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Cnucok coxkpaueHui
Ig E — ummyHorI00yMH E

TTI' — TUPEOTPOIHBIN TOPMOH
AJl — ayToCOMHO-TOMUHAHTHBIH
AP - ayTocOMHO-perieCCUBHBIN

XP — peneccuBHbIN, CUEIUIEHHBIA ¢ X-XpPOMOCOMOM



TepMI/IHLI H onpecacjacHus

Hapy:xHas Tepanusi — MECTHOE JICUEHHE, 3aKITI0YAIOIeecss B HAHECEHUH JICKapCTBEHHBIX
CpPEeACTB/KOCMEIIEBTUKH Ha TIOBEPXHOCTH KOXKH

CucreMHasi Tepanusi — METOJ] TEPAINH, 3aKIIIOYAIONIUIICS B IPHEME JIEKAPCTBEHHBIX MPETapaToB
BHYTpPb/TIAPEHTEPATHHO

IKTPONMOH - BBIBOPOT BEK

IKJIAGMYM - BEIBOPOT I'y0

JPUTPOAEPMHES - TUTICPEMHUSI ¢ MHPHUIBTPAIMEH U MISTyIICHHEM KOXKH, KOTOpasi OXBaThIBAET JI0

90% KOXHOT0 OKPOBa



1. KpaTkas undopmanus

1.1 Onpenenenue
HxTHo3b1 (0T rped. ichthys-peiba) — rereporeHHas rpymmna KOXKHBIX 3a00JI€BaHHM, A

KOTOPBIX XapaKTEPHO T'CHEPATN30BAHHOE HAPYIICHNE KEPATUHU3AIUH, KIMHUYECKU TPOSBIISAIOIEECs
1 dy3HBIM THIIEPKEPATO30M.

CymiecTBYIOT Kak HAacJeJICTBEHHbIE, TaK M NpuoOpeTeHHble (opMbl HxTHO3a. OOmMM Ui
BcexX (hOpM MXTHO3a SIBIISETCS T€HETUYECKH IEeTEPMHUHUPOBAHHOE M3MEHEHHE IHJEPMHUCA, KOTOPOe
IOPUBOAUT K HAPYLICHHIO €ro OapbepHOl (DYHKUHMH M CHHXKEHHIO CIIOCOOHOCTH CBSI3bIBATh BOJY.
[10,12]

1.2 DTHOJIOrHs U IATOreHe3
ByabrapHselii NXTHO3 - ayTOCOMHO-JIOMUHAHTHBIN 1€PMATO3, C HENOJHOMN IIEHETPAHTHOCTHIO

U BapuabenbHON IKCIPECCUBHOCTHIO. OCHOBHOM Ae()eKT - TeHeTHUECKH 00yCIOBICHHOE HApYIIEHUE
SKCTIpeccuy MpouIarrpuna, 0ejika KepaToruanuHoBBIX TpaHysl. OOHapykeH MpoOIEeMHBIH y4acTOK
Cc JIoOKycoM Ha Xpomocome 1022. BeisiBieHsl Mytaiuu B rere npoduinarrpuna (R501X u 2282del4).
BeposiTHa BO3MOKHOCTH Y4YacTHsI HECKOJBKUX T€HOB, OJUH W3 KOTOPBIX BIHUSET HAa IKCHPECCHIO
npo¢unarrpuia. Myrtanuu reHa (uiarrpuHa MoBbIIIAIOT PUCK aTOMMYECKUX 3a0osieBanuil. Jdeguunt
¢wiarrpuHa BbI3BIBACT CHWKEHHE COJEPXKaHHA CBOOOIHBIX AMHHOKHCIOT B POTOBOM  CIJIOE€
smujepMuca, (GYHKIUS KOTOPBIX YAEPKUBATh BOY, U KaK Pe3y/lbTaT MOBBIIMIEHHAS CYXOCTh KOXKHU
OO0JIbHBIX BYJIbIapHBIM UXTHO30M.

X-cuemieHHbIi WXTHO3 - PELECCUBHBIM, CLEMIEeHHbIH ¢ X-XpoMocoMoil. (OCHOBHOM
TCHETUYECKUH JeeKT — MyTallud B TE€HE CTEPOUIHON cynb(aTasbl, C JOKycoM Ha Xp22.32.
CHmWXKeHue CcTepouaHON cynbdarazbl MPUBOAUT K OTJIOKEHHUIO B  SIUACPMHCE H3OBITOYHOTO
KOJIMYECTBA XOJIECTEPHHA Cyab(aTa U PEeTCHIIMOHHOMY TUIIEPKEPaTO3y B Pe3yabTaTe MOBBIIIEHHOTO
CLICTIJICHUS. POTOBBIX YEITyeK.

AYyTOCOMHO-pellecCHBHbIE BPOKIeHHbIe HXTHO3bI - OOUIMM JUIsl HAcJeIyeMbIX IO
ayTOCOMHO-PEIIECCHBHOMY MPH3HAKY BPOXIECHHBIX HXTHO30B SIBISIETCS SPUTPOAECPMHUS, KOTOpas
NpOSIBISIETCS. YK€ C pokaeHHA. HecMmoTps Ha pa3inuuyHble TeHOTHNBI 3Ta TpPYINa HXTHO30B
oObeIMHEeHa 101 Ha3BaHUEM «IaMeJUISIPHbIE UXTUO3bl». B OCHOBe rpynmbl (PeHOTUIMUYECKH CXOKHX
3a00JIeBaHM JIeKAT pa3NUYHble TeHOTHNBl. Bo Bcex ciyyasx neeKTHbIE T€Hbl y4acTBYIOT B
o0ecreyeHnn IEeJOCTHOCTH SMHJIEpMaIbHOTO Oaphepa. Yaie Bcero BCTpPEUalOTCsl MYTAIMH TEHa,
KOTOPBIH KOAMpPYET (epMEHT TPaHCIIIyTaMHUHA3y KepaTHHOLUTOB (xpomocoMma 14qll) yro, B cBOIO
ouepellb, MPUBOJUT K CTPYKTYPHOMY HApYIICHUIO KJIETOK pOroBoro cios. Bropas mo wacrore
MyTaIys — 3aTparuBaeT IT'eH TPaHCMEMOpPaHHOTO OeNlka, KOTOPBIA Y4acTBYET B TPAHCIOPTE JIUITUI0B

B IINIACTHHYATBIX TCIIbIAaX. OcTanbpHbIE ,Z[C(bCKTHBIC I'CHbI, KOTOPBIC BCTPCUAOTCA IPU ayTOCOMHO-



PELIECCUBHBIX BPOXKAECHHBIX MXTHO3aX, KOIUPYIOT pa3jMyHble TPAHCIOPTHBIC OEIKU U (PEepMEHTHI,
KOTOPBIE CUHTE3UPYIOT JIUIHUIHBIE KOMIIOHEHTBI POTOBOTO CJIOSI.

He0y/uie3nasi BpoxIeHHassh UXTHO3M(OPMHAs JPUTPOAepPMHUSl - 13TO 3a00JeBaHUE C
IIPEUMYILIECTBEHHBIM ~ayTOCOMHO-PELIECCUBHBIM THUIIOM HAacCJIEIOBaHUS. W nenTudunmpoBansl
cuerieHuss ¢ Jokycamu 14qll.2 wm 17pl3.1 (Myraumm pas3JInyHBIX T€HOB JIMIIOKCUTHMHA3bI
(apaxunoHat-12-1MNOKCUre€Ha3bl, apaxuI0HAT-IUIOKCUTeHA3HI 3).

JlamennspHble (IUIACTUHYATBIE) MXTHO3BI - y IIOJOBHHBI MAIMEHTOB OTMEYAETCS MYTallUs
reHa TtpaHcriyramuHaszel 1(14ql1.2); tun HaciaenoBanus y OoJiblel 4YacTH ayTOCOMHO-
PELIECCUBHBIN, HO BOBMOKEH U ayTOCOMHO-IOMUHAHTHBIM TUIT HACJIEJOBAHMUS.

bynnesnble (3MUAEPMOIUTUYECKUE; KEPATUHOIATUYECKUE) UXTHO3BI

K Oymne3HbIM UWXTHO3aM  OTHOCST  BPOXKACHHYIO  OyJUIE3HYIO  UXTHO3H(DOPMHYIO
APUTPOICPMHUIO, UTIHUCTHIN nxTHOo3 Kypra-Maknuna u Oymuie3Hsiid nxtuo3 tuna CuMeHca.

OOmmM 1151 Bcex OYIJIe3HBIX MXTHO30B SIBJISIETCS MYTAllUM I'€HOB KEpPaTWHA, YTO BBI3BIBACT
BAKYOJIBHYIO JIET€HEPALIMIO 3€PHUCTOIO U BEPXHETO LIMIIOBATOIO CIOEB 3MUJAEPMHUCA, YTO NPUBOAUT
K 00pa30BaHUIO TIOBEPXHOCTHBIX IMy3bIpeit [41].

XapakTepHO TO, YTO IUIACTMHYATHIE TEJIbLIA IPU 3TOM HE MOTYT BBIIACIUTH CBOU JIMIUIBI B
MEXKJIETOYHOE MPOCTPaHCTBO. C yBENMYEHNUEM TOJIIMHBI SMUAEPMHCA CKIIOHHOCTh K 00pa30BaHUIO
IIy3bIPEU YMEHBILACTCH.

Nxtno3 wuraucrenii Kypra-MakimHa - 3T0 «MCTUHHBIM MIJIMCTBIA HXTHO3» CBSI3aH C
MyTaiuei reHa kepatuaa 1. Takxke Kak ¥ BpOXKJIeHHAs Oyiie3Hass UXTHO3U(POPMHAS SPUTPOACPMHUS,
uxtno3 Kypra-MaknuHa Hacienyercs ayTOCOMHO-JOMHMHAaHTHO. OpHAaKo €ro OTIMYME B
KIIMHUYECKOM OTCYTCTBHH 3PO3UH, TUCTOJOTMYECKH — MHUIEPMOJIN3 HE BBISBIIAETCS.

Hxtuo3 Oyaiae3nblii THna CuMeHca (UXTHO3 OSKC(ONMATHBHBIN) M3 BCEX HXTHO30B,
Haclle/lyeMbIX IO ayTOCOMHO-JIOMMHAaHTHOMY THIY, MXTHO3 Turna CuMeHca, ABIseTcs Haubosee
nerkuM. OH cBsi3aH ¢ Myranued kepatuHa 2e. Ilpum 310l popMe OTCYTCTBYIOT JaJOHHO-
MOJIOIIBEHHBIE KePaTO3bl, C1a00 BBIPAKEH TUIIEPKEPATO3 Ha JPYTrUX y4acTKaxX KOKH.

Nxtno3 Apaexnna (MxTmo3 miioma) - XapakTepHU3yeTCs ayTOCOMHO-PELIECCUBHBIM THUIIOM
HACJIe/IOBaHUSI C TIOJHOM MEHEeTPaHTHOCThbI0 reHa. OOHapyXeHa MyTaluus TIeHa, BaKHOTO IS
tpancnopta yunuaoB ABCAIL2, koTopbslit koaupyercs Ha xpomocome 2034. DKCIpPEeCCUBHOCTh OT
TSDKENBIX 10 CPEAHEN TSKECTH KIMHUYECKUX TTPOSBICHUM.

Bpoxknennas OyJsuie3Hasi MXTHO3H(OPMHAsi JPUTPoAepMHUS (ANMHMIAEPMOJIUTHYECKHUN
runepkeparos, 0osiesn» bpoka) HaciengyeTcsi ayrToCOMHO-IOMUHAHTHO. B ocTanbHBIX cioydyasx B
POJIOCIOBHBIX UMEIOTCS TOJIKO MO OJHOMY IpoOany. MaeHTHPHUIMPOBAHO CLEIUIEHUE C JIOKycaMu

12911-13 u 17q12-q21 (myranuu kepatuHoBbIX reHoB K1 1 K10).



CunapoM orcjiauBaoieiicss Koxu (MUIMHT-CHHAPOM) 3abojieBaHHE HACIIEIYeTCs TI0
ayTOCOMHO-PEIIECCHBHOMY TuUIy. B OCHOBe akpanbHbIX (OpM JIGKHT MyTalMs TreHa
tpancrayramuaasbli-5 (TGM-5 Ha xpomocome 15(15.2), B oCHOBE reHepalin30BaHHON (OPMBI —
MmyTanus reHa kopHeoaecmosuHa (CD5N Ha xpomocome 6p21.3).

IIpnodperénnplii  uxTHO3. DOrta ¢dopmMa HXTHO3a HE  SBISETCS  T'€HETHUECKH
JETePMUHUPOBAHHOMN, BCTPEYAETCS, KaK OCJIOKHEHUE Pa3IMYHBIX 3a00J€BaHUN Yy B3POCIHBIX JIIOACH.
Yamie BHe3amHo, BcTpevaercss B 20-50% cimydaeB mpu 3JI0KaueCTBEHHBIX 00pa3oBaHUAX (Hambosee
4acTo NpH JuMdorpaHyiomaTose, JuM¢pome, MUETIOME, KapLUUHOMAaX JETKUX, SUYHUKOB U IIEHKU
MAaTKH).

1.3 DnuaeMuoJaorus
[To maHHBIM JUTEpaTyphl YacTOTa BCTPEYAEMOCTH BPOXKACHHOTO HMXTHO3a B TMOMYISAIUU

3aBHCUT OT reorpaduveckoil 30HbI U COCTABIIAET B CPEIHEM: IPH ByJIbrapHoM mxtuosze — 1:250-1:1
000, X-cuermnernnom — 1:2 000-1:6 000, namennspaom — menee 1:300 000, npu uxtro3upopMHOI
sputpoaepmun — 1:100 000.

