIOUSHHUS

Ou3BKaIbHOE 00CIENOBAHKE

JIabopaTopHsle HCClieI0BAHUS
(OMOXHMHYECKMI aHAIH3 KPOBH,
KIMHHYECKUH aHaATH3 KPOBH,
aHaJIM3 MOYH, Kaja)

Wunexe tsoxectr uxtroza TASI

I[I/IELTHOCTHK& KCpaTuTa 1
SKTpPOIIHOHA

Y3H opranos OproImHO# IOIOCTH,

[I0YEK ¥ MOYEBOTO ITy3EIps, DXO-
KT

AHany3 pe3ysbTaTOB MOJIEKYJISIPHO-
TEHETHYCSCKOr 0 HCCAENOBAHNUA
METOIOM CEKBEHHPOBAHMS HOBOTO
IMOKOJIEHHUS

Onpeﬂeneﬂme HMMYHOJIOTHYECKHX
HapymeHHﬁ T-xneTounoro 3sena

Onpenenexue ypoBHS 3KCHIPECCHH
NPOBOCHAIHTENLHBIX LHHTOKHHOB H
HalW4KA HMMYHHBIX KIIETOK B KOXKE

Hanprawe ocnoxkHaeHHil OCHOBHOIO
3aboneBanug

CremneHb HHBAIHIU3ALHH

YpoBeHb UHBATHIU3AINH




Obmue cBenenus

ITapameTpor

1 | O6mme ceenenusn

dHO

Hara pokaenus

ITon

Jwuarnos

Mudopmuposarsoe cornacue: [loamucano/He noanucano

Jlara nogmucanus MC

. Jnarnos u anammues

Knuauyeckuit nuarnos

OCHOBHBIE KIIHHHYECKUE IPOSIBICHHUS O0Ie3HH

JlononxuTe IbHAS KIMHIYeCKast HH(opMarms

ConyTcTByromue 3a00/1€BaHHs B MAPKEPHI

[IpemmecTByrormas Tepanus

Jpyrue MeToas! Tepanun

1 BUSUT

Kpurepun BRIw4eHus:

Ha Her

N O 1. SBnsAroTcs mamMeHTaMH MY3KCKOTO MJIM YKEHCKOro mona B Bospacre ot 0 mo 17
neT

[ 0 2. Knuamrdecky y ManMeHTa yCTaHOBJICH HArHO3 BPOXKIEHHBIA MXTHO3

O O 3. 3axoHHBIE TIPeICTaBUTE) AlHEeHTAa IPeI0CTABIIN THCEMEHHOE

HHGOPMHPOBAaHHOE COTTIACKHE Ha IIPOBEICHHE allpOOUPYEMOro METOIa

O O 4. BO3MOXXHOCTH BBIIOJIHATH BCE IPEAYCMOTPEHHBIE B IPOTOKOJIE KIMHHIECKOI

anpodanuy IpoIe Iy el
Kpurepun HeBKIIOYeHUs:

Ha  Her

O O 1. JIroBele comyTcTBYIOMNE 3a00NEBAHNS HITH OTJIMYHEIE OT HOPMBI
nabopaTopHsle OKa3aTeNH, KOTOPbIE MOI'YT IOBJIMATH HAa YYaCTHE IAIHEHTa B
KJIMHMYECKOH anpobaliy CornacHo KIHHHYECKO! OlleHKE Bpaya

[ ] 2. Kenmune! B nepuo,1 6epeMeHHOCTH, POJOB, B IEPHO IPYIHOrO
BCKapMIIHBAHHS




O 0

BOCHHYIO CIIYK0Y II0 KOHTPaKTy

0 O
O 0

BHJIC OPraHuYCHU A CBOGO,IIBI, apecta

4. Jlnua, cTpajarorye McHXn9eCKUMM PacCTPOMCTBAME
5. Jlnma, 3ajieprxaHHble, 3aKITIOYEHHbIE IO CTPaKy, OTOBIBAOIINE HAKASAHUE B

Kpurepnu uex/ogeHns manuenTa u3 KIHHHIECKO anpodauu:

Jla  Her
W L]

PEerynapHbIX MeAHLIHHCKUX 00cheoBanuii

3. Boennocimysxarmue, 3a HCKIIOUEHHEM BOSHHOCITYKAIIHK, TIPOXOIALIHK

1. CoumanbHbie nin HHbIE NPHYMHBL, KOTOPBIE MOTYT IPEIIITCTBOBATE [IPOBEIECHHIO

O N 2. OT3BIB cormacus Ha yuyactue B KA
Haumenosanue | Bo3moxua Ommcanme Yacrora Cpoxu Meton Hanuaue
MPOrHOZUPYEMO | S CTENEHb | OCJIOKHEHHS | BCTPEYaeMOC OLEHKH KOHTPOJIs | OCIOKHEH
FO OCJIOXKHEHHS | THMKECTH TH OCJIOJKHEH | OCJIOXKHEH Ui
OCJIOXKHEH OCIOKHEHHS us us
Hs