Ha Teppuropun P® B 2011r 3aperucrpupoBano Bcero 6488 OOJBHBIX, U3 HUX C BIECPBHIC B
KU3HU YCTAHOBJIEHHBIM auarHo3om 1384 yenoBeka. Bcero nmereit 2847 uenoBeka, YTO COCTaBIISIET
13,1 gen na 100 000 HacenmeHus, U3 HHUX C BIIEPBbIE B XU3HU YCTAHOBJIEHHBIM IHAarHo3om 858
yenoBek (3,9 uenosek Ha 100 0000 HaceneHus).

1.4 KomupoBanue no MKB-10
Bpoxnennsiii mxTuo3 (Q80):

Q80.0 - HMxTHo3 mpocroit

Q80.1 - MxTrno3, cBsi3aHHBIN ¢ X-XpOMOCOMOH [ X-CIETUICHHBII UXTHO3]
Q80.2 - ImacTuHYATHIN [TaMeIISPHBIN | HXTHO3

Q80.3 - BpoxaenHnas Oymie3Hasi KXTHO3U(DOPMHAs 3pUTPOIEPMUs
Q80.4 - MxTno3 mioaa [«miox ApJaeKuHay|

Q80.8 - JIpyroii BpokIeHHBIH UXTHO3

Q80.9 - BpoxeHHbIN NXTHO3 HEYTOYHEHHBIH

1.5 IIpuMepbl IUATHO30B
O Bynveapuwiii uxmuo3s

0 X-cyennenmwviil uxmuo3

0 Jlamennsprulii uxmuo3

O BpooicOennas nebynnesnas spumpooepmus

O bBynnesnas 8poicOeHHASE UXIMUOIUDOPMHAS S3PUMPOOePMUsL

1.6 Kinaccudukanus
1. IlepBuYHBIi NXTHO3




(0]

(0]

H30nupoeannvie gynveapuvlie uxmuosvl (Oediomupyrouiue uauie nocie 3-20 mecaua
JHCU3HU)
O BYIbrapHbli (CHH.. BYJABIapHBIH ayTOCOMHO-JOMHHAHTHBIH HMXTHO3, OOBIYHBIN
nxtro3) (Q80.0);
O pereccuBHbIM, X-CHEIUIEHHBIM (CHUH.: X-CUEIUICHHBIM MXTHO3, YEPHEIOIINI
nxtro3) (Q80.1);
H3onupoeannvie 6poxcoeHHble UXMUO3bL  (0eOlOmupylowue ¢ poHCcOeHUs ¢
2CHEPANU308AHHO20 2UnepKepamo3a u weayuienus/koanoouitnon nienku; Q80.8)
0 JlamennspHslii UXTHO3/HeOyIIe3Has BpOJKJICHHAs UXTHO3U(POPMHAS
SPUTPOIEPMHUS
— deHOTHN NAMEIIIPHOTO UXTHO3a
— ®eHOTUN HEOYIJIE3HOU BPOXKICHHON NXTHO3U(DOPMHON SPUTPOIEPMUHN

— IIpomexyrouHnslif peHotum

@]

«CaMONpOU3BOJIBHO BBI3I0PABINBAIOIINIY KOJUIOAUEBBIN 110

O HXTHo3 10 TUMY «KYNaIbHOTO KOCTIOMa»

O Hxtmo3s ApnekuHa (CHH.: «WIOJ ApieKkHHa»; HUXTHO3 IUIOJA; Keparos
BPOXJCHHBIA; HMXTHO3 BHYTPUYTPOOHBIH; THIIEPKEpaTO3  yHUBEPCAIbHBIN
BPOKJICHHBIN);

O AyTOCOMHO-IIOMMHAHTHBIN JaMeJUISIPHBIN UXTHO3;

O bymnesnas wuxtuosupopmHas spurpoiaepmusi (CuUH.. 3putpoiepmus bpoxa;
UXTHO3U(DOPMHBII SIHIEpPMOIUTHYECKUH runepkeparos; Q80.3);

O Dbymne3nsiii uxtno3 CuMeHca (CHUH.. MOBEPXHOCTHBIM 3SMUIAEPMOJUTUYECKUI
UXTHO3; 3KC(HOINATUBHBIN UXTHO3);

0 MUrnucrslit uxtuos Kypra-MaxinHa;

0 CuHapoM OTCIauBAIOMICHCS KOXHM WA NUIUHT-cuHApoM; Q80; (CHH.: MUIMHT

CHHJIIPOM; BPOXKJICHHBIH 3KC(OJIMATUBHBIN KepaTOiu3; MUIMHT-CUHIPOM THI

A/B).

CHH}:[pOMbI aCCOMMUPOBaHHBbIC ¢ BYJbIapHbIM UXTHO30M

(0]

bone3np Pedcyma (cun.: Oosie3Hb HAKOTUICHHS (PUTAHOBOM KHUCIOTHI, OOYCIIOBJICHHBIH
myrauusmu B reHe PHYH. HacnenctBennas ceHcopHo-moTopHas nojuHedponartust 4
TUma; Je0IT BO3MOXKEH C paHHEro Bo3pacta 10 S50 JIeT; CHUMITOMBI - HXTHO3,
KeparoJepMHs JaJOHeH W TMOJOIIB, MPOTPECCUpPYIOIIas MbIIeyHas ciaabocCTb,
MO3KEUKOBAsi aTaKCHs, HETBEpJas MOXOJKa, MUTMEHTHBIH PETHUHHT, Nepudepudeckas

MOJIMHCBPOIIATHA, TTYX0Ta, KAPAUOMHOIIATH A, AHOCMUS;



0 Jlebunur cympdaraz - peaKoe COCTOSIHHE, COMPOBOXKIAMOIICECS KIMHHYSCKUMHU

NPOSIBICHUSAMH TakuX 3a00JeBaHM, KaK MeTaxpoMaTHyecKas JIeHKOAUuCTpodus,

MYKOIIOJIUCAXapua03bl U AePUIUT cTepou-cyiabdaTassl. OOYCIOBICHO PELECCUBHBIMU

myranusmu B reHe SUMF1, npuBoasimmuMy K HapyleHUIO (QYHKIUU BCeX Cyibdaras,

BKJIIOYAsi CTEPOUJIHYIO.

3. CHH}:[pOMbI C BPOKACHHBIM UXTHO30M

(0]

Cunnpom Yanapuna—/lopmana (cuH.: 00Jie3Hb HAKOIIJICHUS HEHTPANBHBIX JIUIHUIOB).
BpoxneHHBI MENKOIUIACTUHYATBIM HMXTHO3, TENaTOCIUICHOMEralnus, KaTapakra,
naOupUHTOBAs TIYXO0Ta, MHOMNATHSA, aTAaKCHs, MHOTJIA OTMEYaeTcss MUuKpouedanus,
3aJIep’KKa YMCTBEHHOT'O pa3BUTHS;

Bonesns ['omie (601e3ub [omie tum 2);

Cunnpom [lerpena-Jlapccona (a3putpoaepmus, JIaTOHHO-TIOJOLLIBEHHAS
KepaToJIEpMHUsl, HETBEPAOCTh MOXOAKH, «IUPAMMIHBIMN 3HAK»- CHUMIITOM HOPAXEHUS
MUPaMHUIHOTO IIyTH, IUIUIETHs, TETpAIUIETUs, MPOrpeccCUpyolias 3aaep)kKKa CTaTo-
MOTOPHOTO U IICUXUYECKOTO Pa3BUTHS);

Cungpom Hereprona/Jlunelinsiii orubaromuii UXTno3 (aTomuyecKas dK3eMa, UXTHO3,
503uHO G MINs, ToBbIIeHHe IgE, «0aMOyKOBEBIE BOIOCHI»).

Tpuxotnoaucrpoduu (BIDS-curnpom). Jlomkre BOJIOCH, HAPYIIEHUE YMCTBEHHOTO
pa3BUTHS, IOHWKEHHAs! (PePTHIIBHOCTD, KapiaUKOBbIi pocT; IBIDS-cunapom: BIDS-
cuapomM+ uxtro3 ; PIBIDS- cunnpom: IBIDS+dorouyBcTBUTENBHOCTD;

Cunnpom Konpamu XioHepmaHa (CHH.: TOYeuHasi XOHJpoauciuiaszus). Heonaranbnas
SPUTPOAECPMHUS, UXTHO3U(POPMHOE MISNYIICHHE MO JUHUAM briamiko, ¢oymmkynspHas
aTpodoaepMusl U TIOJOCOBHJHAS aJOMELHsI, UXTHO3 KOHEYHOCTEH, OIHOCTOPOHHSA
KaTapakTa, KHPOCKOINO03, ACUMMETPHSI JIUIIA);

CHILD - cunapom. «BpoxaeHHass reMUIUCILIA3Us ¢ UXTUO3U(OPMHBIM HEBYCOM U
nedeKxTaMu KOHEYHOCTEH»: OJJHOCTOPOHHUN BOCIIAJIUTEIbHBIN HEBYC, OTpPaHUYCHHBIH
CPEIMHHOW JIMHMEH, pACIOJIOKECHHBIM BJOJIb JUHUM brnamko,  OJZHOCTOPOHHSSA
KaTapakTa, OJJHOCTOPOHHSS AUCMENNS, UIICUIIaTepaibHAs TUIIOIUIA3Us OpraHa (1oyka,
MO3T, JIETKOE, CEPALIE);

IFAP cunapom (MxTHo3 GomukynspHbIi ¢ aTpuxuei u portododueit);

CuHIpOM HXTHO3 IPU HEJOHOUIEHHOCTH (PEIKUN ayTOCOMHO-PELIECCUBHBIN CUHIPOM,
XAPaKTEPU3YIOLUNCA  TPHUAJOM  CHMIITOMOB:  HEJOHOLICHHOCTBIO,  Ka3€03HOMU

JeCKBaMaIei dMuIepMIca 1 HEOHATATBHON acPUKCHUEH).

/Jlpyzue peokue 3a60ne6anus u CUHOPOMbL:

10



— ARC - cunopom (cundpom, exnouarowuii apmpozpughos, nouyeunyro OUcQHYHKYUuw u
CUHOPOM X0oecmasa)

— CEDNIK  cunopom (yepebpanvHulii Ouceene3, Heuponamus, Uxmuo3, J1a0OHO-
noodowgennas xepamooepmusi). Cunopom yepeOpanvHou Ouceenezuu, Heuponamui,
uxmuo3sa, kepamooepmuu pyk (CL{IHUK) / CEDNIK syndrome. PactipocTpaHeHHOCTh
1: 1000 000, ayrocoMHO-pELIECCUBHBIN THUIl HacienoBaHusA. B nutepaType umeercs
oTHCcaHue 7 UHAUBUAYYMOB (YEThIpEe MAIbYUKa U TPH JEBOYKH), KOTOPBIC POAUIIUCH B
ceMbsiX pojacTBeHHbIX OpakoB. [Ipuunnoiit CHAHUK sBnsercs myranus rena SNAP29
(22q11.2), koTOpBIN KOOUPYET TPAHCIIOPT BE3UKYII.

— [HSC cunopom  (HeoHamanvHulii UXMUO3 CO CKIEPOSUPVIOUUM XOJIAHSUMOM U
eunompuxozom). Pacnpoctpanennocts 1 : 1 000 000, ayrocoMHO-peLieCCUBHBIN THUIT
HacienoBanus, myrtanus B rene CLDNI.

— Uxmuoz c eunompuxo3om CUHOPOM  (BDONCOEHHBIL UXMUO3, DONNUKYAAPHAA
ampogodepmus, 2UNOMPUX03, 2UNO2UOpPo3)

— KID cunopom (kepamum, uxmuo3s, enyxoma,)

— MEDNIK cundopom  (ymMcmeeHHAs  OMCMAIOCMb,  3HMEPOnamus,  21yXomd,
nepughepuueckasn Hevponamus, uUXmuo3, Kepamooepmus); ayTOCOMHO-PEIIECCUBHBIN
TUII HaclieoBaHus, myTanus B ree AP1S1.

—  Bpooicoennwiii uxmuos neymounennoiii (Q80.9)

— Ilpuobpemennvie uxmuosvt (L85.0)

1.6 Kiimnnyeckas KapTHHA
ByjabrapHblii KXTHO3 MOXET IIPOSBIIATHCSA Cpa3y IOCIE POKICHHUS MOBBILICHHOW CyXOCTBIO U

MEJIKOTUTACTUHYATHIM LIeNyIIeHUEM, HO 0oJiee XapaKTEepHbI BO3pacT Hadana oT 4 10 6 Mec B BUJE
cepoBaTo-0eJbIX YelIyeK.
OCHOBHBIMU KJIMHUYECKUMU MPOSIBICHUSAMHE (kajo0aMu) 3Toi (opMbI HXTHO3a SIBISIOTCS:

O BBIPAKCHHOE LIEITYIICHUE KOXKH,

O TOBBILICHHAS CKJIaA4aTOCTh JIAJOHEH U IIOIOMIB,

O  (GOJUHMKYISPHBIN THIIEPKEPATO3.

enymenne Hanbosee BIPa)KEHO HA pa3ruOaTeIbHBIX MOBEPXHOCTAX KOHEYHOCTEH, MEHbILIE
MIOPaKECHBI KOXa CIIMHBI U JKMBOTA, BOJOCHCTOM YaCTH TOJIOBBL. UeElIyliKM B OCHOBHOM MEIKUE,
TOHKHE, C BOJHUCTBIMU KPassMHU, UX I[BET BAPHUPYET OT OEJIOr0 U TEMHO-CEPOTo 10 KopuyHeBoro. Ha
KOKE€ TOJIeHeH UYelIyWKH caMble TEMHbIE W TOJCTBIE, MOJUTOHAJIBHONH (OPMBI, IIJIOTHO
HpuKperieHHbie. QOJUMKYISPHBIA THIIEPKEPATO3 B BUAC MEJIKHUX CYXOBAaTbIX Y3€JIKOB B YCTbSX

BOJIOCSHBIX (DOJUTUKYIIOB HAOIIOMAaETCsl HA KOXKe Oenep, ey, MPeAIiedrii U STOIUIl, MOKET TakKkKe
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JIOKATM30BaThCs Ha KOXeE TYJIOBHUINA, Juna. [Ipy mampnanuu mopakKeHHBIX OYaroB ONpeAessieTcs
CHHJIPOM «TEPKIY.

JlamoHM M TOAOIIBBI MMEIOT IMOJYEPKHYTHIM PUCYHOK, TMOBBIIICHHYIO CKJIaJ4aTOCTh, YTO
IpUIaeT UM cTapyeckuii BuA. JleToM Ha MoJomIBax 4acTo MOSBISIIOTCS OOJIE3HEHHBIE TPEIINHBI.
HorTeBble mnacTUHKU JIOMKHE, KPOILIATCS CO CBOOOJIHOTO Kpas, MHOTJA Pa3BUBACTCS OHUXOJIM3HC.
Boocsl HCTOHUYAIOTCSI, CTAHOBSITCSI PEIKUMU.

DKCIPECCUBHOCTh BYJIBapHOTO MXTHO3a BapuabenbHa. BeTpedarorcs abopTHBHBIE (DOPMEI
3a00JIeBaHMs, Ui KOTOPBIX XapakTepHa CYXOCTb KOXXM C HE3HAUUTENbHBIM IICNYIICHHEM U
MOBBIIIIEHHAs CKJIQIYaTOCTh JIaJOHEH U MOJIOIIB.

X-cuenjaeHHbIi UXTHO3 0OBIYHO TIPOSBIISETCS KaT00aMu Ha :

0 CyxocTb KOXHU

O MenkomiacTuH4aTOE NIETYILIECHUE

O Yemyiiku MONMUIOHAIBHOM (OPMBI IUIOTHO CHAsHHBIE C IOBEPXHOCTHIO KOXXKHM  Ha

pa3rudaTeabHBIX OBEPXHOCTAX KOHEYHOCTEH, 3a/IHEH MOBEPXHOCTH IIEU

0 OrcyrcTBHE yemlyeK B 00JacTH MOIMBIIICYHBIX BIAIUH, JIOKTEBBIX CruOOB, 00jacTu

MaXOBBIX CKJIAI0K

0 OrtcyTcTBHE YenryeK Ha KOXKe JIUIA U KUCTeH

0 OrcyrcTBUE TUIEPIUHEMHOCTH JaI0HEN U TIOIOIIB

0 Her npenpacmoiokeHHOCTH K aTONUN

Pa3BuBaercs yaiie BCEro B TEUECHUE MEPBBIX 2-3-X MECALEB MOCIE POXKACHUS, HHOTAA Cpasy
MOCNie POXKJICHUS WIM B INEpBbIe HEAETH XKHU3HU. KIMHHUYECKH, KaK CYXOCTh KOXHOTO IOKPOBa
MEJIKOIUTACTUHYATOE OeNlecoBaToe MISNyIIeHHE (B PEAKHX CIydasX M, KaK KOJUIOJIUEBBIN IUION).
[Tozxe k 4-6 Mec. MOSIBISAIOTCS CBETIO- M TEMHO-KOPUYHEBBIE YEIIYHKH Ha pPa3ruOaTEebHBIX
MOBEPXHOCTAX KOHEYHOCTEH. Yenryilku MMEIOT MOJMIOHaIbHYI0 (OPMY M IUIOTHO TNPHIIETAIOT K
MOBEPXHOCTH KOXH. 3aHss MOBEPXHOCTh IIEU M3-33 CKOIUICHHUS YelIyeK MPUOOPETaeT «TIPS3HBIID
BuJ. CBOOOIHBI OT MOPAKEHUN MOIMBIIICYHBIC BIAJUHBI, JIOKTEBbIE SIMKH U O0JAaCTh T€HUTAJIHA.
OTnUYUTENBHON 0COOEHHOCTBIO OT JAPYTrUX (JOpPM MXTHO3a SBJSETCS 370pOBasi KOXKa JIUIA U KUCTEH
10 THITY «II€PYaTOK» U «HOCKOB». [MIepIMHEWHOCTh aJI0HeH M MPeapacioI0KeHHOCTb K aTOUU
OTCYTCTBYIOT.

AYyTOCOMHO-pellecCHBHbIE BPOsK/I€HHbIe HXTHO3bI.

K num omuocamcea  snuoepmonumuyeckue (0ynnesHvle UXmuo3vl) U 08a «0COOLIX» UXMUO3A:
uxmuo3 Aprekuna u cuHOpoOM OMCIAUBAIOULENCS KOJCU (RUTUHS-CUHOPOM).

KnuHnka BpOXXICHHBIX HMXTHO3U(OPMHBIX SpUTPOJAEpMHUil — rereporeHHa.  OCHOBHBIM

CUMIITOMOM SIBJIIETCSl BpO’KJEHHAs I'€HEpa3M30BaHHAs 3pUTpoAepMus ¢ wenymeHneM. CHadana
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YelIyHKN CBETJIbIE M MEJIKOIUIACTHHYATHIE, TIOCTEIIEHHO B Tpoliecce 3a00JeBaHUs OHU CTAHOBATCS
6oJiee KPYITHBIMU M TEMHEIOT.

B 80-90% ciy4aeB neTw poKOArOTCs, KaK KOJIIOIUEBBINM pEeOCHOK (TOKPBHITHI KOJIJIOTUEBOM
poroBoii  000704KOi). VIHTEHCHMBHOCTH 3PUTPOJACPMHUH M  BBIPAKEHHOCTh JIKTPONHMOHA —
BapuabenpHbl. Yaiie BCero MOXHO YBHUJIETh JIaJOHHO- IOAOIIBEHHBIH THIIEPKEPATO3 pa3IMyHON
CTETeHH BhIpaKeHHOCTH. CHCTEMHON CUMIITOMATHKU — HET. Y MCTBEHHOE Pa3BUTHE PeOCHKA OOBIYHO
B IIpeJiesiax HOPMbI, OJHAKO, OCOOCHHO Ha MEPBOM IOy >KU3HH, BCIEJICTBHE YACTOTO JIUTEIHLHOTO
JIeUEHHsI, HApYIICHUs IPOLIECCOB TEIUIOOOMEHA, MOTYT BCTpeYaTrbCs OTCTaBaHUS B pOCTEe U
¢u3nveckom pazButum pedenka. [36,37]

BHe 3aBMCHMMOCTH OT 3THOJIOTHMM J€TH C BPOXKICHHBIMH HXTHO3aMH HMEIOT DSl CXOXKHUX
KIIMHUYECKUX IPU3HAKOB:

0 KomnoaueBuanelii pedbeHok. Y aereit ¢ nameruisipHON (TutacTMHYaToi) GopMoOii MXTHO3a U C
HeOymie3Hoi GopMoil BpokIECHHON MXTHO3U(POPMHOM SPUTPOJIEPMHUN TEJIO TIPU POXKACHUU B
80-90% cmyuaeB MOKPBITO TOJICTON KOJUIOAMEBON 000JIOUKOHM, HanmoMuHaoImeH nemwiodan. B
30-40% ciryqaeB KOJUIOIMEBBIN IJIOJ] BCTPEYAETCS MPU JIPYTUX opMax UXTHO3a (CHHAPOM
[erpena-Jlapccona, Tpuxotrnoauctpopuu, curapom Konpanu-XioHepmaHna, CUHIAPOM Xosi-
VYamica) unu apyrux 3a00jieBaHUX, TAKUX Kak Oose3Hb ['omie (tum 2, nHanTuibHas popma)
B OCHOBE NaToreHe3a KOTOpOH — neguuuT TiaroKo3minepaMui-p-ritoko3uaassl. B 10%
CIly4aeB Yy KOJUIOJMEBBIX JIeTe MUKPOCKONHMYECKMX MPU3HAKOB HMXTHO3a OOHAPYXHUTHb HE
ylaeTcs W KOKa B JalbHEHIIeM NpuoOpeTaeT HOPMANbHBIA BHEIIHUN BHUI («IETH C
camMopaspenrarInencs KOJUIOAUEeBON 000J0YKON/TIIACTUHYATHI UXTHO3 HOBOPOKICHHBIX).
[Ipu poXxaeHUU WM B TEUCHHE MEPBBIX IHEH MOCIE POXKIACHUS KOJIJIOAMEBas 000JI0YKa
pa3pbIBacTCs U B TEUEHUE HECKOJBKHUX HENIENb YCUIIEHHO OTTOPIraeTcsl.

O DKTPONMOH M 3KJIa0UyM. Y CHIIEHHOE HAaTsDKEHUE CHavyalla KOJIJIOAUeBON 000JI0UKH, a 3aTeM U
YTOJIIIEHHOM TUIEPEMUPOBAHHONW KOXKM CO3/a€T YCWICHHE TSIIM B IEPUOPAIBHOM U
NepUOPOUTATIBHON 00JIACTSIX, YTO MPUBOJUT K MOSIBICHHIO 3KTPOMUOHA (BBIBOPOT BEKa) W
sKkabuyma (BBIBOPOT T'y0). B ciywyae koyuioaueBoro mioja BBIBOPOT BEK MaKCHMAJIbHBIN
II0CJIE POXKACHUS U B TeUueHUE 4-6 HeJleNb IPaKTUUYECKH ITOJTHOCTBIO PErPECCUPYET.

0 DOputpoaepmus. ['unepemus ¢ HHOWIBTPALUEH U MICIYIICHUEM KOXH, KOTOpas OXBAaThIBACT
10 90% KOKHOTO IOKpOBa

O VYrpo3a rumno-/TunepTrepMun. Y HOBOPOKJCHHBIX OOJBIIYIO OIACHOCTDH MPEJICTABISAET MOTEePs
Teruia, a B OoJiee MO3/JHUE CPOKH, KOTJa MPOMCXOAUT 3aKyNOpKa YCThEB IOTOBBIX XKeEJe3

POTOBBIMH ITPOOKaMU BO3PACTAET OMACHOCTH MEPETPEBAHUSI.
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Kiuanueckn xapakTepHo AJisi ayTOCOMHO-PEIECCUBHBIX BPOKICHHBIX UXTHO30B:
0 Komroguessiii maosa
DpUTPOAEPMUS C POKICHUS
DKTpONHUOH
OknabuoH
[ImactuHYaTo€ 1IENyIIEHNE
JIaTOHHO-TIOOILIBEHHBIN TUIIEPKEPATO3
KpynHble yentyiiku B BUi€ MJIACTUHOK (IIPEUMYIIECTBEHHO HA IOJIEHSX)
TpeuiuHel Ha KOKe

KoHTpakTypb! cycTaBoB (13-3a KOKHOT'O IIpOLECCa)

O O O 0O 0o o o o o

Jluctpoduieckre N3MEHEHUsT HOT'TEBBIX TUIACTHH
0 PyOuyromasicst amonernus

OOmwmM Ui HaclIenyeMbIX [0 ayTOCOMHO-PELECCUBHOMY NMPU3HAKY BPOXKICHHBIX UXTHO30B
SBIISICTCS IPUTPOACPMHUSI, KOTOpas MpOSBISETCA yxke ¢ poxaeHus. HecmoTps Ha paszmuuHble
TEHOTHIIBl 3Ta TPyIIa UXTHO30B 00bEIMHEHA M0 HA3BAHUEM «IAMEIUISIPHBIE UXTHO3BIY.

Kak renernuecku, Tak M KIMHUYECKH, JIAMEIUISIPHbIE MXTHO3Bl — HE OJHOPOIHAs Tpymma
3aboneBanuii. 80-90% nerelt poxkaaroTcs, Kak «KOJUIOAMEBBINA mioay. Koxa, koTopas oOHaxaercs
1ocie  OTXOXKICHHS  pOTOBOH  OOOJOYKM  MEHee THIIEPEeMHUpPOBAaHHAs, HO  OTMEYaeTcs
TeHEepPaIM30BaHHOE  IUIACTHHYATOE  IIENyIICHHWEe, OJHOBPEMEHHO C KOTOPBIM  00s3aTeIbHO
HaOIroaeTcsl  JIaJOHHO-TIOJIOIIBEHHBIH  THUMEPKEpaTo3, KOTOPBIM  ABISETCS  MOCTOSHHBIM
KJIMHUYECKUM TPU3HAKOM 3a0oJieBaHus. Yenryiiku Ha IIIafKoi Koxe 0ObIYHO MEJIKHE U CBETJIbIE, Ha
TOJICHAX KpYIHBIE, 0Opa3yloT IMJIACTHHYATOE MIETyIIeHHEe. Y HEKOTOPBIX OOJBHBIX HaOIromaeTcs
nedopmanust  ymHbIX pakoBUH. OOS3aTENbHBIMU  CONMYTCTBYIOUIMMH (DEHOMEHAMH  SIBISIOTCS
SKTPOIHOH, SKJIA0MOH, TPEIIMHbI, KOHTPAKTYphl M IUCTpOo(uu HOTTEH, TspKenas pyOrryromasics
asonenis, 0co0eHHO Mo nepudepun ckajabna. MHOTHE IeTH BHayalle OTIMYAIOTCS MajbIM POCTOM,
HO TIOCTENICHHO HAroHSIOT CBEPCTHHUKOB. IIpu3HakoB cuctemMHoro 3aboseBanus — HeT. [lcuxudeckoe
pa3BUTHE B IIpeiesax HOPMBI.