Bropuunoe Jérkas Hoxkpacrenue | 1% Heperie 2 | Busyansn
WHOUIMPOBAHK | CTEIeHb KOXH C CYTOK Bl OCMOTP
€ KOXKH B TSOKECTH dopmuporaHu
obnacru zabopa €M THOMHOT0
Guoncum 3Kccynara
Kposoreuenune | Jlerxas Heznaunrensn | 1% [eperie BusyansH
B obmacTu CTEIEeHb oe CYTKH Bl ocMoTp
zabopa TAKECTH KPOBOM3JIUAHN
Ounoncuu € 13 paHsl

HACHIIEHHO-

KpacHO#

KPOBH
No HanmeHoBaHWE BTOPUYHOTO KpHTEPHS Ornenka

2 heKTMBHOCTH
I. | Hanuume ocnoxHeHwit OCHOBHOI'O
3a00J1eBaHHS

2. | CreneHb MHBATHAH3AITHI
3. | YpoBeHb MHBAIHIH3AIMH
2 BUIHUT
Kpurepun nexn0vueHns NalHeATa U3 KIHHIYECKON anpodanuu:
Ha  Her
O O 1. CormansHele WK HHBIE IPUUHHBL, KOTOPbIE MOTYT NIPEMSTCTBOBATE [POBEAEHHIO

PErynsapHBIX MEIULMHCKUX 00Ce10BaHIH

U [

2. O13pIB cornacus Ha yuactue B KA

HanmeHoraHHe TEPBHYHOIO KpUTEpPHA

s dhekTHBHOCTH

Ouenka




Bepudukanms Gopmsl BposKIAEHHOTO HXTHO34

3 BU3UT
Kpurepun HexiaioveHns NanHenTa U3 KIHHUYECKON anpodanmm:

Ha  Her

[ [] 1. CoumanbHbie WK HHBIE PUYHHBI, KOTOPbIE MOI'YT NPENATCTBOBATL NPOBEAECHHUIO
PEeryJsipHBIX MEIULIMHCKHX 0OCHeNORaHUi

[ i 2. OT13eIB cornacus Ha yuacTie B KA

Ne HanmMeHoBaHe BTOPUYHOTO KPHTEPUS Omerka
s dekTHBHOCTH

1. | Hamuuape ocnoxuennii OCHOBHOTO
3abo0JieBanug

2. | CreneHp HHBAIMNU3AIUHA

3. | VporeHb HHBATHIH3AIHN

IMapameTpsni 1 Bu3ur 2 BU3HT 3 BH3HUT

AHTpoONOMeTpHUECKHEe MOKA3ATEIN

Bec, kr

Poct, cm

AJl ,MM.pT.CT.

YCC /muH

YA yo./muH

Temneparypa, © C

Oomuii aHann3 KPOBH

Hb, r/n

DPUTPOLHTEI, THIC. /1.

TpomOOUKTEL, THIC. /1.

JIefiKOIUTE], THIC. /J1.

Heiirpodumner, abe.

Jlamdonutsl, ade.

MonoiuTs, abc.

bazodusl, abe.

Do3uHo(uIBL abc.




COD, MM/

iyl

buoxuMuyeckHil anaans KPOBH

O0muit Genok, r/n

AmeOymuH, /1

I'mroko3a, MMOJIBL/ 1

MoueBnHa, MMONE/ 1T

Kpearusus, MKMOIL/1

Bunmupy6un o6mpit, MKMOJIB/ T

bunmupyOuH cBA3aHHBII, MKMOIL/JI

Wcenenosanve yposas 25-OH suramuna /1
KPOBH, HI/MJI

CPB, r/n

IgE, ME/mn

AJIT, En/n

ACT, Ex/n

OAM

PH

Bejox

DPHUTPOIHTEI

JIeHKOITHTEI

["mroxo3a

YnpTpa3sByKkoBOE HCCTEOBAHIE OPraHOB
OPIOINHOM OTOCTH (KOMIITIEKCHOR)

yHB’I‘pﬁBBYKOBOG HCCIIEI0BaHUE II0OYEK H
MOYEBOT0 IIY3BIPA C AYNJIECKCHBIM
CKaHHPOBAHHUEM COCYIOB

OxoKkapauorpadus ¢ IOMIIEPOBCKAM
HCCIIeI0BAHHEM

[TaTonoro-aHaToMayecKoe HCCIIEOOBAHHC
OMOIICHIHOTO MarepHaia ¢ IPUMEHCHHUEM




UMMYHOTHCTOXUMHAYECKHX METONOB (OHA
peaxuus 1-ro TkaneBoro pparMeHTa)

HMmmyHOdeHOTHIIEPOBAH#IE TIepi(epuIecKoi
KPOBH

Anams PHK xoxxnoro bronrara METONOM
[1DP ¢ obpaTHOH TpaHCKpUIIITHEH

CeKBeHHpDBaHHe KIHHHYCCKOI'O 3K30Ma

Wuneke IASI (ichthyosis area severity index)