Byaje3nbie GnuaepMoIUTHYECKHE; KePATHHONATHYECKHE) HXTHO3bI
DpUTPOAEPMUS C POKICHUS

Dpo3uu Ha KOXKE

I1y3b1pu Ha KOXKE

['uniepkeparo3 , UMEOLIMI UTOJIBYATHIN BUT

O O O O O

[ToBbIIIeHHas! BOCHPUUMYHBOCTD K CYyNEPUHPEKITUAM
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O BeipaxxeHHBII THIEpKepaTo3 (0yporo/rps3Ho-ceporo/0ypo-uepHOro 1BeTa) KOKHU B 001acTH

CKJIIaZI0K

O XapakTepHbIil HEPUATHBIH 3arax oT GOJIHHOTO

JleTn poKJaloTCs B COCTOSHMM SPUTPOJCPMUU M OOIIMPHBIMU 3PO3HUSAMHU, YTO IO3BOJISIET
3aMmoJ03pUTh OYJUIE3HBIH AOUAEPMOJIA3 WM CHHAPOM OOO0XIKEHHOW KOXKH, BBI3bIBACMBIH
crapunokokkoM. HecMmoTps Ha  HaaMuuMe  TUIEPKEPAaTO30B, OTMEYAETCS  IMOBBIIICHHAS
TpaHcO NUAepMalbHas 1oTeps BoAel. llocime mepBoro-BToporo rojaa JKM3HH CKJIOHHOCTH K
00pa30BaHUIO My3bIpeil HECKOJBKO yYMEHBIIAeTCs. Y ManueHTa o0pa3yeTcsl KpyMHOIUTACTHHYATHIN
THIIEPKEPaTO3, KOTOPBIM H3-3a JIMHEHHON HamoOMUHAIOMEH IIUObl (OPMBI, HAIIOMHUHAET WIJIbI
IuKooOpas3a, M3-3a 3TOrO €ro Has3bIBAIOT MIOJIbYAaThIM HXTHO30M. W B paHHMiI mepuox u B
JaTbHEUIIEeM COXPaHSETCs MOBBIIICHHAs! CKIOHHOCTD K CyNEepUHPEKIUIM.

B o0nactu KpyHHBIX €CTECTBEHHBIX CKJIQJAOK (KOJICHHBIX, JOKTEBBIX, Jy4e3alsCTHBIX H
TOJICHOCTOTIHBIX CYCTAaBOB, Ha IIEHHBIX CKJIAZKaX, B 00JACTH TOMBIIICYHBIX BIIaIH) HaOII0daeTCs
THIIEPKEPATO3 C KPYIMHOIUIACTHHYATHIMH POTOBBIMH KPOIIKOMOJOOHBIMU 0Opa3oBaHusiMu. Ouaru
runepkeparo3a Oyporo, Oypo-depHOro WM Tpsi3HO-ceporo mBera. Ha ¢one rumepkeparosa
[IEPBOHAYAJIBHO TOSIBJIAIOTCS IIy3BIPU C CEPO3HBIM COIAEPKUMBIM U IOCIEAYIOUM IIPUCOCIUHEHUEM
BTOpUYHOM MH(pekunu. OTHOBPEMEHHO OTMEYAETCs MOBBIIICHUE TEMIIEPATyphl Tella U YBEIUYECHUE
perMoHapHbIX JTUM@aTHYecKux y370B. IIpu OTTOp)KEHMHM PpOTOBBIX HACIOCHHH OCTAalOTCA
9PO3UPOBAHHBIE OYaru C 3aMETHBIMU COCOYKOBBIMU pa3pacTaHUAMU. XapaKTEPeH HEIPUATHBIN 3arax
M3-32 YacTOr0 MNPHCOEAWHEHHs] BTOPHUYHOM HMH(pekuuu. B rpynHoM Bo3pacTe WHQEKIMH MOTYT
IIPUBECTHU K CEIICUCY U JIETAIBHOMY UCXOLY.

Nxtno3 uraucreiii Kypra-Maxkanna

0 ['mmepkepaTo3 KOKH TYJIOBHUILA U KOHEYHOCTEH
O JIaOHHO-NIOOIIBEHHBIN TUIIEPKEPATO3

XapakTepHOH OCOOEHHOCTBIO SIBJISICTCSI BBIPAKEHHBIM THIIEPKEPATO3 B BUJE ILIUIOB, Kak
«uriel 1ukooOpaszay. Taxke, Kak ¥ IpU BPOKICHHOHN OyJUIe3HON MXTHO3U(MOPMHON SPUTPOAECPMHUH,
XAapaKTEPEH JIAJOHHO-TIOIOIIBEHHBIE KEPATO3.

HxTrno3 6yiesnsiii Tuna Cumenca (MXTHO3 3KC(OJIMATHBHBIN)

O Dpo3uu Ha KOKeE
0 lllenymenue no nepudepun 3po3uii
O T'mcrosorndecku - SNUAEPMOIIN3 B BEPXHUX CIIOAX DIUACPMHUCA

XapaKkTepHBIM IIPU3HAKOM SIBJISIETCS HAJTMYHE BOPOTHUYKOBOTO LIETYIICHUS 110 KPAK0 SPO3Uil,

KOTOPBI Ha3bIBalOT «(EHOMEH JHMHBKH». ONUAEPMOJIN3 THCTOJOTHYECKH OTPAHUYECH TOJBKO

BCPXHHUMHU CJIOSAMU SIMUACPMHUCA.
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HNxtuo3 Apiaekuna (MxTno3 niona)
0 JleGroT ¢ poxaCHUS
IIponecc 3axBaTbIBaeT BECh KOKHBIN ITIOKPOB
PoroBoii maHype Ha KOXKE ¢ POKICHUS
TpeuHsl poroBoro NaHIUps
CkJaiki poroBoro MaHIMps B 00JIACTH CYCTaBOB, B yIilax pTa
OKTpONHUOH
OknabuoH

JleopMUpOBaHHBIE YIIIHBIE PAKOBUHBI

O O O O O o o o

Porosrle HacIOeHUs B BUJIE MPOOOK B HO3APSX M CIYXOBBIX MPOX0J1ax
O IlopaxeHue BHYTPEHHUX OPraHOB OTCYTCTBYIOT

3a0oneBaHle XapaKTEPU3yeTCs MOSBICHUEM KIMHHUUYECKUX CHMIITOMOB C POXACHUS: MPHU
POXKICHUHU KOXKa peOeHKa HAllOMUHAET TpyObIil CyXOil poroBoi MaHIMpPh CEPOBATO-OEI0BATOrO MU
CHpPEHEeBAaTOr0 I[BETa, KOTOPHIH B TEpPBbIE 4Yachl IOCIE POXKICHHUA HAYMHAET TEMHETb.
Hosopoxnennsie B 80% ciaydyaeB poKJIarOTCS HEAOHOLIEHHBIMH.

IlopaxxeHue 3axBaThIBAE€T BECh KOKHBIM IIOKPOB B BHUJE CIUIOIIHOIO, Pa3JIMYHOM TOJIIVHBI
pOroBOTO  MaHIUpPA  OEJIOBATO-XKENTOr0 WM  CEPOBATO-KOPUYHEBOTO  IIBETA,  KOTOPBIN
pacTpeckuBaeTcsi, 1 Ha CYCTaBHBIX TMOBEPXHOCTAX o0Opa3yrorcs rirybokue O6oposnku. Ha rosmose
TOJCTBIA CJIIOM POrOBBIX HACIOCHUHM, HUMEIOIIHUECS BOJIOCHI KOPOTKHME, PEIKHE WIM BOBCE
OTCYTCTBYIOT. JIn1io 1epopMUPOBAaHO M MOKPHITO KPYMHBIMU POTOBBIMH IIaCTHUHAMH. POT mMpOKo
PacKpBIT M3-332 CHJIbHOW MHQWIBTPALMU MITKUX TKaHEH, B yriax pra TiyOoKHe TpeuiuHbl. ['yOb
YTONIIEHBI, a CIU3UCTas OO0OJIOYKAa BBIBEPHYTA, PE3KO BBIPAKEHHBIM OSKTPONHOH, PECHHULIBI
paspsokeHsl [29,34]. ViuHble pakoBHHBI J1e(OPMHPOBAHBI M IUIOTHO NPWXKATHI K Yepery WIn
3aBEpPHYTHI BIiepel. B HO3APSAX M CIIyXOBBIX MPOXOJIaX POTOBBIC HACIOCHHUS B BUE MPOOOK. OHAKO
3a00JIeBaHNE HE COTPOBOXKIAETCS MOPOKAMHU PAa3BUTHSI BHYTPEHHUX OPTaHOB MM HEPBHOM CHCTEMBI.

IIpy nOKHOM yXOJie, POrOBBIE HACIOEHMSI OTTOPIarOTCS Yepe3 HECKOJIbKO Henenb. Takue
JeTH TIPUOOPETAIOT MPAKTUYECKH HOPMAJbHBIM BUI, OJHAKO HAa BCIO XU3Hb Yy HHUX COXPaHSETCS
TshKenas HeOyme3Has spurpojepmust [47].

AHaAMHECTHYECKH: Yallle POXKAAIOTCS HEJOHOIIEHHBIMHU

CuHApPOM OTCIauBAKOIIEHCH KOKU (MAJIUHT-CHHIPOM)

Bo3MoxHBI 1Be KIIMHUYECKHE (POPMBI — aKpallbHAs!, KOTJIa MPOIECC 3aTParuBaeT, B OCHOBHOM,
THUTbHBIE TIOBEPXHOCTH KUCTEH M CTOII, M TeHEpaIn30BaHHasl, KOTJa OXBau€H BECh KOKHBIA MOKPOB.
AyTOCOMHO-PELIECCUBHBIN MUIMHT-CHHIPOM BO3MOKeH ABYX TUNIOB A u B. Tun A xapaxrepusyercs
BapHabeNbHOCTHIO Hauana, 3a00JIeBaHNEe MOXKET ObITh BPOXKICHHBIM WM JeOIOTHPOBATh B BO3pacTe

3-6 ner. Tun B HaunmHaeTcs ¢ poXKACHUS, KIMHHYECKH MPEICTABICH BPOXKIECHHON NUXTHO3U(POPMHOI
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spurpoaepmueil. Tun B orinnyaercss BOCHAIUTEIBHBIM KOMIIOHEHTOM U KIIMHUYECKH BBITIISIUT, KaK
BPOXJICHHAs] MXTHO3U(OPMHAsT SPUTPOACPMHUS], ACCOLMHPOBAHHAS C IMPOJOJDKAIOIIEHCS OTCIOMKOM
KOXH. YIIydIlIeHHe COCTOSHHS y YaCTH MallueHTOB B OoJiee CTapIleM Bo3pacTe

VYiy4iieHue B COCTOSIHUM MOXKET OTMEYAThCs Y 4aCTH, HO HE y BCEX MAallMEHTOB. [ 'unoruapos
TaKKe XapaKTepPeH He JJIs BCEX MAlUEHTOB.

PacctpoiicTBO XapakrepusyeTrcs 3yJOM, YYBCTBUTEIBHOCTBIO K KOXXHBIM HH(EKIUsIM,
BKJIIOYAs BUPYCHI Tepreca. XapaKTepHbl CKIOHHOCTb K aTOMWHU, KOPOTKUHM poct. JlabopaTtopHO
OTMEYaeTCsl MOBBIICHUE TUTPa aHTHTEN Kiacca IgE u s03uHO s

XapakTepHO YCWICHHOE OTCIIAUBAHUE HAPYXKHBIX CIIOEB JIUIACPMHUCA, KOTOPOE MOXKET
COIIPOBOXKIATHCS HEBOCIAIUTENBHOM, IEPUOJIUUECKH YCUIUBAIOIIEHCS spuTeMoi. [Ipu moBelieHnn
TeMIepaTypbl U BIKHOCTH BO3/yXa, mIenymeHue ycuiuBaeTcs. CyObeKTUBHBIC KanoObl, 0OBIYHO,

OTCYTCTBYIOT. 32)KHBIJICHHE TPOUCXOIUT Oe3 pyOleBaHMUS.

2. lMarHoCcTHKA

Huacnocmuxa uxmuoza 6azupyemcsi, 8 OCHOBHOM, HA OYeHKe JHCanob, anamHesa u
KAUHUYECKOU Kapmunbl 3a001€8aHUsL, A MAKHCe, NPU He0OX0OUMOCMU, HA OONOIHUMETbHBIX
00C1e008anuUAX (ancopumm 006Cc1e008aHus nayueHma npu NOOO3PEHUU HA UXIMUO3 NPEOCMABTIeH &
Ipunoscenuu I'l).

2.1 ’Kaao0bLI 1 aHAMHE3

e [Ipu momo3peHnu Ha ByIbrapHbIM UXTHO3 PEKOMEHJOBAHO 00palaTh BHUMaHHE Ha!

1. Hanimune uxTHO3a y POJCTBEHHUKOB IAIIMEHTA | U 2 CTENIEHU PpOJCTBA.

2. TlosiBneHne KIMHUYECKUX CUMIITOMOB Ha MEPBOM oy *KHU3HU (3-7 Mecs1eB) WU TO3/1HEe
(mo 5 ner).

3. UeTKyl0 CE30HHOCTh C YAyYIIEHHEM B JIETHEE BpeMs M YCHJICHHEM KIMHUYECKUX
MIPOSIBJICHUM B 3UMHUH IIEPUOLL.

4. ComyTCTBYIOIIYIO aJUIEPrOJIOTUYECKYIO MATOJOTHIO: OOJBHBIC BYIBIAPHBIM HXTHO30M
CKJIOHHBI K aJUIEPTUYEeCKUM 3a00JIeBaHUSAM U aTOMMU. YacToTa COYeTaHUs ¢ aTOIMHMYECKUM
nepmarutom gocturaet 40-50%. MoryT ObITh OHOBPEMEHHO MPOSBICHUS OPOHXUATBHOMN
acTMbl, Ba30MOTOPHOIO PHHMTA, KpAllMBHULBL. XapaKTepHa HENEPEHOCUMOCTb psjlia
MULIEBBIX MPOAYKTOB U JIEKAPCTBEHHBIX MIPENapaTOB.

5. ComyrcrByromue 3a00yeBaHus: y OOJBIIMHCTBA OOJIBHBIX PETUCTPUPYIOTCS 3a00JICBaHUS
KEIYIOYHO-KUIIEYHOTO TpakTa M JKEJIUYEBBIBOJAIIMX IyTeW (TracTpUT, SHTEPOKOJIMT,

JTMCKUHE3UH IKEMYEBBIBOJAIIMX IyTeH), pexke HaOII0AaeTcsi KPUIITOPXU3M  HITH
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runoreHuTanu3M (y 3% O001bHBIX). BoJIbHBIE CKIOHHBI K TMHUOKOKKOBBIM, BUPYCHBIM U

I'pUOKOBBIM MH(EKLIUSM.

[Tpu noo3penun Ha X-CHETICHHBII UXTHO3 PEKOMEHI0OBaHO 00palaTh BHUIMaHUE Ha!

1. Hanmune uxTHO3a y pOJCTBEHHUKOB NanueHTa 1 u 2 cteneHn poacrsa. boneroT Tosbko
JUna MYKCKOro mnoija. JKeHIIMHBI SBJSIOTCS TeTEepO3UTOTHBIMM HOCHUTEJIbHULAMU
nedexkTHoro reHa, 63 KIMHUYECKUX MPOSBICHUH.

2. TlosiBneHHe KIMHUYECKUX CUMITOMOB C POJKICHHUS WU C MIEPBBIX MECSIIEB KU3HH.

3. CnaGoBBIPAKEHHYIO CE30HHOCTb, OJTHAKO, OOJBIIMHCTBO OOJILHBIX OTMEYAET YIIy4IIeHHUE
JIETOM.

4. OrcyrcTBHE accOLMalMi ¢ aTOMMYECKUM JEPMaTUTOM M PECHUPATOPHOMN ajieprueu y
OO0JIBIIMHCTBA OOJIBHBIX.

5. IlomytHeHue poroBulisl 6e3 HapymieHus 3penus (y 50% 060abpHbIX), KpunTopxusM (y 20%
OOJIBHBIX).

6. Hammuue nposiBnenuit cunapoma Kannmana (KALI, Xp22.3), ai1st KOTOPOro XapakTepHbI

TUMIOTOHAJOTPOIHBIN TUIIOTOHAU3M U AaHOCMUS (HEPEAKO aCCOLMUPYETCSI C UXTUO30M).

[Ipy momo3peHMH Ha ayTOCOMHO-PELECCUBHBIE BpOXKICHHbIE HMXTHO3bI PEKOMEHJIOBAHO

oOpaiats BHUMaHUE Ha:

1. Hanimune uxTHO3a y POJICTBEHHUKOB IAIIMEHTA | U 2 CTENIEHU PpOJCTBA.

2. IlosiBneHHe KIMHUYECKMX CUMOTOMOB C DOKICHHUS: IUIOJ POXKIAETCS B KOJIOMIHOM
IUIGHKE WM COCTOSIHUU T€HEpAIIM30BAaHHOM SPUTPOAECPMHH, 3aT€M K 6-7 MecsmaM Iocie
POKICHUS pa3BUBAETCS FeHEPAIM30BAHHOE IJIACTUHYATOE IIETyIIEHHE.

3. OrcyrcTBUE HapyIIEHUH HU3NIECKOTO U ICUXUYECKOTO Pa3BUTHS Y OOJIBHBIX.

4. OTcyTCTBHE CE30HHOCTH.

[Ipu mono3pennn Ha Oyiie3Hble (SMUAECPMOIUTHYECKUE; KEPATOJIUTUUYECKHUE) HXTHO3BI
PEKOMEHIOBaHO 0oOpalaTh BHUMaHHUE Ha:

Hannune mxTHO3a Yy pOJACTBEHHHMKOB IMAIMEeHTa | U 2 CTENeHn pOJICTBA.

[TosiBneHne KIMHUYECKUX CUMIITOMOB C POXKICHMS: MIPH POXKACHUU KOXKa peOEeHKa BBITIISIUT
MallepupOBAaHHOM, BCKOpE IIOCTE POXKAEHUS KOXKa CTAHOBUTCS CYXOW, a Ha KpPYIHBIX
€CTECTBEHHBIX CKJIaJIKaX - OrpyOeBIIel U KPYITHOCKIIa4aTOM.

Ce3oHHOCTh: OOOCTpeHue 3abojeBaHHMs C OyJIe3HOM peaknued | MOCIeTYyIOIINM

npucoeMHeHNEM MH(EKINN 00BIYHO HAOIIOAeTCS OCEHBIO U BECHOM.
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2.2 Ou3uKkaJIbHOE 00CIeT0BAHUE

IIpyn npoBeneHNH KIMHMYECKOTO OCMOTpPAa PEKOMEHIYETCSl BKJIOYAaTh HW3MEPEHHUE POCTa U

MacCChl TCJjIa, TCMIICpATypbl TCja, OLICHKY COCTOSAHUA KOCTHO-CyCTaBHOﬁ CHUCTEMbI, BBbISBJIICHHUC

IMPHU3HAKOB JII/IM(I)a,Z[CHOHaTI/II/I, a TaKKC OLCHKY COCTOAHHA KOKHBIX ITOKPOBOB C xapaKTepHoﬁ

KJIIMHUYECKOW KapTHUHOMU sl MAIIMEHTOB C UXTHO30M [8].

2.3 JIaGopaTopHAasi AMATHOCTHKA

PexomenioBano mposejeHue oOIIEro aHalu3a KPOBH, OINpENeSiCeHHE YPOBHsS TpaHCaMUHAa3
(amanmHaMuHOTpaHc(epasa,  acmaprataMHHOTpaHC(epasza),  CHIBOPOTOYHBIX  JIMITHJIOB
HATOIIAK (YpOBEHb TPUTIIMIEPUIOB), MOYECBHHBI, KPEATHHUHA, JIEKTPOJIUTOB, OOIIUN aHAIN3

MOYH I OCHKH OGH.[CFO COCTOsSHHUA IMTallUCHTA.

B cnyyae Ha3HaueHUs CUCTEMHOW Tepamuu PETHHOUIAMH OOCIIEJIOBAaHHE PEKOMEHIOBAHO
MPOBOJUTH J0 Hayaja CUCTEMHOW Tepamuu, B TEUECHUE MEPBBIX 2-X MECSIEB Kaxjabie 2-4

Hezenu, 3ateM 1p/3 mecsna [8].

2.4 UHCTPYMEHTAILHAA TMATHOCTHKA

e B oraenbHbIX cinydasx A AuddepeHUuanbHON TUarHOCTUKM PEKOMEHJIO0BAHO MPOBECTH

THUCTOJOTHUYCCKOI'O UCCIICA0OBAHUA omoIrrara KOXHu.

2.5 MeauKo-reHeTHYECKO€e KOHCYJILTUPOBAHNE U MIPEHATAJIbHASA THATHOCTHKA

CeMbpsIM ¢ OOJIBHBEIMH ACTbMHU PCKOMCHAYCTCSA MCAHUKO-TCHCTUYCCKOC KOHCYJIBTUPOBAHUC C

LCJIBIO pa3bACHCHUS PHUCKA POKIACHUA ,Z[CTCﬁ C UXTHO30M B ,Z[EU'H:HCI‘;IH_ICM.

PexoMeH0BaHO MPOBEICHUE MOJICKYISIPHO-TEHETHUECKOTO HCCIICAOBAHUS B KadyeCTBE
IIPEHATaJIbHON TUAarHOCTUKY nocie 10 Hexenu recranuu.

Kommentapuu: IIpeonoumumenvHvlM MemooomM NpeHamanvHol OUAeHOCMUKU A61AemCsl
MoaeKynapHo-eenemudecku. Hedocmamkamu ghemockonuu u Ouoncuu Koxcu HepoHCOeHHO20
pebeHKa A61emcs. HeBO3MONCHOCIb UX NPUMEHEHUs HA PAHHUX CPOKAax GepeMeHHOCmuU, a
MaKxce BblCOKUN PUCK HeGblHawUanus obepemennocmu. OnmumaibHblM — 8pemenem
npoeedenUs MONEKYIAPHO-2eHEMUYECK020 aHANU3A AGNAIOMCA PaAHHUe CPOKU DepeMeHHOCT.
B mex cnyuasx, xoz0a uzeecmen ceHemuueckuii Oegexm, 6vl36aguiull 3abonesanue U
UOeHMUPUYUPOBAHA XapaxkmepHas O OAHHOU CceMbU Mymayus, npoeooumcs: Ouoncus
B0PCUHOK XOpuoHa uau amuuoyenmes. Eciu cneyugpuueckas mymayus ne onpedenena, mo
npU HAIUYUU COOMEEMCMEYIOWe20 COCMaAsa Cembil, BO3MONCHO NpogedeHuUe NPEeHamalbHOl

ouazHocCmuKu Memooom ananiuza cyenienus [50,55] .
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Ilpu aymocommo-peyeccugnvix 3a001€6aHUAX C U3BECMHOU Mymayueli peKoMeHOVemcs
npoeooums  onpeoeieHue Hocumens ONs  6blAGNEHUs POOCMBEHHUKO8 2PYNNbl  PUCKA

[18,19,23,36].

3. Jleuenue

Cospemennbie Memoobl ieueHus HACIeOCMBEHHbIX QOPpM UXMU03a npeocmasiaiom coobotl, &
OCHOBHOM, CUMNMOMAMUYECKYI0 Mepanuio U UX OCHOBHOU 3a0aueu ABNAEMCsa VEIadCHEeHue,
80CCMAHOBNIEHUY 2UOPOIUNUOHOL MAHMUU U OMULETYUUBAHUE PO20BLIX HACLIOEHU.

Haubonee unmencusnoii mepanus dvieaem 6 nepguvle 3-4 mecaya nocie porcoeHust, NOCKOIbKY
UMEHHO 6 3MOm Nepuood 0emu C UXMUOZOM OCODEHHO NOOBEPIHCEHbL PUCKY PA36UMUS Cencucd,
nepeoxnaicoeHus u nepezpesa.

Ocobennocmoulo demeti, cmpaoarOWux UXMUO30M, AGNAEMCs NOGbIUEHHAS NOMeps dHepeuu
U3-3a HapywieHusi O0apbepHoli QYHKYUU KOHCU, UYMO 00yCIaeIueaem 6biCOKYI0 NOmMpeOHOCMb 8
NUMAMENbHbIX 8eujecCmeax, d Uux HeoOCMAamoyHOCMb NPUBOOUM K OMCMABAHUIO 6 QU3UUECKOM
pazeumui.

Komnnexcnas — mepanusa  pebenka ¢ maAxcenou — Gopmoi  uxmuoza  A6IAEMCA
MEANCOUCYUNTUHAPHOU 3a0ayeli, NOIMOMY, NOMUMO OepMAmosoc08 U neouampos O00NHCHbL Oblmb
3a0eticmeosansl opyeue cneyuanucmol [30,31,44].

Heobxo0umo ocywecmeénams KOHMPOIbL COCMOAHUA PO20BUYbL U NPUHUMAMb peuleHUue O
XUpypauueckom iedenul b160poma 8eK ¢ yuacmuem oQhmanbmonoza.

Heobxo0umo nposooums pecynapHnoe oyuujenue ciyxo8020 npoxooda om CKONIEHUsSL PO2OBbIX
macc u 6 oanvbHetiwem, npu HeoOXoOUMOCMU, NPOBOOUMb XUPYP2UYecKoe JeyeHue npupoculeli YUHoU
PAKOBUHBL C yuacmuem OmopUHOIAPUHSON02A.

3.1 KoHcepBaTHBHOE JIeUEHHE

Hapyoicnaa mepanus

YV nayuenmos c uxmuoszom mapywaemcs oOapvepnas yHKyus KoOdiCU, KaAK cleocmeue
NOBLIUEHHASI NOMepsl 61a2u ¢ ee NOBEPXHOCMU, NOIMOMY 60 6AANCHOM KIUMAMmMe COCMOSHUE
NayueHmos Yayuulaemcs, a 6 JAecKUX CIy4dsax, Npu 6YIb2apHOM UXMUO3E MOMCem HACMYNUMb
3HauumenvHoe ynyuuienue. B cyxom kanumame u 6 3umHee 6pems, 6 NOMEWEHUU PEKOMEHOYemcs

Ucnobzoeambs yeidsxcHumenu 6030)/)661.

L4 I[JIH MOBBIIICHUA BJIAXKHOCTHU KOKH PCKOMCHAOBAHO TIIPUHATHUC BaHH. OTHIGJIYH_II/IBaHI/Ie
YYaCTKOB KOXKHU C THIICPKEPATO30M IMPOUCXOAUT JICTYEC, CCIIN KOXKa MEpCa 3TUM ObLIa XOpo1uIo
YBJIa’)KHCHA. PGKOMGH,Z[OBaHO HCIOJIL30BAaTh TAKUC CPCACTBA, KaK MacCJjia JI1 BaHH U HAHOCHUTb

OMOJICHTEI ICPC] BLITUPAHUCM, YTO 3HAYUTCIIBHO YJIy4YIIaCT COCTOAHUC KOXKHU.
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Kommentapumn: Edwceonesnvlie 6anmbl ¢ 000asieHueM CneyuaibHulX macei, 3amem
uepedosanue 8aHHbl C MACIOM U 6AHHBL C NUWEBOU COOO, OKA3bIBAIOWEll KEPamOoIUmuiecKoe
Oeticmsue (50-150 2 ua 6aHHy) unu 6aHHBI C NUEHUYHBIM, PUCOBLIM U KVKVPY3HbIM
Kpaxmanom. Mexanuueckoe omuenyuusanue oCyuwecmesisemcs Mazko, ¢ pazHou 4acmomotl
(3a8ucum om cmeneHu BbIPANCEHHOCMU O0po2oseHus, om I 0o 7 paz 6 Hedenio) nocie
pasmacuarowel 6annvl ¢ meuenue 10-20 munym. Ocywecmeénsiemcs OH Npu NOCMOSHHOM
OpOWeHUU KOJCU B0OO0U NPU NOMOWU CREYUATbHbIX PYKAGUYEK UNU WLENTKOBbIX JTOCKYmos. B
cpedHem Ol ocyujeCcmeienus obpabomku 6ceco mena y HAYUEHMA C MANCENbIM, HO

KOHMPOIUPYEMBIM UXIMUOZOM 8 OeHb 3anumaem om 1-1,5uacos;

Jlis ymydiieHus JecKBamMallii KOPHEOIMTOB W YHAJieHUS 4YelIyeK NpU TUIIEPKEepaTose
PEKOMEHI0BAHO MPUMEHSTH KEPATOJIUTUKH.

KommenTapuu: Cywecmayom pasiuuHvle Kepamoaumuieckue npenapamsl 8 suoe Kpemos u
JIOCbOHO8. Omu cpedcmea 6 8ude Oelicmeyiouec0 Gewecmed CcooepiHcam MOYeGUHY,
canuyunogyio kuciomy™ ™ unu anvbgha-eudpokcunvrvle KUCIOMbl (MOLOYHYIO U 2IUKOILEBYIO
KUuciomut).

D pexmusnocms mouesunsvl 00YCI081eHA ee CBOUCMBOM C853bl86amb 600Y. IIponunenenuxon
6 konyenwmpayuu 0o 40%, kax c npumeneHuem OKKIO3UU, MAK U 0Oe3 Hee, A61AemMCs
sgpgpexmuenvim  Kepamoaumukom. Ilpumenenue OKKIIO3UU, KAK NPABULO, YEeludusaem
ahhexmueHocms Kepamoaumukos, 0OHAKO, NPUMEHeHUe OKKIIO3UU HA OOUWUPHBIX YYACKAX
U y nayueHmos ¢ NioXol nepeHoCUMOCHbIO 8bICOKUX MEMNEPAmyp, OO0INCHA NPOBOOUMBCI C
0Cc0001l OCMOPOIHCHOCMBIO.

Ilpu ucnonvzosanuu Kepamoaumuko8 HA OOUUPHBIX YHUACMKAX, HEO0OXO00UMO YUumvléams
HapyuwieHue OapvepHoll @QYHKyuu y 00abHbIX uxmuosom. Tax npumeneHnue cpeocms ¢
canuyunosol  kuciomou’ ™, ma obwupnvle yuacmku, ecreocmeue abcopbyuu, Modxcem
npugecmu K 8blpaNCeHHOU UHMOKCUKAYUU (MOUWHOMA, WYM 8 YULaX, OUCNHO), 2aLTIOYUHAYUU
u m.o.). Yem meHvuwie pebeHOK, mem @vluie PUCK BO3HUKHOBEHUS NOOOOHBIX pearyuil.
Hapywenue xoocnozo 6apvepa HeoOX00uMoO yuumvléams U Npu JedeHuu COnYmcmeyruux

0epmamo308.

PGKOMGH,Z[OBaHO Ha3HA4YCHHUEC MCCTHBIX PCTUHOUAOB WK CPCACTB, COACPIKAIINX BUTAMUH I[?),
XO0Td Y HCKOTOPBIX MATUCHTOB OHU BBI3BIBAIOT MCCTHYIO PCAKIIUIO PA3APAKCHU.
I[JISI NpeaAOTBpAlICHUA MECPCTPEBAHUA PCKOMCHAOBAHO HCIIOJIB30BATh OXJIAKAAOIIUC KUIICThI

WM UMETh ¢ COOOM MyapBEPU3aTOP C BOIOH.
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KOMMeHTapHH: y HeKomopblx nayueHnoes ommeuaenmcsia CHUNCEHHAA CnocooHoCmb K

nomMoomoeNeHuIo u HEeNnepeHocumMocmys 6blCOKUX memnepamyp, 0CO0OEHHO Mo XapakmepHo ons

JIaMENIAPHO20 UXMUO3A U UXMUO3UDOPMHOU dpumpodepmuu. OcobeHHO OnacHo nepezpesamue

0715 HOBOPOIHCOeHHbIX. Puck 6o3pacmaem 6 dcapKyio no2oody u npu u3udecKux Hazpy3Kax.

PexoMeH10BaHO B TIEpHO1 HOBOPOXKICHHOCTH H CPa3y MOCIE POIOB:
O peOeHKa TPaHCIOPTUPOBATH B OJESUIC U3 ATIOMHHUEBOH (POJITM B pEaHUMAIIOHHOE
OT/EJICHUE;
O B MHKyOaTOpe MoAJep KUBaTh BIAXHOCTH Bo3yxa 70-80%;
O o0ecrednTh KaTeTepu3aluio MyMOYHON BEHBI;
O OCYIIECTBIISATh IOCTOSIHHBIH MOHHUTOPHHI JJICKTPOJUTOB, MHUKPOOHOH KOJOHH3ALUH

KOXH.

PexoMeH1I0BaHO MPOBOJUTH BHIOOP Ma3eBOil OCHOBBI B 3aBUCHUMOCTH OT COCTOSIHHSI KOXKHU
MaIeHTa U ¢ yUeTOM Bo3pacra maiuenta. Uem Oosiee BeIpakeHa SPUTPOACPMHES, TeM Oosiee
A sIIel J0JDKHA ObITh HAPY)KHASI TEPaIus, TeM OOJIbIIIE BOJIbI JOJDKHA COACPIKATh OCHOBA.

KommenTapuu: B nepgvie Onu 60 8pems npebviganus 8 UHKyOamope noxkazan 2uopouibHulil
Kpem, KOMOpblll NOCMENEHHO, C YMEHbUIeHUEM GILA}CHOCIU 8 UHKYOamope, 3aMeHsemcs Ha
Ma3b HA KpeMoBol OCHO8e, 3amemM HA Masb. Tenioobmen uepe3 nomeHue  OSPAHUYEH
gcreocmeue  2UNepKepamosd,  NO3MOMY  JCUPHble,  CO30arowue  OKKIIO3UI0  Masu — —
NPOMUBONOKA3aHbl. Jlemom npu nogvluleHHo memnepamype u 61adCHOCIU PeKOMEHOVIOMCS
bonee neckue 2udpouivHvle 0cHosbl. [ udpopobHvle mazu npumensromces 2-4pasa 6 Oenv,

2uopogunvuvie Kpemvl 6-8p/OeHb.

Ha nepBoM roay »KHM3HUM PEKOMEHJIOBAHO IIPUMEHATH HAPYKHBIC YBIIAXHSIOIIME CPEICTBA,

coaepxartue rauueput (5-10%) u nexcrnantenon (5%) amiaHTOUH.
He pexoMeH10BaHO IPUMEHATH MOYEBUHY Y I€TEH 10 TOJA.

Co 2-ro roja >KM3HM PEKOMEHJOBAHO N00aBiATH 3% MOYEBHMHY, C 3-r0 roja J00aBIATH
MoueBuHy (7-7,5%), Ha KOy JIaloHeH U MOAOIIB ¢ OoJbInel KoHmeHTpaiueit (10-15%), Ha
3TH YYacCTKH PEKOMEHJIOBAaHO J00aBISATh CATULMIIOBYIO KHCIOTY (2-2,5%). Bcenencreue

THIICPKEpATO3a MPUMCHCHHUEC MOYCBHUHBI XOPOIIO MCPECHOCUTCA.

Crapue 4 neT KOHLEHTPaLUI0 MOYEBUHBI PEKOMEHJOBAHO NIOCTENEHHO MOBBIATE 10 10%.
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PekoMmeH0BaHO JeTsM ¢ 4 JIETHEr0 BO3pacTa Ha3HadaTb MECTHBIE PETHMHOUABI (KpeM C
n3orperuHonnom 0,05-0,1%), cnemyer y4MTBIBaTh, YTO PETUHOMJBI YAacTO BBI3BIBAIOT
pa3fpa)keHUe KOXKH, IMO3TOMY HMX HIpPUMEHEHHE, OOBIYHO, OTPAaHHMYUBACTCS HEOOJbIINMHU
y4yacTKaMH B pPEXKUME TOOYEPEJHOr0 TNpPUMEHEHHUs. Takke HEOOXOIUMO YUYHUTHIBAThH

BO3MO’KHOCTB YPE3KOKHOU PEe30POIIMH PETUHOUIOB.

VY nanuenTos crapiie 10 jeT peKkOMEHI0BAaHO IPUMEHEHUE HAPYXKHBIX CPEJICTB, COAEPIKALINX
K,BK K,BK
CAITUIIMIIOBYIO " MJTM MOJIOYHBIE KUCIIOTHI M BUTaMUHa A™"". O1HaKO He0OX0AUMMO TIOMHUTb,

,BK

YTO HAaHECEHWE CAIUIUIOBON KHUCIOTHI" Ha OoJblIME IUIOWIAAU, y JeTeld OCOOCHHO
MJIAQJIIMX BO3PACTHBIX TIPYII, MOXET IPUBECTH K alUI03y, YIPOXKAIOIIEMY XKU3HH,

BCJIEJICTBHE TPAHCKyTaHHOU pe3opOruu. [47, 20].

B MNOAPOCTKOBOM BO3paCTC PCEKOMCHIOBAHO IMPUMCHATL KOHICHTpAlHWKU JICKAPCTBCHHLIX
CpCACTB, UCHOJB3YIOIIUCCA Y B3POCJIbIX. CMHF‘IaIOH_II/IC N YBJIAXKXHAIOMIKUC CPCACTBA: KPEM C

IK,BK

sprokansiudepoaom™ ™ (D), Mass ¢ petuHonoM™ ™ 0,5% (D), Kpema 10 THITY «MAacjio B BOJE»
(D) 2-3 pa3a B cyTku B IepepbiBax MEXIy Kypcamu jedeHus [5,6]. s MbIThS He cieayer
II0JIb30BaThCsl LIEIIOYHBIM MbUIOM. Keparonmutuueckue cpeacrtsa: Masb ¢ MoueBHHON 10%
(D), canummnosoit™ ™ 2-5% (D), moaounoi 8% (D) wu rimkoseBoi kucioramu (D) 2 pasa B

CYTKH BO BpEMS TEpAllMU U B IIEpEPhIBAX MEXAY Kypcamu jeuenus [1,4,5].

HpI/I COUCTAHWU BYJIbIapHOTO HMXTHO3a M aTOIMMYCCKOro JA€pMaTuTa HC PCKOMCHAYCTCA

MNPUMCHCHUC TJIMKOJICBOM KHUCJIOTHI, 4 TAKXKC BaHH C MOpCKOﬁ COJIbIO.

PexoMeH1I0BaHO HMCIIONIB30BaTh AHTUCENTHUKH Uil 00paboTKU TpemuH: 1% BOAHBINA pacTBOp

MCTHJICHOBOI'O CUHETIO.

B cnyuasx penuauBupytomeid OakrepuandbHOH HHGEKIUH PEKOMEHIOBAHO NPUMEHEHHE

BaHHBI C PACTBOPOM TIOBUIOH-H0 2™ (1101 KOHTpoJieM ypoBHSL TTI B CHIBOPOTKE KPOBH).
p p p yp p p

PekoMeHI0BaHO €KeHEBHOE MPUMEHEHHUE LIaMITyHEH, coepkauux 5% MOUEBHHY B cillydae

JIETKUX TMUIEPKEPaTO30B BOJIOCUCTON YacTu rojioBbl llamnyHnu HaHoCAT Ha 5-10 MUHYT.

[Ipn Oojice BHLIPAKEHHOM THUIIEPKEPATO3€ BOJOCHCTOM YacTH TOJOBBI PEKOMEHIOBAHO
UCIIOJB30BaTh PACTBOPUMBIE B BOJE KPEMBI M Ma3H C J00aBJIE€HHEM KEPaTOJIUTHKOB
(Monounas kuciora 5%; mMoueBuHa 5-10%; camminoBas kuciora - 1-2%, HO He paHee

TPETHETO ToJia KU3HU M Ha HEOOBIIINE YIACTKH ).
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Kooica nuya onna w3 HamOoliee YyBCTBHTENBHBIX oOyiacTeil. PekoMeHIOBaHO HaHECEHUeE
KpeMa Ha OCHOBE «Maclio B BOJAE» C J00aBlieHHEM MO4YeBHHBI 10 5%. B ciydae, ecnu
MAIMeHT HEe MEePEHOCUT JaHHBIA KpeM, PEeKOMEHIOBAaHBI HEHTpaidbHbIE 0a30BbIC OCHOBBHI C
nobaBieHueM AeKkcmanTeHona 10 5% u BuramuHa E. [I[puMeHeHre akTHBHBIX KEPATOJIUTHUKOB

B 3TOM 00J1aCTH HE PCKOMCHAOBAHO, TAK KaK JAHHBIC CPCACTBA IJIOXO0 INCPCHOCATCH.

Y nDauMeHTOB C UIVIMCTBIM THUIIOM THIIEPKEpATO3a IIepliaBas IOBEPXHOCTb KOXKH
00yCITaBIUBAEeT CHJIBHOE TPEHHE, OJeXKJAa W JPyrue Y4YacTKH Tejla MOTYT LEIUIAThCSA 3a
TUIIEPKEPATOTUYECKUE OTPOCTKH, OTCIIanBasi UX. PEKOMEHI0BaHO MPUMEHEHUE 3MOJIEHTOB U
KEpaTOJIUTUKOB, KOTOPbIE CHOCOOHBI COKpPATHTh IUIOLIA/b IIEPIIABONW KOXKH, MPUBOAS K

CHIDKCHHIO 00pa30BaHUs My3BIPEH U 3PO3HIA.

Cucmemnas mepanus

[Mpu TtsoKenbiX (opMax HMXTHO30B PEKOMEHIOBAaHA CHCTEMHAs Tepamnus pPEeTHHOUIAMHU:
M30TPETHHOUHOM HJTH allUTPETUHOM.

Kommentapun: Hasnauenue cucmemuol mepanuu 0ONCHO ObiMb G36EULCHHBIM DeUeHUeM,
HeobX00UMO OYeHUMb PUCKU U YUUMBIEAMb BO3MONCHOCHb 80300HOBIEHUsSL MAKOU MePanuu ¢
Yenvio No00epPIUCAHUst NONOHCUMENbHO20 3 exkma. Jlewenue cucmemHvIMU PeMUHOUOAMU
HOBOPOJUCOEHHBIX «NI00 ApAeKuHa» CHOCOOHO CRACMU JHCU3Hb NAYUEHM) BCIeOCHmEUe

ycujiernus 0€CKGCZMCZI/}MM CJ/C‘MMCZIOW&I 00010uKU.

CucTeMHbIC pETHHOU/IBI PEKOMEHIOBAHO HAa3HAYaTh BHYTPh B J03€ OT |MI/KI H30TpETHHOMHA
w 0,5 Mr/kr anuTpeTuHa (MMHUMaNbHas 3 dekTuBHas 103a).

Kommentapun: (Ganemo et al 2012)/. Rajpopat et al 2011) [27] npodemoncmpuposan 83-
86% evlorcusaemocmo y niooa Apnexuna, eciu mepanus pemuHoOUOAMU HA4ama 6 nepevle 7
Cymox, 6 cpasHeHuu ¢ 76% cmepmu 6 meueHuu nepevix 3 cymok 6e3 Hux. Anonckue
uccredosament NOOMEEPOUNU IMU Pe3YIbmamyl, NPOOEMOHCMPUPOBAs euje DoJlee 8blCOKUe

yuppot sviocusaemocmu 0o 92% (Shibata et al.,2014) [49] .

[Ipu SOMAEPMONTUTHYECKOM TUIEPKEPATO3e BEJIMK PUCK BO3HUKHOBEHHUS OaKTepHaIbHON

MHQEKINH, B TAKOM ClTydae peKOMEHIOBaHO MMPUMEHEHHUE CUCTEMHBIX aHTHOMOTHKOB.

[Ipu >NHUAEPMOIUTHUECKOM THIIEPKEpaTo3e C OOLIMPHBIM IOPAXKEHHEM PEKOMEHOBaHA
Tepanusi CUCTEMHBIMU PETHMHOMAAMH, KOTOpPas 3HAUYUTENbHO YMEHBIAET TUIEPKEpaTo3 U
CHIDKACT PUCK BO3HUKHOBEHMs OakrepuanbHOM mHOexknuu. OAHAKO 3T MpenapaTbl MOTYT

CTUMYJIUpPOBaTh  OOpa3oBaHHE  My3bIped,  MO3TOMY  MPH  SIHUACPMOIUTHUECKHX
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THIICPKEpATO3aXx, TCPAIIUIO CUCTCMHBIMHU PCTHUHOWIAMHU PCKOMCHIAOBAHO HAYHWHATHL C HU3KUX

J03.

3.2 Xupypruieckoe Jje4yeHue
OOBIYHO HE TPUMEHSIETCSI.

3.3 UHoe JieyeHue
Tpebyemcst monvko npu 603HUKHOBEHUU OCIONCHEHUIL.

L4 PCKOMCH,Z[yCTCH OTpPaHUYUTDb KOHTAKT C AJUICPTU3HUPYIOIIUMU BCIICCTBAMU OBITOBOM XHMHH -
YUCTAIIUMHA, MOIOIIIUMH U KOCMCTUYCCKMMU CPCACTBAMHU, KOHTAKT C IICPCTHIO ) KUBOTHBIX U

CUHTCTUYCCKUMU MaTCpUAIaMU.

e JletaM c TsOKENBIMH (pOopMaMU MXTHO3a PEKOMEHJIOBAaHO IPOBOIAWTH HWHAWBUAYAJTbHBIN
1o100p palfoHa ¢ MOBBIIIEHHONW KaJOPHUIHOCTBIO, BCIEACTBUE YCUIEHHOTO 3HEPTreTHYECKOTO

oOMeHa, a Tak e TOBHIIICHHON MOTPEOHOCTH B Kele3e.

4. Peadniuranus

Pexomenoosana coyuanvnas (KOHCyTomayuu 0emcKux ncuxonoe08, 0e@hexmonozos) u
MeduyuHckas (uzuomepanesmuyeckue u KypopmHvle Memoosl) peaburumayus  Oemell
OONLHBIX UXINUOZOM.

Peabunumayust ¢ yuacmuem opmoneda u cneyuaiucma no ie4eOHOU QuKyibmype
HeobXxoouma OemsMm €O CUOAMENbHLIMU — KOHMPAKMYPAMU, — PA36USUUMUCS uz-3a

00pa308aHus po206ol NIEHKU 60 6HYMPUYMPOOHOM nepuooe.

5. IlpopuiiakTuka ¥ JUCHIAHCEPHOE HAOIIOeHHE

5.1 Ilpodpnaakruka
MeTo10B IpOopHIAKTUKH HE CYILIECTBYET.

5.2 BeneHue nanueHToB

e [lanMeHTOB ¢ MXTHO30M PEKOMEHIYyEeTCs HAOMI0JaTh 10 MECTY )KHTEIbCTBA B aMOYJIaTOPHO-
MOJIMKIMHUYECKUX  YCIOBHSIX BpadyoOM MEAMATPOM, JAE€PMATOJIOTOM, O(TaIbMOJIOTOM,
OTOPUHOJIAPUHIOJIOTOM, HEBPOJIOTOM, 3HIOKPUHOJIOIOM, JUETOJOTOM IIPU HAJIUYUU KOCTHBIX

HapyLIEHUH — OPTONEAOM.

e PexkoMmenayercss IPOBOJUTH KOMIUIEKCHYIO TEPAINIO, BKIIOYAIOUIYIO (PU3HOTEpArieBTUYECKOE
JIeUYeHHEe PEryIsipHO NPU HAJTMYUU MOKA3aHUI B Cllydae OCIOKHEHHOTO TE€UYEHHUs OOJIC3HU - B
YCIOBHSIX KPYIJIOCYTOYHOTO CTallioHapa, B CTaOMJIBHOM COCTOSIHUM — B CTallMOHAape

JHEBHOTO npeOpiBaHus WM amOynatopHo 1 pa3 B 3-6mec.
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Bonvwuncmeo nayuenmos ¢ uxmuo3oMm — NOLYHAOmM mepanuio 8 damOyIAmMOPHLIX
yenogusix. B mnadenueckom u pamnem ozpacme HeoOX0OUMO NOCMOSHHOE OUCNAHCEPHOe
HabmooeHue neduampa u oepmamonoca 1 paz 6 7-14 Owueu, ocmomp y ogmanvmonoza,
OMOPUHONAPUH2ONI02A, Hespoloed, Ouemonoca Ipaz e mecay. B Odanvueiiwem  nokazano
oucnanceproe HabnwoeHue cneyuanucmos 1 paz 6 3 mecaya. B ciyuae obocmpenus KosicHO20
npoyecca, maxceioeo ooujeco coCmosHus, 0COOeHHO y demell PAHHe20 803PAcmd, NOKA3AHO

cCmayuoHAapHoe jliedeHue. ﬂﬂumeﬂbHOCmt) l’lp€6b16aHu}l 6 cmayuoHape cocmaesjisiem 6 cpedHeM

10-14 owuer.

6. JlonoiHuTEe ILHASI MH(OPMALIUSI, BJIMSIIONIAsl HA TeYeHHE U MCXOJT
3a00J1eBaHUSA/CMHAPOMA

6.1 Ucxoapl 1 NPOrHo3
[Iporuo3 3aBucuT OT QOpMbI 3a00JI€BaHMUS. Pannss guar”HocTtuka, aieKBaTHas

CHUMIITOMAaTUYeCKass MECTHAas W/WIM CHCTEMHasl Tepamusi, PeryaspHbIM yXOJ 3a KOXel Ha paHHHX
cTagusx 3a0oJjeBaHMs B TEUEHHE JKU3HHU, TMPEJOTBpAINAaeT  BO3HMKHOBEHHME OCJIOXHEHUH,
NpeJoTBpaIlaeT rudenb pedeHka mpu THKENbIX (opMax Ha paHHUX CPOKaxX JKU3HHU, OIpeleiseT

6oJiee OIArOMPUATHBIN MMPOTHO3 M YAYUIIAeT KAueCTBO KHU3HH JIETEH C UXTHO30M.

KpI/ITepI/II/I KRaveCTBa OKa3aHUA MeI[I/IIII/IHCKOﬁ oMo

Tabumna 1 - Oprann3aluoOHHO-TEXHUYECKHUE YCIOBUS OKA3aHUS MEAUIIMHCKON TOMOIIH.

o CHCI_[I/IaJII/IBI/IpOBaHHaH MCAUIIMHCKAA IIOMOIIb
Blfl)l MEIUIIMHCKOMN IMOMOIIH

VYciaoBus okazanug MmeauuuHckoil | CTanuoHapHo / B JHEBHOM CTAallHOHAPE
TITOMOIIH

®opmMa 0Ka3aHUs MeIUIHHCKON IlnanoBas
MOMOLIH

Taoauna 2 - Kpurepun kauecTBa 0Ka3aHUs MEJUIIMHCKOM MOMOIIH

YpoBeHb 10CTOBEPHOCTH
A0Ka3aTeJIbCTB H

Ne | Kpurtepuii yOeauTeIbHOCTH
peKoMeHIauuil — HU3KUM
(koHCeHcyc IKcnepToB- D)

1 BrinosHeHa KOHCyIbTaMS AEPMATOIIOTa D

2 BrinosnHena Tepanus KepaToJuTHUECKas U/ UITH D
YBIQKHAOWIAs (B 3aBUCUMOCTH OT MEAMLIUHCKUX
MOKa3aHUH U MPU OTCYTCTBUU MEIUITUHCKUX
MIPOTUBOTIOKA3AHMIA )
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BrinosnHena koHCynbTaus ogranbMoora mpu D
HaJIM4YUU NIOKA3aHUM U OTCYTCTBUH IIPOTUBOIIOKA3aHUI

4 BelInonHena KOHCYIbTalKs OTOPUHOJIAPUHIOJIOTa IIPU D
HaJIM4YUU NIOKA3aHUM U OTCYTCTBUH IIPOTUBOIIOKA3aHUI
S) BrinosnHena Tepanus peTHHOUIAMU U/HITH D

PETUHONAMHU C INIFOKOKOPTUKOCTEPOUAAMH (TIpU
CPEIHETSKEIIOM MUJIU TSDKEJIOM TEYEHUH, B
3aBUCHUMOCTHU OT MEAULIMHCKUX MIOKa3aHUMI U IIPU
OTCYTCTBMM MEIUIIMHCKUX POTUBOINIOKA3aHUI)
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Hpuiaoxenue Al. CoctaB padoueid rpynnbl
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Poccun.

Hama3oBa-bapanoBa JI.C., akxan. PAH, mnpodeccop, nm.H., 3amectutens [Ipencemarens
Ucnonkoma Coro3a neauatpoB Poccun.
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Epmunosa A.HM., k.M.H., uneH Coro3a neauarpos Poccun

Iunasryii 3.U., unen Coroza nexuatpoB Poccun

ABTOpBI TNOATBEPKIAKT OTCYTCTBHE (PMHAHCOBOW NOMICPKKH/KOHQJIMKTA HHTEPECoB,

KOTOPbIN HE00X0AUMO 00HAPOAOBATD.
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Hpuioxenue A2. Metronoiorus pa3padoTky KIMHUYECKUX PEKOMEeH AUl

IleneBasi aynuTopusi JaHHBIX KJIMHHYECKHX PEKOMEH AN
Bpauu-nequarpel, Bpauu J€pMaTOBEHEPOJIOTH;

I'enetuku;

Bpauu o0melt npakTiuku (ceMeiHble Bpaun);

Crynentsl menuuuHcKkux BY30B;

o M w D P

OOyuaromuecs: B OpUHATYpe U UHTEPHATYPE.
Knunuueckue pexkomenoayuu co30anvl HA OCHOGAHUU COBPEMEHHBIX MEHCOYHAPOOHBIX
KIUHUYECKUX PEKOMEHOAUUIL N0 OUAZHOCMUKE, J1e4eHUI0 U 6€0eHUI0 OOIbHBIX C UXHUO3OM.
Hxmuoz omnocumca K peoOKumM 2emepozeHHbIM 3400/1€6AHUAM, UYMO UCKII0Yaem
603MOICHOCb NPOGEOCHUA 0O0bUIUX KO2ODMHBIX U PAHOOMUIUPOBAHHBIX KOHMPOIUPOBAHHBIX
UCCN1e006aAHUIl U 0714 CO30AHUA NPOMOKOI068 OUAZHOCMUKU U MEPAnUU UCHONbIYIOMCA UL
memamuyecKue uccied08anus IKCNepmos, OnyO1UKOBAHHbIE 6 NOCTIEOHUE 06a OeCAMUIeMUS.
MeTtoabl, HCTIOJIb30BAHHBbIE [1JIs1 cOOpa/ceIeKIIUH 10KA3aTe/IbCTB:
® T[IOHWCK B AJICKTPOHHBIX 0a3ax JaHHBIX.
Onucanue MeTO10B, NCIOJIb30BAHHBIX VISl cOOpa/cesleKIIUN 10KA3aTeIbCTB:
e JOKa3zaTenbHOW 0a30i Jsi PEKOMEHNAIMN SBISIOTCS IMyOJUKAI[MU, BOIICHIINE B
Kokpanosckyro 6ubnmotexy, 6a3sl nanubix EMBASE u MEDLINE.
MeToabl, HCI0JIbL30BAHHDbIE /151 OLIEHKH Ka4eCTBAa U CHJIbI 10KA3aTEeJIbLCTB:
e KoHceHcyc akcnepToB.

e OleHKa 3HaUUMOCTH B COOTBETCTBUHU C PEUTUHIOBOM CXEMOM (CXeMa Ipuiiaraercs).

IKOHOMHYECKHH aHAJIN3:
AHamM3 CTOMMOCTHM HE TMpPOBOAWICA M NyOnMKamuu 1o  ($apMaKOdKOHOMHKE He
aHATM3UPOBAIHCE.
Mertoa Bamuaauum peKoOMeHIauui:
e BHemHss sKcriepTHas OLIEHKA;
e BHyTpeHHSIs1 SKCTIepTHAs OLICHKA.
Onucanue MeTo1a BAINAAIMU PEKOMEH AU
Hacrosmue pexomeHzanuu B IIPEABAPUTEIBHOM BEPCUM PELIEH3UPOBAHbI HE3aBUCHUMBIMU
9KCIIEPTaMH.
KOMMCHTapI/II/I, HOHY‘ICHHHC oT BKCHepTOB, CI/ICTeMaTI/ISI/IpOBaHBI 148 OGCY)K,Z[CHBI YJICHAMHA

paboueii rpynnbl. BHOCHMBIE B pe3yabTare 3TOro0 M3MEHEHHS B PEKOMEHIALUU PErUCTPUPOBAIUCE.

33



Ecnu ke u3MeHeHHs He OBLTM BHECEHBI, TO 3apETUCTPUPOBAHBI MPUYUHBI OTKa3a OT BHECEHUS
U3MEHEHUH.

KoHcyabpTanus v 3KCnepTHAsI OLeHKA:

[Tocnennue M3MEHEHUsI B HACTOSIINX PEKOMEHIAMIX ObUTM MPECTaBICHbI A 00CYXKICHUS B
IpeBapUTENILHON BEPCUM Ha COBeIIanuu padboueit rpynmsl, Mcnonkoma CIIP 1 unenoB npoduiabHOK
komuccuu B pespaie 2015 rona.

[TpoexT pexomeHmanMii ObUI PELEH3UPOBAH TaKKe HE3aBUCHUMBIMH 3KCIEPTaMH, KOTOPBIX
MOTIPOCHJIA IPOKOMMEHTUPOBATH JI0XOJAYMBOCTh M TOYHOCTh MHTEPIIPETALMH JI0Ka3aTeIbHON 0as3bl,
JIe)KaIlEe B OCHOBE PEKOMEH AU,

Pabouas rpynna:

JUis  OKOHYAaTEeIIbHOM pENAaKUUMM M KOHTPOJSA KadecTBa PEKOMEHAALMH  ITOBTOPHO
MIPOAHATM3UPOBAHBI YWICHAMHU pabovel TPy

AKXTyanu3anus JaHHBIX KIMHHYECKUX PeKOMEHAAui OyIeT MPOBOJUTHCS HE peXe, YeM OJIMH pa3
B Tpu roja. Ilpunsatue permenus o6 oOHOBIEHMM OyneT MPHUHATO HA OCHOBAaHHM MPEIOKEHHA,
NPEJCTABICHHBIX MEIUIIMHCKUMU TPO(PECCHOHATHHBIMH HEKOMMEPUYECKUMHU OpTraHU3alMsIMH  C
y4E€TOM pe3ylbTaTOB KOMIUIEKCHOM OLIEHKH JIEKAPCTBEHHBIX IIPENapaToB, MEAULUHCKUX U3ACIUN, a

TaKXe pe3yIbTaTOB KIMHUYECKOH arnpodanuu.
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Hpuinoxenue A3. CBsA3aHHbIE JOKYMEHTbI

IHopsaaxy okazaHusd MeIMUMHCKOMN MOMOIIH:
1. Ilpuka3 MuHHCcTEpCTBA 34paBOOXPAaHEHHS U COLMAIBHOTO pa3Butus PO ot 16 anpens 2012 r.
N 3661 "OO0 yrBepxaenun [lopsaka oka3aHus neauaTpuueckoi momomu"
2. Ilpuka3 MunucrepctBa 3apaBooxpaHeHus P® ot 15 nHos6ps 2012 r. N 9171 "O0

yrBepxkacHun [lopsaka oka3aHusi MEAUIIMHCKON MTOMOIIU OOJIBHBIM C BPOXKICHHBIMU U (WJTH)

HACJIEICTBEHHBIMU 3200JIEBAaHUAMU "
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Hpn.ﬂomeﬂne b. A.]IFOpI/ITMLI BCACHHUA ITAIIUCHTOB

HaHI/IeHT C IMOAO3PCHNUEM Ha HXTHUO3

A 4

Juarnoctuka

Kouncynpranus
pomIIbHOTO
CIICLIMAJINCTA

Juarxos

A

HET

MOATBEPXKIEH?

IA

ITokazano
CTallMOHAPHOE

HET

neyenue?

Jleuenue B
cTalMoHape

A

h |

Jleyenue B aMOymaTOpPHBIX
YCIOBHSAX

Peabunuramus

A

JucnancepHoe HaOmoeHNE
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[Mpunoxenue B. Uudopmauusa 1is naumeHToB

HXTHO3b1 — rpymIa HaciIEACTBEHHBIX IE€PMATO30B, B OCHOBE KOTOPBIX JIEXKAT Pa3IU4HbIC
HapyLIEHHUs] TEPMUHATBHON TU(PPEPEHIMPOBKH KIETOK BEPXHETO CII0S KOKHU — AMHIEPMUCA.

[IpakTHdecku pa3nensioT MXTHO3bl Ha MpUOOpETEHHBIE, KOTOPhIE HE MPOSBISIOTCS Cpasy B
MOMEHT POXJEHUS U, OOIUraTHO BPOXKJAEHHBIE UXTHO3BL. Bee (popMbl MXTHO30B MOTYT BCTpedaThes,
KaK U30JIMPOBAHHO, TaK U B COCTaBE CUHIPOMOB.

Bce cembu, B KOTOpBIX Yy JAETEW/poAMTENCH IUArHOCTUPOBAH HUXTHUO3, JOJKHBI TPOUTH
MEIUKO-TEHETHYECKOe 00CIIeIOBaHHE.

OOmmM JUis BCEX HMXTHO30B SIBISIETCS T'CHETHUECKH JIETEPMHUHHMPOBAHHOE W3MEHEHHE
snujepMuca (BepXHUH CIIOM KOXKH), YTO MPHUBOAUT K HApYIIEHUIO €ro OaphepHOl (GYHKIUU U
CHIDKEHHIO CTIOCOOHOCTH CBSI3BIBATh BOJY.

KnuHuyecku y manMeHToB ¢ UXTHO30M OTMEYAETCs CyXas, C pOrOBbIMU HACIOCHUSAMM KOXKa,
MOTYT OTMEYaThCsl OOJIC3HEHHbIE TPEUIMHBI U MY3bIpH, HHOTJA Ha KOXK€ MOYXHO YBHJETh IUIOTHO
MIPUJIETAIOIINE, KOPUYHEBATO — CEPBIC YCIIYHKH.

B ciydae TsokenbIX BpOXKAECHHBIX (OPM MXTHO3a, OCOOCHHO B MEPBBIA I'OJl KU3HH peOeHKa,
MIPOUCXOUT aKTUBHASL YPECKOKHASI TOTEPSI BOBI U TEIJIA, YTO MOXKET MPUBECTH K 00€3BOKHBAHUIO U
MEPEOXIAXKACHUIO PeOCHKA.

BenenctBue  3akynmopkd  pOrOBBIMM — YEHIYMKAMU  ITOTOBBIX JK€JI€3, OTPaHUYUBACTCA
CIOCOOHOCTh pebeHKa ¢ MXTHO30M K MOTOOTIENICHHUIO, YTO MPHU BBICOKOW TEeMIIEpaType BO3IyXa U
O0JIBIION BIAKHOCTH, MOKET NMPHBECTH K TUIEPTEPMUU M JICKOMIICHCAIIMU CEPJCYHO-COCYIUCTOM
CUCTEMBI.

Bcenencrue HapymeHHoOM 6apbepHOi (PyHKIMM, KOXKa MAIMEHTOB C HXTHO30M BOCIIPpUMMYHUBA
K IMIPUCOCTUHEHNIO BTOPUYHOM MH(EKINH (TPHOKOBOW U /1N OaKTepUaIbHOM).

Ha mporsokeHun Bcel JKM3HM OOJIbHBIE HMXTHO30M JIOJDKHBI TOJYy4aTh  aJE€KBAaTHBIN
PEryISpHBINA (€XKEeIHEBHBIN) yXOI 3a KOXEil, 0COOEHHOCTH KOTOPOTO 3aBUCAT OT ()OPMBI MXTHO34,
BO3pacTa MaIMeHTa W HaJIM4YUs WIA OTCYTCTBUS OCJIOXHEHHH. PexoMeHaoBaTh HE0O0X0auMbIe
MaHUIYJISUUA M CPEICTBA YXOAAa JAOJDKHBI CIELUUANINCTBI (AEpMATOBEHEPOJIOTH, IE€IUATPHI).
[TpaBUIBHBIN €XeTHEBHBIN YXOJI YIydlllaeT KaueCTBO KH3HH PeOCHKA C UXTUO30M M IMOJIOKHUTEIHHO
BIIUSIET HA IIPOTHO3.

JleTn ¢ yCTaHOBJICHBIM JMAarHO30M HXTHO3, OCOOECHHO B TMEPBBIC TOJbI JKU3HU JIOJKHBI
HAXOJUTHCS MO/ MTOCTOSIHHBIM HAOJIOICHUEM TI€JUAaTPOB, IEPMATOJIOTOB U APYTUX CIEIIHATUCTOB.

[IporHo3 3aBUCHT, B TMEpBYIO oOdYepenb, OT (OPMBI HXTHO3a, a TaKKe  MPABUIBHO

10/100paHHON €KEeTHEBHOM MPOTrPaMMBbI yX0a 38 KOXKEH.
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Ipunoxkenue I'l. AnropuTm JHATHOCTHKHU MXTHO3a

Kannnueckue NMPOABJICHUSA
CyXoCTb W/MIH IIETyNIeHHEe KOXHI
Opurponepmust

Ily3sIpu Ha KOXE

OKTpONHOH
DKIIOHOH - Kouncynpranus

T'unepxeparo3 JE€pMaTOBCHEPOJIOTa
IInon «Apiexua»

TI'ucronoruueckoe
HCCIIENOBAHUE
ouoIrrara KOxu

[TonmoXUTENBHBIN CeMEHHBI aHaMHE3/0TCYTCTBHC
CeMEeNHOro aHaMHe3a

N7

Kouncynpranus
TCHETHKA OIeKTpoHHas
MUKPOCKOIHS
OuormTara
MonekynsapHo-
TEHETHUECKOE
HCCIIEI0BaHNE
Jwnaruos




Ipunoxenue I'2. PacuiugpoBka npumedanuii

* — JleKapCTBEHHBIN Tpernapar, BXogsiiuii B IlepeucHb JKU3HEHHO HEOOXOIUMBIX M

BAKHEHIINX JIEKAPCTBEHHBIX IpEMapaToB JUIsl MEIUIMHCKOro mnpumeHeHuss Ha 2016 rox
(Pacnopsoxenue IlpaButensctea PO ot 26.12.2015 N 2724-p)

¥ — NexapcTBEHHBIN Mpenapar, BXOAsmuii B [lepedeHb JICKapCTBEHHBIX MPENApaTtoB Ui
MEIUIMHCKOTO IPUMEHEHMS, B TOM YHCJIE JIEKApPCTBEHHBIX IIPENaparoB il MEAUIMHCKOIO

NPUMEHEHHs], HA3HAYaeMbIX [0 PEUICHUIO BpPAaueOHbIX KOMHUCCHHA MEIMIMHCKUX OpraHu3aluil

(Pacniopsoxenue IlpaButensctBa P® ot 26.12.2015 N 2724-p)
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